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32. pracovni dny détské nefrologie se letos konaji v Plzni.

Organizatofi vybrali pro misto konani pracovnich dnti lokalitu v centru mésta, které se stalo v roce
1989 méstskou pamatkovou rezervaci.

Historicky bylo mésto Nova Plzeii zalozeno roku 1295 na soutoku fek Radbuzy, Mze, Uhlavy
a Uslavy na piikaz Geského krale Vaclava I1. Od pocatku se stalo diilezitym obchodnim stiediskem
na vyznamné kiizovatce cest do Norimberka a Rezna. Rozlohou po Praze a Kutné Hofe tieti
nejvétsi mésto v Cechach. V prvni poloving 19. stoleti nastal mohutny rozvoj mésta, v roce 1842
byl zalozen M&tansky pivovar a v tomtéz obdobi strojirensky podnik Skoda.

Dnesni Plzen se rozklada na plose 125 km?2 a zije zde zhruba 167 000 obyvatel. Je ¢tvrtym
nejvétiim méstem v Ceské republice. V zapadni ¢asti Cech zaujima vyrazné dominantni postaveni
jako silné pramyslové, obchodni, kulturni a spravni centrum. V poslednich letech se méni obraz
mésta. Z primyslového mésta se stava lokalitou, ktera ma navstévnikiim co nabidnout. Plzen se
stala Evropskym méstem kultutury 2015.

Doporucujeme navstévu ndmesti nebo bezprostiedniho okoli hotelu s méstskymi sady a piedevsim
nov¢ zrekonstruovanou Mlynskou strouhou. Soucasti programu bude i navstéva pivovaru.

Letosni odborny program se soustied’uje na diagnostiku a 1é¢bu hypertenze, novinky z molekularné-
genetické diagnostiky nefropatii, nasimi hosty jsou i détsti urologové. Tradi¢ni bude piehled
sou¢asného stavu dialyzovanych a transplantovanych déti v CR a prezentace Ceskych registrii
polycystickych ledvin a renalnich biopsii. Doufame, ze Vas i tentokrate zaujmou také jednotlivé
kasuistiky i posterova sdéleni.

Dékujme vSem sponzoriim za pomoc pii organizaci naseho setkani, pfejeme uspésné jednani
i potéSeni z pratelského setkani s kolegy z nasi specializace.

Prof. MUDr. Zdenék Dolezel, CSc. MUDr. Eva Sladkova

predseda pracovni skupiny détské nefrologie za mistni organizatory

Prof. MUDr. Jan Janda, CSc.

predseda Ceské pediatrické spolecnosti



ODBORNY PROGRAM
Patek 21. 10. 2011

7.00- 16.00 hod. Registrace
8.30 —9.00 hod. Slavnostni zahajeni

9.00 — 10.45 hod.  Blok I.

Efekt diety DASH a soli Kardisal na krevni tlak dorostenci s prehypertenzi — intervencni studie
Janda J., Veleminsky M., Sulakova T., Prochazka B. ...........cccceviriiiiiieininieieeceeece e 20 min.

Vyskyt arterialni hypertenze v registru renalnich biopsii
Kolsky A. Jangové E., Dusek J., Hladik M., Skalova S., Vondrak K., Geier P., Smréka V., Starha Z., Pellantova
Z., Skibova J., Stejskal J., Janda J., Rychlik I., Tesaf V. €t al. .....ccoocovieiririeieieieieeceseeeeeee s 15 min.

Ma definice ABPM u déti zahrnovat i stiedni arterialni tlak?
SUIAKOVA T.y FEDET J. oottt ettt b e ettt eae et e s aeeas e s e eae e s e beeseenseeaas 15 min.

AKutni poSkozeni ledvin a jeho véasny zachyt
Hladik M., Zaoral T., NOWAKOVA M.........ccociiiiiiiiiiiciieeieie ettt ettt aesveereeae e essesneens 15 min.

AKutni selhani ledvin zptsobené ceftriaxonem
Simankova N., Dusek J., Seman T., Vondrak K., Zieg J. .......cccceciririiiiriniiieieerieieeseee e 15 min.

10.45—11.10 hod.  piestivka

11.10 —12.30 hod. _ Blok II.
Polycysticka onemocnéni ledvin — stav registru a diagnostické a 1é¢ebné novinky v r. 2011
Seeman T., Bldhova K., Dusek I., Fencl ., Flogelova H., Sulikova T., Skalova S., Starha J., Vondrak K.,
Za0Tal T, JANAA J. oottt ettt et ettt et ae et b e ae et et e ete et e eaeetaerens 20 min.

Soucasné moznosti prenatalni diagnostiky vyvojovych vad ledvin
Losan F., LoSan P., Hasch M., PIEVAK P. ........ccoooiiiiiiiiiiiiiccccee et 20 min.

Evansiiv syndrom u tézké formy Schimkeho imunoosealni dysplazie
Zieg J., Kiepelova A., Balasc¢akova M., Dusek J., Rosik T., Seeman T., Skalova S., Sukova M., Simankova
D)1V 1 SRR 15 min.

Molekularné geneticka diagnostika dédi¢nych nefropatii
Malina M., SEEMAN T.......cvivuiiiiiiitieiicie ettt ettt et aeste e s e eteeseesbeebeeseesesssessesseessessesseessensesssessensens 20 min.

12.30 - 14.00 hod.  piestivka

14.00 —15.00 hod. _ Blok III.

Enuréza
KOCVATA R. oottt sttt st et e b e st et esae e st et e ene e st e nbeeseeneesaeeseeneenns 20 min.

Soucasné zku$enosti s biofeedbackem v 1é¢bé dysfunkcei dolnich mocovych cest
DIEE Z. o 15 min.

Zobrazovaci metody v détské nefrologii
Boséakova A., Sulakova T., Dedek V., Sirti¢ek P., Havelka J., Krhut T., P&tro§ M. ......coovevvevveeeeeene. 20 min.

4



15.00—15.10 hod.  piestivka
15.10 — 16.00 hod.
Firemni sympozium firmy Ferring

No¢ni enuréza — evergreen détskych nefrologi
Kmoni¢kova M., Novotna I.

Prekvapujici pozitivni uc¢inek desmopresinu s nootropicem u déti s rezistentni enuresis nocturna
Liska J., HolecekV.,Sobotova S., Kepkova M.

17.00 — 18.45 hod. Prohlidka pivovaru (organizace bude upfesnéna na miste)
20.00 —24.00 hod. Spolecensky vecer v hotelu Marriott

Sobota 22. 10. 2011

8.00 — 12.00 hod.  Registrace

8.30-9.00 hod.

Firemni prezentace produkti Swiss Natural Sources firmy Biovit Impex

Utinek preparatu Mega brusinky na akutni a recidivujici infekce dolnich moovych cest

KIBIMENC V. ettt ettt ettt b ettt ee 20 min.

9.00 - 9.15 hod.  prestavka

9.15-10.45 hod.  Blok IV.

Rozdilné priciny hyperkalcémie v détském véku
Kutilek S., Plasilova L., Sachova K., Machagova O., Machata K., Lebedova 1., Némec V., Chrobok V. ... 15
min.

Nase vySetiovaci postupy u déti po primoatace akutni pyelonefritidy
Flachsova E., Buganova M., Dolezalova S., Langer J..coovcueirieiiirieiciiccteeeeec et 15 min.

Neobvykla pri¢ina chronického selhani ledvin u 16letého chlapce
Za0Tal T, HIAATK M.....oiiiiiiioiicicieciece ettt ettt ve et et eaeeas e e eae e s e sseeteensesseessenseeneenne 15min.

Trombdza renalnich cév v novorozeneckém véku
Skalova S., Lejhancova K., Luke§ A., TIChA E. ......ccooiiiiiiiiiieiceceeeeeeee s 15 min.

Novinky v diagnostice a 1é¢bé HUS
Malina M., SEEMAN T. .....ccoioviiiiiiietieiicie ettt ettt e ete e s e eteese et e ebeeseesesasessesseessessesseessesesasessenseens 20 min.

10.45—11.00 hod.  prestivka

11.00 — 13.00 hod. BLOKY.

Chronicky dialyza&ni program u déti v CR v r. 2010
Vondrak K., Dolezel Z., Dusek J., Hladik M., Seeman T., Simankova N., Starha J.,
Zaoral T., Zieg J., JANda J. ..ot e 15 min.
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Chronicka rendlni insuficience — registr déti v r. 2011
Simankova N., Blahovéa K., Flogelova H., Dolezalova S., Dugek J., Janda J., Langer J., Honzik T.,
Bendakova H., Seeman T., VONArak K..........c..oooviiiiiiiiiiieie et 15 min.

Transplantace ledvin u déti v CR — stav v r. 2011
Seeman T., Burkert J., Dusek J., Fiala R., Janda J., KiiZ J., Moravek J., Simankova N., Spatenka J., Vondrak
K, Zeman L., ZIEZ J. oottt ettt enes 15min.

Zvladani zatéze rodic¢a déti po transplantaci ledvin
Lukackova L., KOCADOVA Z. ......ccvviieiiiieeeeeeee ettt ettt eaeeeae e e e e eaeeeaneeeveeenns 15 min.

MiizZeme odhalit sniZenou relativni funkei ledviny pomoci stanoveni GFR a/nebo ultrazvukem?
Zieg J., Geier P., Walker S., Pytlak M., FEDEr J. ...cocoiiiiiiiiiiiii s 15 min.

Dissekce renalni artérie
Sulakova T., Nemcova A., Bosakova J., Chmelova J., PrOChAZKa V. ......oveveeeeeeeeeeeeeeeeeeeeeeeeee e 15 min.

13.00 hod. Zakonceni

Postery — diskuse u posteri o prestavkach

Urine neutrophil gelatinase —associated lipocalin (NGAL) as a marker of acute kidney injury (AKI)
in children
Blahova K., Fencl F., Stara V., Pechova M., Prasa R.

Riziko infekce mocovych cest pri postnatalnim ultrazvukovém nalezu hydronefrézy
u déti do 2let véku
Flogelova H., Halek J., Smakal O., Michalkové K, Svecové V.

Ovéreni kvantifikace poméru separované funkce ledvin pomoci DMSA scanu metodou 3D pri SPECT
Chroustova D. Trnka J., Urbanova 1., Langer J.

Hyperechogenni ledviny ledviny u plodu
Laubova J.

Three novel C3 mutations in atypical hemolytic uremic syndrome - Two ways to hyperactive

C3 convertase

Malina M., Roumenina L, Bordereau P., Schmitt C.P., Mohammad A. M., Jankauskiene A., Seeman T.,
Halbwachs-Mecarelli L., Fremeaux-Bacchi V., Schaefer F.

Infantilni nefroticky syndrom na podkladé cytomegalovirové infekce
Sladkova E., Zinova J., Seeman T.






ZOBRAZOVACI METODY V DETSKE NEFROLOGII

A.Bosakova, T.Sulikova - Détska klinika FN Ostrava
V.Dedek, P.Sirii¢ek- Klinika nukledrni mediciny FN Ostrava
J.Havelka - Ustav radiodiagnosticky FN Ostrava

J.Krhut — Urologicka klinika FN Ostrava

M.Pétros§ — Porodnicko-gynekologicka klinika FN Ostrava

Zobrazovaci metody patii mezi zasadni vySetieni v oblasti détské nefrologie z divodu vysokého
vyskytu vrozenych vyvojovych vad. Mezi nejcastéji vyuzivana vysetieni patii:

USG - ultrasonografie — zakladni vyS.metoda, kterou vyuzivame pii vySetfeni pacienta v détské
nefrologické ambulanci a kterda mam odhaluje nékteré patologie jiz pfi prvnim vySetfeni.
Velikost ledvin posuzujeme dle Dinkelova grafu.

Rtg bricha - nativni snimek bficha ma v soucasné dobé mensi vyznam, pouzivame jej pii
podezieni na lithiasu, oj.jsme lithiasu schopni prokazat i pfi ultrasonografii.

MCUG - mikéni cystouretrografie, invazivni metoda pii niz zacévkujeme mocovy méchyi
a cévkou napoustime do méchyte fyziolog. roztok s kontrastni latkou z vySky cca 70cm.
Prokazujeme mozny pasivni nebo aktivni vezikoureteralni reflux. Na naSem pracovisti
provadime toto vys. na skiaskopu, kdy je mozno zachytit i prchavy VUR.

Izotopova MCUG - velmi vhodna metoda ke kontrolnimu vys. v piipad¢ existence VUR
(vezikoureteralniho refluxu). Neni vhodnd k prvnimu vys., nebot nelze stanovit stupen
refluxu.

IVU- intravenosni vylucovaci urografie- posuzujeme tvar kalicht ledvin a moznou piekazku
odtoku moce pii blokdd¢ ureteru kaminkem. Velikost ledvin uréujeme dle Klareho grafu.
UFM- uroflowmetrie — patologickd kiivka ukazuje nutnost dal$itho dovysetfeni dolnich
mocovych cest.

MAG 3 - (merkaptoacetyltriglycin ) - dynamicka scintigrafie ledvin — pritok plazmy ledvinami-
vysledkem jsou nefrografické kiivky.

Vysetieni prokazuje moznou obstrukci ureteru ( na USG vidime dilataci panvicky) a hypofunkei
¢i afunkei ledviny projevujici se atypickym tvarem kiivky. Umoziiuje vySetieni kazdé¢ ledviny
zvlast.

DMSA- staticka scintigrafie (dimerkaptojantarova kyselina) — zobrazuje tvar, polohu,velikost
a intenzitu vychytavani indikatoru. Prokazuje jizvy v parenchymu ledvin (defekt v naplni) po
zanétu ledvin, dystopii a tvarovou odchylku ledvin. Hodnoti stranovou rozdilnost ve funkci
ledvin — za vyznamny rozdil povazujeme snizeni funkce na postizené ledviné na a pod 45%.
CT- pocitacova tomografie — prukaz nadora a komplikovanych anomalii urotraktu.

Angio CT- prikaz anomalii renalnich cév s moznosti nasledné tpravy PTRA (perkutanni
transluminalni angioplastika).

NMR - nuklearni magnetickd rezonance — a magnetickd rezonancni angiografie (MRA)
neinvazivni prikaz patologii cévniho fecisté. Kontrastni latka se podava i.v. do periferie.
Literatura uvadi, ze gadolinium neni nefrotoxické a jeho pouziti je mozné u pacientt v CHRI.
Specializovana vySetfeni na urologickych pracovistich — urodynamické a endoskopické
vySetieni.




IMAGING METHODS IN PEDIATRIC RENAL DISEASES

A.Bosakova, T.Sulikova - Détska klinika FN Ostrava
V.Dedek, P.Siri¢ek- Klinika nukledrni mediciny FN Ostrava
J.Havelka - Ustav radiodiagnosticky FN Ostrava

J.Krhut — Urologicka klinika FN Ostrava

M.Pétros§ — Porodnicko-gynekologicka klinika FN Ostrava

Imaging methods form part of the fundamental examinations in children with kidney diseases
on the basis of high incidence of congenital defects. The most frequently used tests are:
Ultrasonic Detection — fundamental method used in patient examination in a pediatric
nephrology clinic which detects some pathological defects already during the first examination.
The kidney size is determined by the Dinkel’s graph.

X-ray of the abdomen — the native image of the abdomen is of lesser importance these days, we
use it when there is a suspicion of renal stones; renal stones can be detected by the ultrasound
as well.

MCUG - is an invasive method where a catheter is inserted into the bladder and physiological
solution with contrast is infused. We can show passive or active vesicoureteric reflux. At our
clinic we perform this examination on a skiascope where a transient VUR can be captured.
Isotopic Cystourethrography is a very appropriate method for VUR (vesicoureteric reflux)
control examination. It is not suitable as a first examination because it does not provide the
degree of reflux.

Intravenous Urography - we see the shape of the kidney cupsule and the possible obstruction
of the urine outflow by the stone in blockage of the urethra. The size of kidneys is determined
by the Klar graph.

Uroflowmetry - where a pathological curve shows the need for further examination of the
lower urinary tract.

MAG 3 — (mercaptoacetyltriglycine) — is a dynamic scintigraphy of kidneys — kidney plasma
flow — resulting in nephrographic curves. Each kidney can be examined separately.

The examination can show possible obstruction if the urethra (we can see the dilatation of the
pelvis on the USG) and the kidney hypofunction or dysfunction can be depicted by an atypical
curve shape. Each kidney can be examined separately.

DMSA - static scintigraphy (dimercaptosuccinic acid) — depicts the shape, location, size and
intensity of the indicator uptake. It shows scars in kidney parenchyma (filling defect) post
kidney inflammation, dystopia and kidney shape deviation. It evaluates the difference in the
function of each kidney — we regard as a significant difference when the function of a diseased
kidney is lowered by 45-46%.

CT - computer tomography — demonstrates tumors, and complicated anomalies of the urinary
tract.

Angio CT - demonstrates anomalies of renal vessels with a possibility of a follow up correction
(percutaneous transluminal angioplasty)

NMR — nuclear magnetic resonance — a magnetic resonant angiography (MRA) non-invasive
demonstration of vessel bed pathology. KL is given IV into the periphery. The literature says
that gadolidum is not nephrotoxic and its use is possible in patients at CHRI.

The specialist examinations in urological clinics — urodynamic and endoscopic examination.
Photo documentation is a part of this work.




SOUCASNE ZKUSENOSTI S BIOFEEDBACKEM V LECBE
DYSFUNKCI DOLNICH MOCOVYCH CEST

Dité Z.
Urologicka klinika VFN a 1. LF UK, Praha

Déti, postizené dysfunkéni mikei, tvoii skupinu nejslozitéjsich nonneurogennich poruch funkce
dolnich mocovych cest. Referujeme soucasné zkuSenosti s biofeedbackem (BFB), metodou
uzivanou k 1é¢bé téchto dysfunkci, charakterizovanych ve vétSing ptipadl poruchou relaxace
panevniho dna.

Material a metoda: Na nasi klinice bylo 1éeno s pouzitim biofeedbacku 39 déti. K cviceni
bylo pouzit bézny urodynamicky pfistroj s jednoduchymi povrchovymi elektrodami.
Pacienti byli postizeni urgentni mikci v 79,8 %, inkontinenci moce (76,8 %), pferuSovanym
mocenim (87,2 %) a infekci mocovych cest (64,1 %). Biofeedback byl provadén bud’ jako
ambulantni lécebnd metoda nebo beéhem kratké hospitalizace a pravidelné¢ opakovan doma.
Vysledky: Velmi dobra klinickd odpovéd’ byla zjiSténa u 55,7% pacientii. Byla charakterizovana ustupem nebo
uplnym vylécenim inkontinence (66,7 %), dyskoordinace ( 57,6 %) a infekce mocovych cestu 41,1 % pacienti.
Zavér: Biofeedback predstavuje uzitecnou, efektivni a Setrnou metodu v 1é¢bé nonneurogenni
dysfunkce dolnich mo€ovych cest.

MUDr Zdenék Dité, FEAPU
Urologicka klinika VFN a 1.LF UK, Ke Karlovu 6, 128 08 Praha 2.
e.mail : zdenekdite@seznam.cz
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CONTEMPRORARY EXPERIENCE WITH BIOFEEDBACK IN THE
TREATMENT OF LOWER URINARY TRACT DYSFUNCTION

Dité Z.
Department of Urology, Charles” University Hospital, Prague

Children, suffering from dysfunctional voider syndrome, create group of the most complicated
nonneurogenic dysfunction of the lower urinary tract. We report contemporary experience with
biofeedback (BFB), modality used for treatment of these dysfunctions, peculiar in majority of
cases to malfunction of pelvic floor relaxation

Materials and Methods: Thirty nine children with symptoms of voiding dyfunction were
treated in BFB program in our department using urodynamic device with simple surface
electrodes. Patients suffered from urgency in 79.8%, incontinence (76,8 %) dyscoordination
of voiding (87.2%) and urinary tract infection (64.1%). Biofeedback was performed as
either outpatient method or during short hospitalisation and repeated regularly at home..
Results: Very good clinical response was obtained in 55.7% of patients which was characterised by cessation or
resolution of incontinence in 66.7%, dyscoordination in 57.6% and urinary tract infection in41.1% of children.
Conclusion: Biofeedback represents useful, effective and friendly method in the treatment of
nonneurogenic lower urinary tract dysfunctions.

Zdengk Dité, MD, FEAPU
Dept. of Urol., Charles” Univ. Hospital, Ke Karlovu 6, 128 08, Prague 2.
e.mail : zdenekdite@seznam.cz
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NASE VYSETROVACI POSTUPY U DETIi PO PRIMOATACE
AKUTNI PYELONEFRITIDY

Flachsova E., Buganova M., Dolezalové S. a Langer J.
Klinika détského a dorostového l1ékaftstvi, 1. LF UK, Praha

Cil: zhodnotit naSe vysetfovaci postupy u déti po prodélané primoatace akutni pyelonefritidy
(PNF) ve veku do 3 let, kteti byli vySeteni na nasi klinice v obdobi 2009-2010.

Metody: v poslednich letech upfednostiiujeme konzervativni pfistup v ndsledné péci o déti po
prvni atace akutni PNF. Snazime se o selektivni postup a nasledné vysetfovani (MCUG, DMSA,
UDN) indikujeme jen cilené. Zejména v nejmladsi vékové kategorii jsme rozliSovali déti s atakou
“typické PNF “, u kterych se pii vySetiovani snazime o konzervativni pfistup a ze zobrazovacich
metod pouzivame pouze USG. Za kriteria “atypické infekce mocovych cest (IMC)““ (Ref-UTI in
Children, NICE Clinical Guideline, 2007) povazujeme: non-E.coli etiologii, zdvazny klinicky
pribeh (hyperpyrexie, opakované zvraceni, vyznamna dehydratace), septikémii, zvySeni hladiny
kreatininu, selhani odpovédi na adekvatni antibiotickou 1é¢bu do 48 hodin, jakékoliv klinické
znamky mozné vrozené nebo funéni poruchy mocovych cest. K recidivujicim PNF, vyznamné
dilataci na USG ¢i VUR v rodinné anamnéze pfistupujeme jako k atypické IMC. U déti
s atypickym pribéhem prvni ataky akutni PNF jsme v néslednych diagnostickych postupech
invazivngj$i hlavné ve smyslu indikace MCUG, u déti s typickou PNF mame snahu podrobnéji
vySetiovat az pti piipadné recidive.

Vysledky: ze 130 pacientti ve veéku do 3 let vySetfenych pro primoataku akutni PNF v letech
2009-2010 jich 82 (cca 63%) prodélalo typickou nekomplikovanou PNF, 48 (cca 37%) déti
splitovalo nékteré z kriterii atypické PNF. U déti s nekomplikovanou PNF jsme MCUG provedli
v 35 piipadech, zejména u déti pod 6 mésict veku, 1x jsme zachytili patologicky nalez ve smyslu
VUR IIL. stupné, celkem u 5 déti doslo v této skupiné k recidivé PNF, u 2 déti doslo k recidive
infekce omezené na dolni mocové cesty. Ve skupiné 48 déti s atypickym pribehem akutni PNF jsem
MCUG provadéli ve 44 ptipadech, VUR ritizného stupné jsme nalezli u 18 déti, k recidive akutni
PNF v této skupiné¢ doslo u 16 déti. Podrobné vysledky budou prezentovany na konferenci.
Zavér: zrevidovali jsme dosud zab&hlé diagnostické postupy u déti do 3 let po primoatace
akutni PNF a nasledné invazivni vySetfovani indikujeme jen cilené a individualné
podle prabéhu onemocnéni. U déti s atypickym priubéhem prvni ataky akutni PNF jsme
v néslednych diagnostickych postupech invazivnéjsi hlavné ve smyslu indikace MCUG,
u déti s typickou PNF mame snahu podrobnéji vySetfovat az pti piipadné recidive. (Ref. From
the AAP: UTI: Clinical Practice Guideline for the Diagnosis and Management of the Initial
UTI in Febrile Infants and Children 2 to 24 Months, Pediatrics 2011; peds.2011-1330;).

Jan Langer,

langer.jan@vfn.cz

tel. 224 967 777
224 967 767
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OUR REVISED DIAGNOSTIC APPROACH TO CHILDREN
FOLLOWING THE FIRST EPISODE OF ACUTE PYELONEPHRITIS

Flachsova E., Buganova M., Dolezalové S. a Langer J.
Klinika détského a dorostového l1ékaftstvi, 1. LF UK, Praha

The aim of the study: to evaluate our diagnostic approach in infants and young children of
3 years of age and under, who experienced the first attack of acute pyelonephritis (APN) and
were treated at our hospital in the period of 2009-2010 years.

Methods: in recent years we have favoured a conservative approach in the following care for
children after the first attack of APN. We try to selectively indicate investigations (MCUG, DMSA,
UDN). Mainly in the youngest age category, it was important for us to distinguish between
children with a first attack of “typical” episode of APN, where the conservative approach was
chosen. For children following the APN classified as a “typical urinary tract infection (UTI)”,
from the imaging methods, only USG was indicated. The criteria for “atypical” urinary tract
infection (UTI) (Ref-UTI in Children, NICE Clinical Guideline, 2007) are: non E.coli etiology,
abdominal or bladder mass, severe urinary tract infection (fever of > 39°C, persistent vomiting,
moderate or severe dehydration, poor treatment compliance), poor urine flow, septicaemia,
raised creatinine, failure to respond to adequate antibiotic treatment, and any clinical signs of
renal tract abnormality (inherited or functional). Any recurrent UTI, dilatation on USG or family
history of VUR would be also approached as atypical. In children following a first episode of
APN with atypical presentation, we are consistent in indicating more invasive investigations
as MCUG. Whereas in children following a typical presentation of APN, we tend to indicate
invasive investigations only in case of recurrence of APN.

Results: 82 (about 63%) children, from the 130 infants and children aged 3 years and younger
with a first episode of APN seen at our clinic in the period of years 2009-2010, presented with
a “typical” UTI, without complications. 48 (about 37%) of the children presented with at least
one of the criteria classifying them as ,,atypical® infections. From the children with typical
APN 35 were indicated for MCUG, mostly children younger than 6 months. Among these one
child had VUR grade III, 5 children had a recurrent APN and two children had a recurrence of
infection restricted only to lower urinary tract. In the group of 48 children following APN with
atypical presentation, the MCUG was performed in 44 cases. VUR was detected in 18 children,
and the recurrence of APN was in 16 children. More detailed results will be presented at the
conference.

Conclusion: we have revised our used diagnostic approach used to follow infants and young
children of 3 years of age and under who experienced the first attack of acute pyelonephritis
(APN). Further investigations following the APN are in all cases selectively indicated for
each and specific case depending on the course of the APN. In children following a first
episode of APN with atypical presentation, we are consistent in indicating more invasive
investigations as MCUG. Whereas in children following a typical presentation of APN, we
tend to indicate invasive investigations only in case of recurrence of APN. (Ref. From the
AAP: UTIL: Clinical Practice Guideline for the Diagnosis and Management of the Initial
UTI in Febrile Infants and Children 2 to 24 Months Pediatrics 2011; peds.2011-1330;).

Jan Langer,

langer.jan@vfn.cz

tel. 224 967 777
224 967 767
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AKUTNI POSKOZENI LEDVIN A JEHO VCASNY ZACHYT

M. Hladik, T. Zaoral, M. Nowakova
Klinika détského lékarstvi, FN Ostrava

Akutni poskozeni ledvin (Acute Kidney Injury — AKI) je nové zavadény termin, ktery nahrazuje diive
pouzivané terminy akutni rendlni nedostate¢nosti (insuficience) a akutniho selhani ledvin Mutize se
jednat o malé posuny ve funkci ledvin, ale i 0 zdvazné postizeni charakterizované oligurii s poruchou
rovnovahy télesnych tekutin, hladiny elektrolytti a uremickych toxint. Donedavna nebylo akutniho
postizeni funkce ledvin jasné definovano. Existuje vice nez 30 popisnych ne zcela vystiznych definici,
jako je nahly a zdvazny pokles funkce ledvin v kratké dobé, rychlé selhani ledvin béhem nékolika
hodin nebo dni, ndhly nastup rendlniho selhani s moznou reversibilitou neb nahla a docasna ztrata
renalni funkce. V roce 2007 vydali Bellomo a Ronco jasné stanovena kriteria, ktera zatazuji pacienta
s poklesem renalni funkce mezi rizikové (risk), poskozené (injury), se ztratou (failure), dlouhodobou
ztratou (loss) as deﬁnitivni Ztrétou (end stage kidney disease) tedy podle poééteénich pismen tzv
zpiesnénim knteru, ktera vychazi ze stanoveni glomerularmi filtrace na rozdil od dospélého RIFLE,
které pracuje s kreatininem.
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Tak bylo mozné stanovit rizika renalniho poskozeni jako faktoru mortality kriticky nemocnych déti.

Ke stanoveni rizik renalniho poskozeni vyrazné piispivaji nové biomarkery. Biomarker
je vlastnimi buiikami produkovana latka, ktera se vyuziva ke stanoveni funkce organu. Tedy
ikreatinin a urea jsou biomarkery. Z novych, citlivéjsich, biomarkert se v piipad¢ detekce rendlniho
poskozeni nejcastéji uvadi Urinary Neutrofil Gelatinase-Associated Lipocalcin (NGAL), Urinary
Interleukin 18 (IL -18) a Urinary Kidney Injury Molecule 1 (KIM-1). Mezi biomarkery, které
se vyuzivaji jiz delsi dobu, patii i cystatin C. Mezi renalnimi biomarkery je preferovan NGAL
(zvany také lipokalcin 2) jednak pro svou dobrou citlivost, jednak pro relativné nizkou cenu pii
laboratornim zpracovani. Nachézi se v renalnich tubulech. Jeho tvorba se vyrazné zvysuje pii
ischemickém nebo nefrotoxickém poskozeni a nasledné se vyrazné zvysi jeho koncentrace v moci.
V ptipad¢ akutniho poskozeni ledvin je jeho zvySeni v moci az 50ti nasobné. Z diagnostického
a terapeutického hlediska je velmi podstatné, ze ptedchazi o 24 hodin inicidlni vzestup kreatininu
v krvi. Hraje tedy vyraznou roli pii v€asném zachytu AKI v obdobi velké siie terapeutického okna.
Renalni postizent je u pacientl v intenzivni péci prodélavajicich sepsi vyraznym rizikovym faktorem ve
vztahu k mortalité. Je ale tfeba zdtiraznit, Ze détské pacienty s AKI na prvnim misté vyrazné limituje
stupen hydratace. Pfi pfevodnéni o 10% télesné hmotnosti klesaji Sance ditéte na preziti o 25%,
pii hyperhydrataci o 15% jiz 0 75%!! Je tedy nutné vést racionalné infusni lécbu v predialyzacni
fazi a v ptipad¢ zachytu poskozeni ledvin v¢asny pieklad na specialisované pracovisté k véasnému
zahajeni eliminac¢ni 1é¢by zaméfené v prvni fazi zejména na udrzeni vodni bilance.
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ACUTE KIDNEY INJURY AND ITS EARLY DIAGNOSIS

M. Hladik, T. Zaoral, M. Nowakova
Pediatric Departement, Faculty of Medicine, University Ostrava and Teaching Hospital Ostrava

Acute Kidney Injury is a newly introduced term that has replaced the previously used terms of acute renal
insuficiency and acute renal failure. This term covers the states of minimal changes in renal functions as
well as severe clinical states of oliguria with body fluid balance disturbances, ion dysbalances and toxins”
accumulation. Up to recently, no clear definition of acute kidney injury was defined. There are more than
30 of descriptive but not quite precise definitions, which include features such as : sudden and severe
kidney function deterioration with a short period of time, rapid kidney failure over the period of a few
hours/days, sudden onset of kidney failure with possible reversibility or transient loss of renal functions.
In 2007, Bellomo et Ronco published clearly defined criteria that define five groups of patinets / risk,
injury , failure, loss and end stage kidney disease / based on the level of kidney function deterioration
—so called RIFLE score / abbreviation formed of first letters of the aboved mentioned groups/. A year
later, pediatric nephrologists adopted the RIFLE score for usage in pediatric population, but the pivotal
criterion has been modified to glomerulal filtration rate /instead of creatinine level used in adult group/.
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This enabled to define the risk of renal injury development as a mortality factor in critically ill children.
To establish the risk of renal impairment, new biomarkers has been introduced. A biomarker is the
cell’s own product, which is used for an organ/system function monitoring, e.g.urea and creatinine
are both renal biomarkers. Urinary Neutrofil Gelatinase-Associated Lipocalcin (NGAL), Urinary
Interleukin 18 (IL-18)and Urinary Kidney Injury Molecule 1 (KIM-1) are more sensitive biomarkers
used recently as well as cystatin C, which has been on scene for some time. NGAL / a.k.a. lipocalcin
2/ is a preferred marker among all the above mentioned ones for both its good sensitivity and its
relatively low financial expences of laboratory processing. NGAL is a product of renal tubules and
its increased levels can be detected in urine during ischemia or nefrotoxic injury — in acute renal
injury, the urine NGAL concentration can go up by 50x the normal values. This biomarker’s rise
precedes the rise in creatinine levels by 24 hours, which is very valuable for diagnosis as well as
therapy planning; therefore, NGAL can play a major role in early recongnition of AKI within the
wide period of the ,,therapeutic window*.
Renal impairment in ICU septic patients is a distinct risk factor in relationship to mortality rates.
However, it is worth highlighting, that in children with AKI, degree of hydration is a limiting factor
—in overhydration by only 10%, the child’s survival chances decrease by 25%, in 15% overhydration,
the chances of survival drops down by even 75%!! Two things are therefore essential - to rationalise
the fluid balance strategy in pre-dialysis stage and an early refferal to the unit with access to renal
replacement therapy equipment to resolve the fluid overload in the first stage of AKI.
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EFEKT DIETY DASH A SOLI KARDISAL® NA KREVNI TLAK
DOROSTENCU S PREHYPERTENZI - INTERVENCNI STUDIE

Janda J, Veleminsky M, , Suldkova T, Prochézka B
Pracovni skupina détské nefrologie pii CPS, ZSF JU Ceské Budg&jovice

Uvod: Epidemiologické studie krevniho tlaku organizované v CR ZSF v C.B. v posledni dobg&
zjistily u probandt v dorostovém véku Casto ,,vysoce normalni krevni tlak* = prehypertenze
(TK mezi 90-95. percentilem normy) a TK mimo hranice normy=.hypertenze. U dévcat se
prehypertenze/hypertenze vyskytovala cca 6.5% resp.3.5% jedincti v daném vékovém obdobi,
datau chlapcti jsou (cca 9% resp.5%). U testovanych probandi se ale ¢asto vyskytovala obezita,
ktera je spojena s tendenci k vy$simu TK.

Metodika: v pilotnim multicentrickém projektu byl zprvu u 500 probandt ve véku 13- 19 let
standardnim.zplisobem méten automatickym tonometrem tlak krevni (TK). Kriteria zarazeni
do studie: normalni télesnd hmotnost, prehypertenze, souhlas s dodrzovanim diety DASH
a spolupraci pti kontrolnich vysettenich.

Skupina A - byla 3 mésice na standardni diet¢ DASH (Dietary Approach to Stop
Hypertension)

Skupina B rovnéz na diet¢ DASH, ale navic pouziti soli Kardisal® (60% NaCl, 40% KClI) pii
vareni a soleni v domacnosti probanda. Intervence probihala 3 mésice, probandi dochdzeli na
kontroly 1x mési¢né.

Sledované parametry: TK, hmotnost, natriurie (vyluovani natria v moc¢i), dodrZovani
diety DASH- kontroly pfi zahdjeni intervence a poté kazdy mésic — celkem tedy byla ziskana
data ze 4 vySetfeni.

Vysledky. po 3 mésicich intervenéni studie statisticky vyhodnocena ziskana data. Ze
60 probandu 9 nedodrzelo kriteria, finalné hodnoceno pouze 51 jedinci.

Vysledky: u skupiny B — 26 jedinc (DASH plus stl Kardisal®) vyznamné poklesl diastolicky
krevni tlak a vyznamné se zvysila natriurie. U skupiny pouze na diet¢ DASH se TK vyznamné
ani natriurie vyznamné nezmeénily.

Zamérem pracovni skupiny je rozsifit soubor probandl a potvrdit ziskana data.

Dé&titi nefrologové v CR iniciovali vznik pracovni skupiny zabyvajici se vlivem soli na krevni
tlak (pediatii véetné PLDD, internisti, fyziologové, potravinaii) rozhodli se organizovat celostatni
akci analogickou zahraniéni ,,Salt Awareness Day/Week*- Moc soli Skodi détem i dospélym-
tedy masmedialni akci s upozornénim, Ze ptijem soli v CR je extrémné vysoky, a to nejen
u dospélych, ale i u déti. Vysledkem by mélo byt zvySeni pozornosti laikti ve smyslu kontroly soleni
a sledovani obsahu soli, pfedevsim u konzervovanych vyrobkii., ale i spoluprace s predstaviteli
potravinaiského prumyslu.

jandajanl@seznam.cz
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EFFECT OF THE DASH- DIET AND OF SALT KARDISAL®
ON BLOOD PRESSURE OF ADOLESCENTS WITH
PREHYPERTENSION - A COOPERATIVE MULTICENTER
INTERVENTION STUDY

Janda J, Veleminsky M, , Sulakova T, Prochazka B
Pracovni skupina détské nefrologie pii CPS, ZSF JU Ceské Budgjovice

Introduction: Epidemiological studies organized and performed by team of the Faculty of Health
and Social Sciences in C. Bud&jovice during last years revealed high rate of prehypertension/
hypertension in children and adolescents. Prehypertension/ hypertension have been found in ca
6.5% and 3.5% girls and in ca 9% and 5% boys resp. It was a tendency to higher blood pressure
in individuals with obesity, which is connected with higher values of blood pressure.
Methods: Firstly, in a pilot cooperative multicentric study we have searched for prehypertension
(blood pressure 90-95. perc.) in 500 probands aged 13- 19 yrs. Blood pressure was evaluated
with standardized examination using an automatic device Omron.

Criteria of probands recruitment: 13- 19 years old, normal body weight (b.w. evaluation
using BMI), present prehypertension, informed consent on diet/use of Kardisal® and repeated
controls. Altogether 60 probands have been included.

Group A: 3 month on standardized DASH diet

Group B: 3 months on standardized DASH-diet plus use of Kardisal®

(modified salt with 60% NaCl and 40% KCI using it in cooking at home).

Examinations: b.w., BP, natriuria, kaliuria and creatinine in urine at the start of study and then
every month (altogether 4 sets of data)

Results: Nine of 60 probands did not reach given criteria (adherence and compliance to diet and
number of controls), so only 51 adolescents came to final evaluation.

After 3 months, data of 51 probands have been evaluated. In the group B, i.e. DASH- diet plus
Kardisal® the probands reveal significant decrease of diastolic blood pressure and significant
increase of sodium excretion in the urine. In the group A (only DASH diet without Kardisal®
we did not find these significant changes.

Proposal: the aim of our team is to recruit larger cohort of probands to confirm our preliminary
result. Due to high rate of obesity in Czech children/adolescents, some problems may result
searching for adolescents with prehypertension and normal BMI (to exclude the influence of
obesity on blood pressure).

Hypertension and salt Awareness: Pediatric nephrologists in CZ initiated a project analogical
to activities abroad- Salt Awareness Day/Week to inform Czech population on the extremely high
salt intake and its impact on blood pressure. In that sense, we do cooperate with physiologists,
internists, hypertensiologist, nephrologists etc. Participants of our group are also people from
the food industry, one of the topics discussed my be the use of Kardisal®

jandajanl@seznam.cz
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ENUREZA

Koévara R.
Urologicka klinika VFN a 1.LF UK v Praze

Rozdéleni. Podle terminologie doporucené International Children Continence Society je enuréza
(¢i no¢ni enuréza) nekontrolovany unik moci v dobé, kdy dité spi. Synonymem je intermitentni
no¢ni inkontinence moce €i tzv. ,,bedwetting”. V piipadé iniku moci v dobé, kdy dit¢ bdi, jde
o intermitentni denni inkontinenci moce, vyraz denni enuréza je obsolentni a nema se pouzivat.
Enurézu dale délime na monosymptomatickou enurézu, kdy jedinym ptiznakem je zminény tnik
moci, muze byt i nykturie, tj. moc¢eni v noci, kdy se ale dité¢ probudi. Druhou vétsi podskupinou
je nonmonosymptomatickd enuréza, ktera je vedle tiniku moc¢i béhem spanku doprovazena
symptomy dolnich mocovych cest béhem dne (LUTS — lower urinary tract symptoms) — casté
moceni, urgence, intermitentni denni inkontinece moce, pomalé spousténi moceni, usilovné
moceni, slaby ¢i prerusovany proud moce, zadrzovaci manévry, oddalovani moceni, pocit
nedostatecného vyprazdnéni méchyie, ukapavani moce po vymocent, bolesti pii moceni. Pokud
enuréza trva od narozeni , jde o primarni enurézu, pokud se objevi znovu po vice nez 6-ti mésicnim
suchém intervalu, pak hovotime o sekundéarni enuréze. V ramci symptomatologie sledujeme
i vyznamné komorbidity, jako zacpu, umazavani, infekci mocovych cest, neuropsychologické
onemocnéni, vezikoureteralni reflux. Zminéné klinické rozdéleni 1ze plné aplikovat az détem
od 5 let véku, kdy je funkce méchyie povazovéana na vyzralou, podobné jako socialni motivace
ditéte zlistat suché.

Soucasti peclivé anamnézy jsou objemy denni mikce a no¢ni diuréza v zavislosti na piijmu
tekutin (pitnad a mikéni karta), dale frekvence a intenzita pomocovani; problémy s probuzenim,
rodinnd zatéz.

V ptipad¢ monosymptomatické enurézy je v ramci vySetfeni dostacujici pitna a mikéni karta.
Vedle psychologické podpory a vysvétleni problému je prvnim krokem uprava pitného rezimu
pres den a mirné omezeni pfijmu tekutin na noc a vedeni zdznamu o pomocovani. U vyssi noéni
diurézy je indikovan desmopresin na noc, u nizsi kapacity méchyte v noci ma dlouhodoby u¢inek
no¢ni budik, ptipadné anticholinergika.

V piipad€ nonmonosymptomatické enurézy se provadi ultrazvukové vySetieni méchyie a reziduum
po vymoceni, prosta uroflowmetrie, piipadné¢ s EMG panevniho dna. Invazivni urodynamické
vySetfeni (cystometrii plnici a mikéni, pfipadné videourodynamické vysetieni) volime u jen
u torpidnich enuréz kombinovanych s vyraznymi dennimi ptiznaky a primarné pii neurologickém
onemocnéni.. Lécba zavisi na typu dysfunkce méchyte, nejcastéji se jedna o hyperaktivni
méchyt s urgentni inkontinenci, oddalovani moceni, dysfunkéni moceni, hypoaktivni méchyi
¢i obstrukéni moceni pti anatomické piekdzce. Zakladem je uroterapie — seznameni ditéte
arodi¢l s problémem, pravidelné piti a moceni, vylouceni zadrzovacich postoji, spravny zptsob
moceni, prevence zacpy, dokumentace moceni v pitné a mikéni karté, psychologické podpora,
dohled na chovani ditéte. Specialni uroterapie zahrnuje nacvik relaxace panevniho dna, ptipadné
elektrostimulaci ¢i katetrizaci.

Zavér. Rozliseni monosymptomatické a nonmonosymptomatické enurézy je zasadni pro lécbu.
Lécba je obvykle dlouhodoba a vyzaduje dobrou spolupraci rodiny a mentalni podporu ditéte.

radim.kocvara@lf1.cuni.cz
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ENURESIS

Koévara R.
Urologicka klinika VFN a 1.LF UK v Praze

Classification. According to the terminology recommended by the International Children‘s
Continence Society, enuresis (or enuresis nocturna) is an uncontrolled leakage of urine when the
child sleeps. Intermittent nocturnal incontinence of urine, so-called ,,bedwetting", is a synonym
of this condition. In case of urine leakage when a child is awaken, this regards intermittent
daytime urinary incontinence, and the ,,daytime enuresis“ term is obsolete and should not be
used. Enuresis is further divided into monosymptomatic enuresis, where mentioned leakage of
urine is the only symptom, but there may also be nocturia, i.e. voiding at night when the baby
wakes up. Non-monosymptomatic enuresis is the second, greater subgroup, which is, along
to leakage of urine during sleep, associated with lower urinary tract symptoms during the day
(LUTS) - frequent voiding, urgency, intermittent daytime urinary incontinence, hesitancy, straining
during voiding, and weak or intermittent stream of urine, withholding maneuvers, delayed
urination, feeling of insufficient emptying of the bladder, terminal dribbling, and painful voiding.
If enuresis is lasting from birth, it is primary enuresis, if it reoccurs after more than a 6-month
dry interval, then we talk about secondary enuresis. Within the framework of symptomatology,
we monitor also significant co-morbidities, such as constipation, soiling, urinary tract infection,
neuropsychological disorders, and vesico-ureteral reflux. The above-mentioned clinical division
is fully applicable to children from 5 years of age, when bladder functions are considered to be
mature, likewise child’s social motivation to stay dry.

Careful medical history includes daily voided volumes and nocturnal diuresis, depending on
fluid intake (frequency/volume chart), as well as frequency and intensity of wetting; problems
with awakening, and family medical history.

In the case of monosymptomatic enuresis, the drinking and voiding chart is sufficient for
examination. In addition to psychological support and explanation of the problem, the first step
consists in modification of a drink regimen during the day, and a slight reduction of fluid intake
at night, and keeping a record of enuresis. In the case of higher nocturnal diuresis, desmopressin
is indicated at night, and in the case of a lower bladder capacity at night, a night alarm clock, or
anticholinergic drugs, have a long term effect.

In case of non-monosymptomatic enuresis, ultrasound examination of the bladder is performed,
as well as examination of a residue after urination, simple uroflowmetry, or EMG of the
pelvic floor. The invasive urodynamic examination (filling and voiding cystometry, or video-
urodynamic examination) is indicated in torpid enuresis combined with significant daytime
symptoms, and, primarily, in neurological diseases. Treatment depends on the type of bladder
dysfunction, most commonly; this regards the hyperactive bladder with urge incontinence,
delayed urination, voiding dysfunction, hypoactive bladder, or obstructive voiding due to
anatomical obstruction. Urotherapy is the base - familiarization of the child and parents with
a problem, regular drinking and urination, elimination of holding positions, correct way to
urinate, prevention of constipation, documentation of urination in the frequency/volume
chart, psychological support, supervision of child behavior. Special urotherapy includes
correct relaxation exercises of the pelvic floor, or electrical stimulation, or catheterization.
Conclusion. Differentiation of monosymptomatic and non-monosymptomatic enuresis is essential
for its treatment. Treatment is usually long-term and requires good cooperation with the family,
and mental support of the child.

radim.kocvara@]f1.cuni.cz
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NOCNI ENUREZA —- EVERGREEN
DETSKYCH NEFROLOGU

MUDr. Kmoni¢kova Marie, Nefrologicka ordinace pro déti a dorost, Hradec Kralové
MUDr. Novotna Ilona, Détské oddéleni Nemocnice Prerov SMN a.s.

Cilem sdéleni neni naucit se néco nového, ale opét upozornit na stalou problematiku pomocovani u
déti vsech vékovych kategorii. Téma monosymptomatické no¢ni enurézy /MNE/ bude prezentovano
v nékolika zajimavych kazuistikach. Od obecného uvodu, zakladni vySetteni, stanoveni diagnosy
az po jeho feSeni s rezimovymi opatfenimi po terapii preparatem analogu DDAVP. Shrneme
zkusenosti s podavanim Minirinu a prokazatelnym efektem v dostate¢ném davkovani, navzdory
Castym a leckdy zbyte¢nym obavam z eventualnich komplikaci. Zavérem bude zduraznéna potieba
zabyvat se otazkou enurézy u déti od urovné PLDD po specializované ambulance.
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CASUISTRIES — NOCTURNAL
ENURESIS IN CHIDLREN

MUDr. Kmoni¢kova Marie, Nefrologicka ordinace pro déti a dorost, Hradec Kralové
MUDr. Novotna Ilona, Détské oddéleni Nemocnice Prerov SMN a.s.

The aim of the report is not to learn something new but again to draw attention to the still present
problem of enuresis in children of all age groups. The theme of the monosymptomatic nocturnal
enuresis /MNE/ will be presented in several interesting casuistries. From general introduction,
basic examination and establishing of diagnosis, to its solution with regime measures after
treatment with analog DDAVP. We will sum up the experience with administering Minirin and
the demonstrable effect in sufficient dosage, dispite the frequent and often unnecessary fear
of possible complications. In the conclusion we will emphasise the need to deal with the problem of
enuresis in children from the general practitioner level to specialized outpatients departments.
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VYSKYT ARTERIALNI HYPERTENZE V REGISTRU RENALNICH
BIOPSII U DETI, 15 LET ZKUSENOSTI

A. Kolsky!, E.Jancova, J. Dusek, M. Hladik, S. Skalové, K. Vondrak, P. Geier, V. Smréka,
J. Starha, Z. Pellantovd, J. Skibova, J. Stejskal, J. Janda, 1. Rychlik, V. Tesaf et al.
'Klinika déti a dorostu 3. LF UK, FNKYV Praha — 10

Cesky registr biopsii ledvin

Cil prace: prace uvadi vysledky Ceského registru renalnich biopsii (CRRB).
Je hodnocen vyskyt arterialni hypertenze (HT) v dob¢ renalni biopsie.

Metody: v letech 1994-2008 bylo provedeno v Ceské republice celkem 9 332 biopsii ledvin
(RB). Z toho 1903 RB bylo provedeno u déti a mladistvych do 18 let. Soubor CRRB vznikl
v ramci I. interni kliniky (dnes nefrologicka klinika) 1. LF UK v Praze v roce 1994 a obsahuje
prakticky vS§echny RB vlastnich ledvin u déti, které byly provedeny v 11 pediatrickych centrech,
v nasi vlasti.

Vysledky: pramérny veék souboru byl 12,5+4,5 roku (2.5 més. - 18 .), chlapcii bylo 55,5 %,
divek 44,5 %. Déti < 5 let bylo 10 %, déti 5-10 let bylo 20,6 %, 10-15 let bylo 36,3 % déti
a 33,1 % bylo 15-18 let starych. V dobé RB mélo 280 (14.7 %) déti hypertenzi (hodnoceno
podle Second Task Force, Pediatrics 1996). Pacienti s HT se nelisili od normotoniki statim ¢i
pohlavim (pramérny ve€k pacientti s HT byl 12,6+5,1 vs. 12,5+4,4 roku), (chlapct s HT bylo
54,8 % vs. 59,6 % normotenznich). Hypertonici méli v porovnani s normotoniky vyznamné
vy$$i hladinu sérového kreatininu (140,3+162,4 a 75,6+61,8 /umol/l/, p < 0,001) a zaroven vyssi
proteinurii (3,9+4,8 a 2+3,3 /g/24h/, p< 0,001). Nejvyssi vyskyt nefrotické proteinurie (> 3,5
g/24h) u hypertonikt byl u FSGS (72,4 % déti), NS na podkladé minimalnich proliferativni zmén
(61,9 %) a IgM nefropatie (55 %). Nejvyssi vyskyt hypertenze byl: akutni glomerulonefritis (HT
mélo 30,8 %, n=8 déti), FSGS (28,7 %, n=29) a Henoch-Schonleinova purpura (25,8 %, n=16).
Klinicky zavazné komplikace se (makrosk. HU, hematom) v dusledku nebyly u hypertoniki
Castéjsi nez u normotonikt (3,9 vs. 2,8 %).

Zavéry: Arterialni hypertenze je vyznamny rizikovy faktor progrese lomerulonefritid a je spojena
s vys$si hladinou s-kreatininu a proteinurie. RB poskytuje dtlezité informace o epidemiologii,
indikacich a moznosti spoluprace u glomerulopatiich v nasi zemi.

Kontakt: kolsky@fnkv.cz
A Kolsky, Klinika déti a dorostu 3. LF UK, FNKYV, Srobéarova 50, 100 34 Praha 10
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OCCURANCE OF HYPERTENSION IN THE CZECH REGISTRY
OF RENAL BIOPSIES, 15 YEARS OF EXPERIENCE

A. Kolsky!, E. Jancova, J. Dusek, M. Hladik, S. Skalova, K. Vondrak, P. Geier, V. Smréka,
J. Starha, Z. Pellantovd, J. Skibova, J. Stejskal, J. Janda, 1. Rychlik, V. Tesaf et al.

'Dept. of Pediatrics, 3rd Medical Faculty, Charles University, FNKV, Prague 10,
on behalf of the Czech Registry of Renal Biopsies (CRRB), The Czech Republic.

The aim of the study: To analyze the occurence of arterial hypertension (HT) at the time of renal biopsy (RB).
Methods: This report describes data collected by the National CRRB which includes 1903 RB
in children and adolescents <18 years in the years 1994-2008. CRRB has been run since 1994
and includes currently 11 pediatric centres performing practically all RB of native kidney in
children in Czech Republic.

Results: Mean age was 12.5+4.5 yrs (2.5 months-18 yrs), boys were 55.5%, girls 44.5%.
10% of children were <5 yrs, 20.6% were 5-10 yrs, 36.3% were 10-15 yrs and 33.1% were
<18yrs. At the time of RB, 280 (14.7%) of the children were hypertensive (based on the
Second Task Force, Pediatrics 1996). The mean age of patients with HT and sex distribution of
patient with HT did not differ significantly from that of normotensive (NT) patients (12.6£5.1
yrs vs. 12.5+4.4 yrs), (HT boys 54.8% vs. 59.6% NT boys). Those with HT had higher serum
creatinine levels (S-Cr, 140.3£162.4 vs. 75.6+61.8 /umol/l/, p<0,001) and had significantly
higher proteinuria (3.9+4.8 vs. 2+3.3 /g/24h/, p<0.001). The highest incidence of nephrotic
proteinuria (> 3,5 g/24h) in HT was found to be associated with FSGS (72,4% children), Minimal
change disease (61,9%) and IgM nephropathy (55%). The highest incidence of HT was found
to be associated with postinfectious glomerulonephritis (30.8% had HT, n=8), FSGS (28.7%,
n=29) and Henoch-Schonlein purpura (25.8%, n=16). Clinically serious complications were in
3.9% of HT and 2.8% of normotensives (gross haematuria, haematoma), there was no significant
differences between these two groups.

Conclusion: Arterial hypertension is associated with known risk factor of progression
of biopsy-proven GN such as S-Cr or proteinuria. Registry of RB provides us important
information about the epidemiology of glomerulonephritis in our region, about
indications for performing RB and represents a base for co-operation in this field.

Kontakt: kolsky@fnkv.cz
A.Kolsky, Klinika déti a dorostu 3. LF UK, FNKYV, Srobéarova 50, 100 34 Praha 10
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ROZDILNE PRiICINY HYPERKALCEMIE V DETSKEM VEKU

S. Kutilek!, I. Plasilova!, K. Sachova!, O. Machadova!, K. Machata!, I. Lebedova!,V.
Némecl, V. Chrobok?

'Détské oddéleni a 2Klinika otorinolaryngologie a chirurgie hlavy a krku

Pardubicka krajské nemocniice, Pardubice

Uvod: Hyperkalcémie se v détském véku vyskytuje vzacng, miiZe byt rizného piivodu a mize byt
fadu mésicti nerozpoznana.. Nelécena vede k tézkému poskozeni organismu az smrti. Demonstrujeme
dvé pacientky s hyperkalcemickymi stavy rozdilného pivodu.

Kasuistika ¢. 1

7-mési¢ni divka s normalni perinatalni anamnézou byla pfijata pro neprospivani
(-460g/mésic), apatii, nechutenstvi, psychomotorickou retardaci, svalovou hypotonii. Byla zjisténa
hyperkalcémie (S-Ca, 3.5 a 3.8 mmol/L), s normalnimi sérovymi hodnotami fosforu (S-P), magnézia
(S-Mg), alkalické fosfatazy (S-ALP) a nizkou hladinou parathormonu (S-PTH -4.8 ng/L; norma 15-65).
Echokardiograficky nalez byl normalni, bez znamek stenézy velkych tepen. Bylo uvazovano o idiopatické
infantilni hyperkalcémii, divka byla léCena intravenozni aplikaci glukokortikoidi a furosemidu. Pii
této 1écbe poklesla kalcémie béhem dvou dnii na 3.02 mmol/L. Ve stravé byla zaveden bezmlécna dieta,
vysazena suplementace vitaminem D. S-Ca byla v rozmezi 2.25 -2.5 mmol/L. Jeji psychomotoricky
vyvoj byl piesto nadale opozdény, pretrvavala svalova hypotonie a vahova stagnace. Pacientka neméla
zadné dysmorfické rysy. Vzhledem k pfetrvavajici retardaci a neprospivani bylo provedeno vysetfeni
FISH (fluorescentni in situ hybridizace). Byla zjisténa delece dlouhého raménka 7. chromozému,
coz vedlo k diagnoze Williams-Beurenova syndromu (WBS). V soucasné dobé jsou divce 2 roky, je
psychomotoricky opozdéna na uroven 12.-15. mésice, méii 78 cm (-2.9 SD), hmotnost je 9.0 kg (-2.6
SD), body mass index (BMI) 14.8 (-0.8 SD), cozje v rozmezi normalnich hodnot pro pacienty s WBS.
Kasuistika ¢. 2

16-leta divka byla pfijata pro opakujici se uporné bolesti bticha. Pred pfijetim byla zjisténa
proteinuire a mikroskopicka hematurie, prakticky I¢kai nasadil analgetika a amoxicilin/klavulonat,
coz vedlo k pfechodnému tstupu obtizi. Po tydnu doslo k recidivé bolesti biicha a mikroskopické
hematurie. Pfi pfijeti méla normalni krevni tlak, ultrazvukové vysetfeni biicha a nativni rentgenogram
nezobrazily konkrement, ale byla patrna dilatace kalichopanvi¢kového systému a ureteru vlevo.
Laboratorné byla zjiSténa hyperkalcémie (3.2 mmol/L), normalni S-P, S-Mg, S-ALP a vysoky
S-PTH (126 ng/L). Spiralni CT vySetieni zobrazilo ureterolithiasu o priméru 3 mm. Konkrement
odesel spontanné. Byla diagnostikovana primarni hyperparatyreéza (HPT-I), normalni sérové
hodnoty thyrotropinu a T4, spole¢né s normalnimi nalezy magnetické rezonance (MRI) mozku,
lebky a bfisni dutiny vylucovaly mnohocetnou endokrinni neoplasii I. a II. typu (MEN LII ) ¢i
hyperparathyreosy s tumorem celisti (HPT-JT). Vysetieni s 99Tc-sestamibi prokazalo pouze velmi
mirnou akumulaci radiofarmaka v levém hornim pfistitném télisku. Byla provedeno vysetieni
99Tc-sestamibi SPECT (single photon emission computed tomography), ktera prokazala zvétSeni
levého horniho pristitného téliska. Toto bylo rovnéz potvrzeno na MRI. Podavanim furosemidu se
daftilo udrzet kalcémii pod 3 mmol/L. O 2 mésice pozdéji byla provedena parathyroidektomie (PTE)
levého horniho pristitného téliska. Operace i bezprostiedni pooperaéni pribéh byly nekomplikované.
Béhem jednoho tydne se rozvinul syndrom hladové kosti, ktery bylo nutno kompenzovat
tiimé&sicni substituci vapniku a vitaminu D. Divce je nyni 17 let, jeji zdravotni stav je dobry.
Zavér: Pti diferencialni diagnoze fady chorobnych stavii je nutno uvazovat téz o poruse homeostazy
kalcia.

Kontact: stepan.kutilek@nemocnice-pardubice.cz
S. Kutilek, Détské odd. Pardubické krajské nemocnice, tel. 723 883 368
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DIFFERENT CAUSES OF PEDIATRIC HYPERCALCEMIA

S. Kutilek!, I. Plasilova!, K. Sachova!, O. Machadova!, K. Machata!, I. Lebedoval,V.
Némecl, V. Chrobok?

'Department of Pediatrics and ?Ear, Nose and Throat surgery

Pardubice Hospital , Pardubice, Czech Republic

Introduction: Hypercalcemia in childhood is rare, can be of various origin and might go unrecognized
until severe signs appear. We demonstrate hypercalcaemia of two different causes, first one in an infant,
second one in an adolescent girl.

Case Report No. 1

A 7-month old girl with normal perinatal history was referred due to lethargy, anorexia, failure to thrive
(-460g/month), psychomotor retardation, muscle hypotonia. Blood biochemistry revealed high levels of serum
calcium (S-Ca, 3.5 and 3.8 mmol/L, respectively) with normal serum phosphate (S-P, ), magnesium (S-Mg, ),
alkaline phosphatase activity (S-ALP,) and low parathyroid hormone (S-PTH) concentration (4.8 ng/L; normal
15-65 ) Echocardiography was normal, with no signs of aortal or pulmonary artery stenosis. A diagnosis of
idiopathic infantile hypercalcaemia was first established and girl received intravenous corticosteroids and
oral furosemide together with adequate hydration. This resulted in a drop in S-Ca (3.02 mmol/L) after two
days of treatment. She then received a milk-free diet without vitamin D supplementation. Calcemia was in
the range of 2.25 -2.5 mmol/L. Her psychomotor development and muscle hypotonia have been improving
very slowly in comparison with the drop in S-Ca and her weight gains were inappropriately low. She had
no striking dysmorphic features, however, the persisting psychomotor retardation and failure to thrive
prompted us to have FISH (fluorescent in situ hybridization) performed. The FISH revelaed deletion at the
long arm of chromosome 7, thus arriving at the diagnosis of Williams-Beuren syndrome (WBS). Currently,
the girl is two years old, mildly to moderately retarded, being followed up in our ward, her body height is
78 cm (-2 .9 SD), body weight 9.0 kg (-2.6 SD), body mass index (BMI) 14.8 (-0.8 SD), which is within
normal reference range for WBS. Hypercalcemia has to be considered in children with failure to thrive.
Case Report No. 2

A 16-year old girl was referred because of recurrent abdominal flank pain. Initial urinalysis revealed
proteinuria and microscopic hematuria, therefore she was treated by general practitioner with pain-
killers and amoxicillin/clavulonate, which resulted in transient cessation of pain. After one week there
was a recurrence of abdominal pain and microscopic hematuria. Upon admittance her blood pressure
was normal, abdominal X-ray and ultrasound examination failed to show any concrement, however
dilation of left renal pelvis and ureter was apparent. Lab results revealed hypercalcaemia (3.2 mmol/L),
normophosphatemia, normal S-ALP and high S-PTH (126 ng/L). Helical CT revealed ureterolithiasis
3 mm in diameter, which was voided spontaneously.Diagnosis of primary hyperparthyoidism (HPT-I)
was established, normal levels of thyrotropin and T4, together with normal MRI of the brain, skull and
abdomen ruled out multiple endocrine neoplasia I and II (MEN LII ) and hyperparathyroidism with jaw
tumor (HPT-JT). As 99Tc-sestamibi scan was not decisive (showed only mild accumulation at the upper
left parathyroid gland), 99Tc-sestamibi single photon emission computed tomography (SPECT) scan
was performed and confirmed left upper parathyroid enlargement. This was also confirmed by MRI . The
patient was maintained on furosemide, calcemia was below 3 mmol/L. Parathyroidectomy (PTE) of the left
upper parathyroid gland was performed two moths later. Postoperative course was uneventful, however
hungry bone syndrome occurred and the girl had to supplemented with calcium and cholecalciferol for
3 months post-PTE. Currently, the girl is 17 years old and in good state of health. HPT-I, although very
rare in childhood, has to be taken into consideration in children with abdominal pain and urolithiasis.
Conclusion: Disturbances of calcium homeostasis have to be considered in the differential diagnosis of
various disease states.

Contact: stepan.kutilek@nemocnice-pardubice.cz
S. Kutilek, Détské odd. Pardubické krajské nemocnice, tel. 723 883 368
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SOUCASNE MOZNOSTI PRENATALNI DIAGNOSTIKY
VYVOJOVYCH VAD LEDVIN

LoSan F., Losan P., Hasch M., Plevak P.

Technicky dokonalé ultrasonografické pristroje umoziuji odhaleni nékterych vrozenych vad
ledvin jiz koncem 1. trimestru: zejména geneze ledviny (1:10 000),dystopické ledviny — ren
pelvis congenitus-vyskyt (1:600).

Polycystické ledviny — infantilni typ AR dédi¢nost (1:5000) .Podkladem je mutace genu
PKDHI, ktery kdduje membranovy protein polyductin. Nejcastéjsi forma je perinatalni (75%)
pii UZ vySetieni zjistujeme oligohydramnion,zvétSené polycystcké ledviny.Forma neonatélni,
infantilni a juvenilni je méné¢ zavazna.

Polycystické ledviny typ dospélych AD dédi¢nost (1:500). Manifestace in utero nebo
v ranném détském veéku — Casna forma onemocnéni — early-onset disease. Molekularné genetické
vySetfeni umoziuje u této vrozené vady identifikovat mutace a urcit haplotyp mutované alely
s vyuzitim pii prenatadlnim molekularné genetickém vySetieni; pfiklad: mutace genu PKD1 na
chromosomu 16p13.3 . Renalni selhani okolo 50 r. Zivota, t€zsi forma.

Mutace PKD2 na chromosomu : 4q21-q23 leh¢i prubéeh , selhani renalni asi o 20 r.
pozdéji. Oba geny koduji membranové glykoproteiny polycystin 1 a 2. Mutované geny
zpusobuji zménu resorpéni funkce epitelu na funkei sekreéni — vznik cyst. U zadvaznych forem
polycystickych ledvin Ize v souc¢asné dob¢é pomoci preimplanta¢ni genetickou diagnostiku.

Rendlni dysplazie -multicystickla nebo solitarni dysplazie - neni vytvofeno spojeni mezi
dutymi sytémy a dysplastickymi nefrony — patologie embryogeneze jiz pied 10. tydnem
gravidity. Formy ojedinglé, bilateralni i s familiarnim vyskytem. Ledviny hypoplastické,cysty
nejsou hojné, neplni se mo¢. méchyi- fetdlni mo¢ témer chybi.

Cystické dysplazie pii obstrukci mocovych cest. Patii sem stendza a atrezie uretry a prune
belly syndrom.Castou variantou je i ureter duplex . VV ledvin jsou také soucasti celé¢ fady
syndromd.

Demonstrujeme piipady prenatalniho vySetfeni geneze ledvin,cystické ledviny, polycystckych
ledvin, hydronefrozy, megavesica,syndrom prune belly a pfiklad preimplantacni genetické
diagnostiky v rodin€ s polycytickymi ledvinami.

genetika@genetika-plzen.cz
tel.: 603 438 021
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PRESENT POSSIBILITIES IN THE PRENATAL DIAGNOSIS OF
CONGENITAL MALFORMATIONS IN KIDNEYS

LoSan F., Losan P., Hasch M., Plevak P.

Technically perfect ultrasound devices allow the detection of some kidney malformations
already during the 1st trimester of pregnancy: especially the kidney genesis (1:10000) and the
dystopic kidneys — ren pelvis congenitus (1:600).

Polycystic kidneys — infantile type AR inheritance (1:5000) — mutation in PKDHI1 gene,
which codes for membrane protein polyductin. The most common form is perinatal (75%),
ultrasound examination reveals oligohydramnion, enlarged polycystic kidneys. Neonatal,
infantile and juvenilie forms are less severe.

Polycystic kidneys — adult type AD inheritance (1:500) — manifestation in uterus or early
childhood — early onset dinase. Molecular-genetic examinations enable mutation identification
and haplotype determination of mutated allele with utilization in prenatal diagnostics. Example:
mutation in PKD1 gene — chromosome 16p13.3 — renal failure around the age of 50, severe
form.

Mutation in PKD2 gene — chromosome 4q21-q23 — renal failure about 20years later, milder
form. Both genes code for membrane glycoproteins polycystin 1 and 2. Mutated genes cause
a change of epitel cell function from resorption to secretion — cyst genesis. Today, it is possible to
use the preimplantation genetic diagnostics in cases with severe forms of polycystic kidneys.
Renal dysplasia — multicystic or solitary — there is no connection between hollow systems and
dysplastic nephrons — pathology of embryogenesis apparent already before 10th pregnancy
week. Forms unilateral, bilateral even with familiar occurence. Kidneys hypoplastic, only few
cysts, fetal urine nearly missing.

Cystic dysplasia during obstruction of urinary tract—urinary stenosis, atresia ureter or prune belly
syndrome. Ureter fissus or duplex is a quite common variant, unfortunately notdetectable antenaly.
Congenital malformations of kidneys are also part of many other syndromes. We demonstrate
here cases of prenatal examination of kidney genesis, cystic kidneys, polycystic kidneys,
hydronephrosis, megavesica, prune belly syndrome and an example of preimplantation genetic
diagnostics in a family with polycystic kidneys.

genetika@genetika-plzen.cz
tel.: 603 438 021
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ZVLADANI ZATEZE U RODICU DETI
PO TRANSPLANTACI LEDVINY

Mgr. Lucia Lukackova, Mgr. Zuzana Kocabova
Fakultni nemocnice Motol, Praha, Ceska Republika

Cil studie:

Transplantace ledvin je v soucasnosti sice nejlepsi dostupnou 1é¢bou chronické renalni
insuficience, diky niz se détsky pacient zbavi svazujiciho rezimu pravidelnych dialyz, ale jeho
zivot se nevyrovna zcela zivotu zdravych vrstevnika.

Détstvi a dospivani pacienti spojené s celozivotni zavislosti na imunosupresivni 1écbé, diisledném
dodrzovani terapeutického rezimu, vyskytem komplikaci, hrozbou rejekce transplantatu
a navratem na dialyzu, predstavuje stresujici situace dopadajici na rodinnou pohodu. Je proto
dilezité odhadnout rodi¢ovsky stres a nejvice problémoveé udalosti zpsobujici rodi¢tim zatéz pii
vychové a péci o dité€ po transplantaci a tak v¢as urcit potiebu psychologické intervence.

Metodika:

Na odhadnuti miry stresu rodicti v souvislosti s péci o dite po transplantaci jsme pouzili validni,
reliabilny dotaznik PIP- Pediatric Inventory for parents (Streisand a kol., 2001). Dotaznik
obsahoval 42 polozek problematickych udalosti seskupenych do ctyr oblasti — zdravotni péce,
komunikace, rolova funkce, emoc¢ni ujma. Rodic¢e hodnotili v ramci kazdé polozky frekvenci
a obtiznost pomoci pét bodové Likertové skaly a take frekvenci vyskytu ocekavani, pocitti, obav,
strachu v samostatné subskale “Po transplantaci”, ktera obsahovala 8 polozek.

Vysledky a zavér:

Zjistili jsme vyznamné rozdily ve vnimani stresovych situaci mezi Zenami a muzi. Dale, PIP skore
statisticky vyznamné korelovalo s vékem matek v oblasti rolova funkce s vékem otcli v oblasti emo¢ni
ujma- obtiznost. Vétsi stres rodict byl nalezen ve skupiné rozvedenych rodict v oblasti komunikace.

lililulu@email.cz, tel.: 775 605 162
Zuzanka.Koc@seznam.cz, tel.: 721 548 536
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COPING WITH STRESS IN PARENTS OF CHILDREN
AFTER RENAL TRANSPLANTATION

Mgr. Lucia Lukackova, Mgr. Zuzana Kocabova
University Hospital Motol, Prague, Czech Republic

The aim of the study:

Kidney transplantation is currently the best available treatment for children with chronic renal
failure. This way the child patient gets rid of prescriptive regime of regular dialysis, but his life
is not fully healthy like life of peers. Childhood and adolescence of patients is associated with
lifelong dependence on immunosuppressive therapy, consistent compliance with the therapeutic
regime and with the fear of complications. The treatment of transplant rejection and return to
dialysis is a stressful situation for whole family. Therefore, it is important to assess parental stress
and most problematic events causing burden of parents in the upbringing and care of children
after renal transplantation for determine the need of early psychological intervention.

Methodology:

To estimate the extent of parental stress associated with caring for a children after renal
transpantation, we used valid, reliable questionnaire PIP- PEDIATRIC INVENTORY FOR
PARENTS (Streisand at al., 2001). The questionnaire includes 42 items of problematic events,
grouped into four subscales — health care, communication, role function, emotional damage.
Parents rated each item within its frequency and difficulty, using five-point Likert scale. They also
rated their feeling, fears and expectations in a separate subscale — ,,After renal transplantation®
- which includes 8 items.

Results and conclusion:

We found significant differences of stressful situations perceiving between women and men.
Further, PIP score significantly correlated with maternal age in the Role function subscale and
with age of fathers in the Emotional damage subscale. Greater parental stress was found in the
group of divorced parents in the Communication subscale.

lililulu@email.cz, tel.: 775 605 162
Zuzanka.Koc@seznam.cz, tel.: 721 548 536
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PREKVAPUJICI POZITIVNI UCINEK DESMOPRESINU
S NOOTROPICEM U DETI S REZISTENTNI
ENURESIS NOCTURNA

Ligka J., Hole¢ek V., Sobotova S., Kepkova M.

V létech 2007-2001 pouzili autofi kombinaci desmopresinu a piracetamu
u 52 pacientd s rezistentni enuresis nocturna. Vysledkem 1é¢by byl pozitivni
a dlouhotrvajici efekt u 97 % pacientd. Nenalezli zaddné vedlejsi uc¢inky desmopresinu nebo
piracetamu.

Mudr jiri.liska@seznam.cz , tel.: +420 605 837 695
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SURPRISING POSITIVE EFFECT OF DESMOPRESSIN
WITH NOOTROPICS IN CHILDREN WITH
RESISTANT NOCTURNAL ENURESIS

Ligka J., Hole¢ek V., Sobotova S., Kepkova M.

In the years 2006-2011 have been used the combination therapy desmopressin and piracetam at
52 patients at childen with rezistant enuresis nocturna. This resulted to positive and long-term
effect at 97% of patients. We didn‘t find any side- effects of desmopressin and piracetam in
the whole group.

Mudr jiri.liska@seznam.cz , tel.: +420 605 837 695
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NOVINKY V DIAGNOSTICE A LECBE HEMOLYTICKO-
UREMICKEHO SYNDROMU (HUS)

Malina Michal, Seeman Tomas
Pediatricka klinika, 2.LF UK a FN Motol

Uvod: Hemolyticko-uremicky syndrom je vzicnou chorobou ze skupiny trombotickych
mikroangiopatii, charakterizovany triddou anémie, trombocytopenie a akutniho rendlniho
selhani. Jedna se sice o vzacné onemocnéni (incidence 2 pfipady na 1 milion obyvatel za rok),
ale zaroven jde o viubec nejcastéjsi pri¢inu akutniho renalniho selhani vyzadujicich dialyzu
u déti. Pric¢inou je v 90% piipadi infekce shigatoxin produkujicimi kmeny E. coli (STEC).
Tato typicka forma vétSinou nema komplikovany pribéh ani pozdni nasledky, pokud se podafii
zvladnout akutni stadium nemoci. Existuje ov§em malé procento pacienti (cca 10%), u kterych
se neprokaze infekce STEC a chybi u nich klasické prodromalni prijmové ptiznaky. Tyto
formy oznacované jako D- (diarhoe negativni) ¢i atypické (aHUS) maji vétSinou tézky prubéh
s mnoha komplikacemi a progreduji ve vice nez 50% ptipadi do chronické renalni insuficience
a cca v 10% jsou smrtelné. Pri¢inou téchto atypickych forem je urcita forma autoimunity, kdy
dochazi k hyperaktivace alternativni cesty komplementu, ktery napada vlastni endotel a zpiisobuje
intravazalni vznik trombu v glomerulech a kapilarach. V poslednich letech byly zjistény mutace
v genech pro komplement, které vedou ke vzniku tohoto onemocnéni. Do dnesni doby je znamo
6 gent asociovanych s atypickym HUS. Objev patofyziologickych mechanismt na molekularni
urovni pomohl k vyvoji 1ékd, které jsou schopny tyto procesy zastavit. Novy 1€k eculizumab
schopny zastavit hyperaktivaci komplementu byl nyni uvolnén pro studie u pacientt s aHUS.
Piedbézné vysledky téchto studii vypadaji velmi slibné. Navic tento 1ék vykazuje pozitivni efekt
i u pacientl s klasickym HUS, u kterych se objevily tézké neurologické komplikace.

Zavér: V poslednich letech se vyznamné zlepsila diky molekularné genetickym metodam
moznost piesné diagnostikovat pacienty s atypickym HUS. Tyto vySetieni jsou zcela zasadni pro
urceni progndzy pacienta a v né€kterych piipadech pro nastaveni zptsobu 1é¢by. Diky objevu latek
schopnych zastavit rozvoj téchto chorob se nyni vyrazné zlepsila progndza téchto pacientti.
Poznamka: Ve spolupraci Pediatrické kliniky FN Motol a UHKT se podatilo v CR zavést
diagnostiku atypického HUS na urovni soucasnych svétovych znalosti. V ptipadé€ zachytu pacienta
s aHUS je Pediatricka klinika FN Motol schopna zajistit kompletni diagnostiku a cilenou 1écbu
téchto pacientd.

Podporovano grantem IGA reg. ¢. NT11457-5

michal.malina@lfmotol.cuni.cz
tel. 224 432 001
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WHAT IS NEW IN HEMOLY TIC-UREMIC
SYNDROME (HUS).

Malina Michal, Seeman Tomas
Pediatricka klinika, 2.LF UK a FN Motol

Introduction: Hemolytic uremic syndrome (HUS) is a rare disease (2 cases per year per 1 million
population) but represents the most common cause of acute renal failure in young children that
requires dialysis. The majority of cases in childhood (90%) is caused by shiga toxin producing
Escherichia coli infection. This typical form of the disease does not relapse and has a good
prognosis if the acute status can be managed. In contrast 10% of HUS cases don’t present with
diarrhea prodromi and no shiga toxin can be identified. These so called D- HUS or atypical HUS
are extremely severe and frequently relapsing with very poor prognosis. More than 50% of these
patients progress to chronic renal dysfunction and 10% die because of complications. Atypical
HUS is linked to the hyperactivation of the alternative pathway of complement and appears to
have a genetic basis. Mutations in genes coding for components of the alternative complement
pathway are found in about 60% of cases.

The findings of pathophysiological principles of atypical HUS on molecular level have opened
way to stop the complement hyperactivation. Novel drug eculizumab was now released for trials
in atypical HUS. The preliminary reports show very promising results.

Moreover this new drug was now tested even for cases of patients with typical HUS and
neurological complications with surprising effects.

Conclusion: Genetic testing has improved the diagnosis of atypical HUS and helped established
genotype-phenotype correlations useful for estimating prognosis and even therapy options.
Moreover, drugs targeting the malfunctioning pathways now opened new possibilities for treatment
of these patients and significantly improved their prognosis.

Note: Diagnosis of thrombotic microangiopathies is now available on international state of the
art level in Czech Republic. Joint collaboration of UHKT and FN Motol helps diagnose the
main causes of atypical HUS and TTP on molecular level.

This work was supported by grant from the IGA of Ministry of Health CR NT11457-5.

michal.malina@lfmotol.cuni.cz
tel. 224 432 001
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MOLEKULARNE GENETICKA DIAGNOSTIKA
DEDICNYCH NEFROPATII

Malina Michal, Seeman Tomas
Pediatricka klinika, 2.LF UK a FN Motol

U vétsiny chorob ledvin hraje genetickd vybava pacienta né¢jakou roli. U nékterych zavaznych
chorob ledvin je genetickd zména (mutace) i jednoho genu dostacujici pro vznik onemocnéni.
Tyto choroby se oznacuji jako monogenni a do soucasné doby se podafilo popsat cca 50-60
chorob ledvin, za né€z je zodpovédna mutace nékterého genu.

Molekularné genetické vysetteni se stalo béznou soucasti spektra vysetteni déti s chorobami ledvin.
Od roku 2007 byla v laboratoti molekularni genetiky pediatrické kliniky FN Motol zavedena
molekularni diagnostika u téch nemoci, kde znalost genetické pfi¢iny onemocnéni dokaze 1ékaie
nasmérovat ke spravné terapii ¢i zabrani nezadoucim u¢inkiim z neadekvatni 1é¢by.
Nefroticky syndrom (NS) je jednim z nejcastéjsich projevi glomerulopatie v détském véku.
Vedle idiopatickych forem existuji formy, které jsou zpisobeny mutacemi v genech kodujicich
proteiny filtracni membrany glomerulu (nejcastéji mutované jsou geny NPHS1, NPHS2 a WT1).
Tyto genetické formy NS se zasadné 1isi v prognoze progrese onemocnéni a téz v piistupu
k 1écbeé. Vsechny jsou primarné Kortikorezistentni a rezistentni i k dal§im imunosupresivim.
Genetickou analyzou se 1ze u téchto déti vyhnout neadekvatni dlouhodobé 1é¢bé kortikoidy
a jejim vedlej$im G¢inktum.

Atypicky hemolyticko-uremicky syndrom (aHUS) je vzacné onemocnéni napodobujici
klasicky HUS. Na rozdil od n¢j ma vyrazné horsi prognézu a vysokou mortalitu. Je zptisoben
specifickou autoimunitni poruchou v alternativni cesté komplementu vedouci k jeho hyperaktivaci
a intravazalni tvorbé trombt v glomerulech a kapilarach. Doposud bylo nalezeno 6 gent pro
proteiny komplementu, které zpusobuji aHUS (CFH, CFI, MCP, CFB, THBD a C3). Tento
typ HUS vyzaduje specifickou 1é¢bu plazmaferézou ¢i blokatory komplementu (eculizumab).
Znalost genetické pfi¢iny onemocnéni je pak zcela zasadni pied Givahou o transplantaci ledviny,
protoze nekteré formy skoro ve 100% rekuruji ve Stépu a jiné naopak maji po transplantaci
dobrou prognézu.

HNF1p gen a polycystéza ledvin. Mutace v genu HNF1p jsou asociovany s diabetem MODY,
typ 5. V posledni dob¢ bylo zjisténo, ze tento gen je téZ zodpoveédny za embryonalni vyvoj
ledvin a jater. Mutace tohoto genu byly nalezeny u pacientli s cystickymi chorobami ledvin
a s vyvojovymi vadami ledvin a mocovych cest. Pacienti s mutaci v tomto genu jsou v riziku
rozvoje diabetu v adolescenci.

Podporovano grantem IGA reg. ¢. NT11457-5 a GAUK 91010

michal.malina@lfmotol.cuni.cz
tel. 224 432 001
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MOLECULAR DIAGNOSTIC
OF HEREDITARY NEPHROPATHIES

Malina Michal, Seeman Tomas
Pediatricka klinika, 2.LF UK a FN Motol

Many severe kidney diseases show some form of inheritance and many different syndromes
affecting kidney have been described. Molecular genetics is essential part of standard diagnostic
procedures in children with kidney diseases. Our team has put some effort to introduce several
molecular genetic analyses to Czech Republic since year 2007. We have focused on those diseases
where knowing genetic background can quickly lead to focusing the therapy to right direction. Our
main concern was nephrotic syndrome (NS) and hemolytic-uremic syndrome (HUS). We have
added molecular genetic analysis of patients with undetermined polycystosis in year 2010.
Nephrotic syndrome (NS) is a common glomerulopathy in childhood. Beside idiopathic forms
with unclear etiology, genetically determined forms occur. These monogenic forms essentially
differ in treatment and patient’s prognosis from the idiopathic ones, but they are clinically and
histologically indistinguishable. The only option of differential diagnosis is molecular genetic
testing. The most prominent genes causing genetically determined nephrotic syndrome are
NPHS1, NPHS2, and WT1 All these genetically caused NS are resistant to initial steroid therapy.
In all patients with steroidresistant nephrotic syndrome (SRNS) genetic background should be
examined. Patients with SRNS should be tested using molecular genetics, at best at the time of
renal biopsy. Knowing that patient has genetic NS can spare him unnecessary long-term steroid
treatment and side effects of other immunosuppressives.

Atypical hemolytic uremic syndrome (aHUS, D-HUS) is a complement dysregulation disorder
with a major impact of genetic background. In contrast to typical forms (D+HUS), where the
major pathogenic factor is microbial infection, about 50% of the aHUS are caused by mutations
in currently known six genes of complement (CFH, CFI, MCP, CFB, THBD and C3).
Differential diagnosis of D+ and D- HUS is of great clinical importance as the children with
D- HUS have very poor prognosis (without specific treatment mortality up to 20%) and need
aggressive therapies including plasmapheresis or novel drugs like complement blockers. The
molecular diagnosis is essential for administrating these novel biological treatments.

HNF1p gene and kidney polycystosis. HNF1f gen is known as a cause of genetically caused
MODY diabetes, type 5. Mutations in this gene have been also found in patients with polycystic
kidney diseases and patients with kidney and urinary tract dysplasia. These patients are in risk
of development diabetes in adolescence.

This work was supported by grant from the IGA of Ministry of Health CR NT11457-5.
and GAUK 91010

michal.malina@lfmotol.cuni.cz
tel. 224 432 001
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POLYCYSTICKA ONEMOCNENI LEDVIN — STAV REGISTRU
A DIAGNOSTICKE A LECEBNE NOVINKY V ROCE 2011

Seeman T., Blihova K., Dugek J., Fencl F., Flogelova H.!, Sulakové T.2, Skélova S.?, Starha
J.4, Vondrak K., Zaoral T2, Janda J.

Pediatrické klinika FN Motol, V Uvalu 84, 15006 Praha 5, 'Détska klinika FN Olomouc,
2Deétska klinika FN Ostrava, *Détska klinika FN Hradec Kralové, “I1.détska klinika FN Brno

Uvod: V roce 1992 byl vytvoien registr détskych pacientii s polycystickymi onemocnénimi
ledvin v CR (autozomalné dominantni polycystéza ledvin ADPKD a autozomalné recesivni
polycystoza ledvin ARPKD. V poslednich letech je stale Castéji i u déti s cystickym postizenim
ledvin diagnostikovan relativné novy syndrom rendalnich cyst a diabetu (RCAD syndrom,
dominantni mutace v HNF1-beta genu).

Vysledky: k 31.12.2010 bylo v registru evidovano celkem 274 déti s ADPKD a 34 déti s ARPKD.
U vsech déti s ADPKD byla glomerularni filtrace az na 2 ptipady déti s velmi ¢asnou (prenatalni
nebo novorozeneckou) formou manifestace onemocnéni v mezich normy. U vétsiny déti se vSak
vyskytovaly lé¢itelné komplikace, zejména arterialni hypertenze (1/3 déti), proteinurie (1/2 déti).
Byl zjistén vztah mezi poctem cyst, velikosti ledvin a krevnim tlakem. Lécba hypertenze nebo
proteinurie ACE-inhibitory je u€inné a bezpecna. Déti s mutacemi v genu PKD1 maji pfi porovnani
s détmi s mutacemi v genu PKD2 vétsi pocet cyst, vétsi ledviny a vyssi systolicky TK. Vcasna
a intenzifikovand antihypertenzni lécba ACE-inhibitory (cilovy TK pod 50. perc.) mtize u déti
s ADPKD zpomalit pokles funkce ledvin. V r. 2009 byla zménéna ultrazvukova diagnosticka
kritéria pro ADPKD u déti, k diagnéze ADPKD u ditéte z rodiny s ADPKD bez znalosti typu
mutovaného genu (PKD1 nebo PKD?2) je zapotiebi pfitomnost 3 nebo vice cyst v jedné ledving.
Z 34 déti s ARPKD, které ptezily novorozenecké obdobi, je 40 déti v souCasné dob¢ nazivu
(priciny umrti: respiracni insuficience 1x, srdecni selhani 3x). 28% je jiz dialyzovano nebo
zije s transplantovanou ledvinou. Hypertenze byla zjisténa u vice nez 90% déti. U 14 z nich
byla diagnoéza potvrzena i molekularné geneticky (nepfimou DNA diagnostikou nebo pfimou
DNA diagnostikou kauzalnich mutaci genu PKHD1 od r.2002). Byl odhalen vztah mezi
typem mutace v genu PKHD1 a klinickym pribé¢hem. Od roku 1994 je mozna prenatalni
diagnostika ARPKD metodami DNA diagnostiky (6 piipadii v CR). Terapie zaméfena na
1écbu arterialni a portalni hypertenze, chronického selhani ledvin dialyzou a transplantaci.
U jednoho z déti s ptivodni klinickou diagnézou ARPKD jsme v letosnim roce DNA analyzou
prokazali mutaci v HNF1-beta genu, ¢imz jsme diagnostikovali u prvniho ¢eského ditéte RCAD
syndrom. Divka je v preterminalnim stadiu chronické renalni insuficience a Cerstvé se u ni
manifestoval i diabetes mellitus mladistvych (MODY5 = RCAD syndrom).

Zavér: Vsem zajemcim o rozsifovani registru pfedem dékujeme (kontaktni
adresa v zahlavi), stejné jako kolegtim, ktefi jiz do registru své pacienty evidovali.
Podporovino VZ MZ CR 0006420301 MZOFNM2005 a IGA NT11457-5.

tomas.seeman@]lfmotol.cuni.cz
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POLYCYSTIC KIDNEY DISEASES — RePORT FROM THE CZECH
REGISTRY aND DIAGNOSTICS AND TREATMENT NEWS IN 2011

Seeman T., Bléhova K., Dusek J., Fencl F., Flogelova H.!, Sulakova T.2, Skalov4 S.?, Starha
J.4, Vondrak K., Zaoral T2, Janda J.

Dpt.of Paediatrics Prague, Univ. Hospital Motol, 'Dpt.of Paediatrics Olomouc, Ptof Pacdiatrics
Ostrava 3Dpt of Paediatrics Hradec Kralové, Czech Republic, “Dpt. of Paediatrics Brno

Introduction: The Czech registry of polycystic kidney diseases (PKD) in childhood has
been established in 1992 to improve the management of children with PKD. We report on the
clinical course of children with autosomal dominant and autosomal recessive polycystic kidney
disease (ADPKD and ARPKD). Recently, renal cysts and diabetes (RCAD) syndrome due to
mutations in HNF-1-beta gene has been shown to be an important cause of cystic kidney diseases
in children.

Results: Until 31st December 2010 altogether 274 children with ADPKD and 34 children with
ARPKD have been reported to the registry. ADPKD: In all but two cases glomerular filtration
rate was normal (both children had very early onset form of ADPKD). There has been substantial
proportion of children who suffered from treatable complication such as arterial hypertension
(1/3 of children) or proteinuria (1/2 of children). Treatment of hypertension or proteinuria with
ACE-inhibitors is effective and safe. A correlation between renal size or number of renal cysts
and blood pressure has been found. Children with PKD1 have higher number of renal cysts, larger
kidneys and higher systolic blood pressure than children with PKD2. The HALT PKD study
showed that early and intensified antihypertensive therapy (target BP <50th perc.) with ACE-
inhibitors could slow the progression of the decline of renal function. In 2009, new ultrasound
diagnostic criteria for ADPKD in children have been published: in children without known type
of mutated gene (PKD1 or PKD2) at least 3 cysts in one kidney is required.

ARPKD: from 34 children who survived the neonatal period, 30 are alive causes of death:
respiratory failure n=1, cardiac failure n=3). 28% of the children are already dialysed or
transplanted. DNA linkage analysis or direct mutational analysis of the PKHD1 gene is available
in 14 children (direct DNA analysis is feasible outside CR since 2002). A correlation between
the type of mutation and phenotype has been revealed. Prenatal DNA diagnosis is feasible since
1994 and is strongly recommended (6 cases in CR). Treatment is focusing on the therapy of
arterial and portal hypertension and chronic renal failure by renal replacement therapy (dialysis
and transplantation). In one child with suspected ARPKD the DNA analysis showed mutation
in HNF-1-beta gene confirming RCAD syndrome in the first patient in the Czech Republic.

We thank all referring colleagues and welcome all new children with PKD to be registered in
this registry.

tomas.seeman(@lfmotol.cuni.cz
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TRANSPLANTACE LEDVIN U DETI
V CESKE REPUBLICE — STAV V ROCE 2011

Seeman T., Burkert J.!, Dusek J., Fiala R.!, Janda J., K§iZ J.2, Moravek J.2, Simankova N.,
Spatenka J.3, Vondrak K., Zeman L.2, Zieg I.

Pediatricka klinika UK 2.LF Praha a FN Motol, V Uvalu 84, Praha 5

Klinika kardiochirurgie FNM, *Klinika détské chirurgie FNM,

3Transplantaéni centrum FNM

Uvod: Transplantace ledviny je léGebnou metodou volby pro détské pacienty s chronickym selhénim
ledvin (CHSL) nebot’ déti po transplantaci maji lepsi dlouhodobé preziti i kvalitu zivota nez déti
dialyzované, navic péce o transplantované déti je finanéné méné naroc¢na nez o dialyzované. V
CR byly zahéjeny transplantace ledvin u déti v roce 1977 v IKEM, od roku 1981 jsou provadény
ve Fakultni nemocnici Motol. V CR existuji 3 détska dialyzaéni stéediska (Praha - Motol, Brno,
Ostrava), transplantace ledvin u déti jsou provadény ve FN Motol, tedy pro déti z celé CR. Do
transplanta¢niho programu jsou zafazovany prakticky vSechny déti s CHSL.

Vysledky: od roku 1981 do 30.6.2011 bylo ve FN Motol provedeno celkem 224 transplantaci ledvin. Do
roku 2000 byly provadény pouze transplantace ledvin od zemfelych darct, od roku 2001 jsou provadény
i transplantace ledviny od zijiciho pfibuzného darce (10% transplantaci od r. 2001). Preemptivni
transplantace (bez ptedchozi dialyzy) byla provedena u 8 déti (4%). Primérny vék piijemct byl 12.2
let (1.9 - 20.2). Primérna doba od zafazeni na ¢ekaci listinu do doby transplantace je 6.4 mésici.
Pramérné preziti pacientl od roku 1988 ¢ini po 5 letech 93%, prumeérné 5-leté peziti transplantovanych
ledvinnych $tépt je 73 %, coz jsou vysledky srovnatelné s nejvyspélejsimi transplantacnimi centry.
K 31.12.2010 bylo v transplantaénim centru FNM sledovano celkem 37 déti s funkénim
Stépem. Primeérny sérovy kreatinin byl 94 pmol/l. Vétsina déti byla 1é¢ena trojkombinaci
imunosupresiv kortikosteroidy (n=33), takrolimus (n=28) a mykofenolat mofetil (n=30), 8 déti
uzivalo sirolimus. Akutni rejekci prodélalo 30% déti, u 16% déti se ptitom jednalo o kortiko-
rezistentni akutni rejekci a 5% prodélalo humoralni — protilatkami zprostfedkovanou rejekci.
Nejcastéjsi komplikaci po transplantaci jsou infekce, zejména mocové, a arterialni hypertenze
(86%). Praimérna proteinurie byla 278 mg/m2/den (v¢. 2 déti s rekurenci FSGS). K rekurenci
atypického hemolyticko-uremického syndromu doslo u 1 ditéte, novinka v 1é¢b¢ atypického HUS
(eculizumab) vedla k rychlé remisi onemocnéni. V roce 2010 bylo provedeno 6 transplantaci,
v letosnim roce k 30.6.2011 dalsi 4 transplantace.

Zavér: transplantace ledviny je standardni 1écbou chronického selhani ledvin u déti, vysledky
transplantaci ledvin u déti v CR jsou pIné srovnatelné se zapadoevropskymi nebo severoamerickymi
staty.

Podporovino VZ MSMT ¢ 21620819.

tomas.seeman(@]lfmotol.cuni.cz

38




RENAL TRANSPLANTATION IN CHILDREN
IN THE CZECH REPUBLIC IN 2010

Seeman T., Burkert J.!, Dusek J., Fiala R.!, Janda J., Kii7 J.2, Moravek J.2, Simankova N.,
Spatenka J.3, Vondrék K., Zeman L.2, Zieg J.

Dpt.of Paediatrics Prague, Univ. Hospital Motol, Prague

!Transplantation Center,

’Dpt.of Paediatric Surger

Renal transplantation is the method of choice for children with chronic renal failure. Paediatric
renal transplantation in the Czech Republic (CR) has been started in 1977 in Institute of Clinical
and Experimental Medicine (IKEM), the first paediatric renal transplantation in University Hospital
Motol has been performed in 1981 and since then paediatric renal transplantation are performed
in Prague — Motol for all children from CR and selected children from Slovakia.

Results: Until 30th June 2011 altogether 224 renal transplantations in children have been performed
in the University Hospital Motol (living related donors in 10% of the cases since 2000, pre-emptive
transplantations in 4%). The mean age of the recipients was 12.2 years (range 1.9 - 20.2). The mean
waiting time on the waiting list is 6.4 months which is shorter than in most other European countries.
Since 1988 (introduction of cyclosporine) the 5-year patient survival is 93% and graft survival
73%, i.e. results comparable with European or North American pediatric transplantation centres.
At the end 0of 2010 altogether 37 children with renal graft were followed-up at University Hospital
Motol. The mean serum creatinine was 94 umol/l. Most children were on triple immunosuppressive
therapy steroids (n=33), tacrolimus (n=28) and mycophenolate (n=30); sirolimus was used in
8 children. 30% of children had at least one acute rejection episode (16% had steroid-resistant
acute rejection and 5% antibody mediated acute rejection). The most common complications
are infection (mainly urinary tract) and arterial hypertension (86%). The mean proteinuria was
278 mg/m2/day (incl. 2 children with recurrence of FSGS). One child suffered from recurrence
of atypical hemolytic uremic syndrome, was treated with eculizumab and reached complete
remission. In the year 2010 altogether 6 transplantation have been performed, until the 30th
June 2011 another 4 transplantations.

Conclusions: renal transplantation is a standard treatment of choice for children with end-stage
renal failure and the results of paediatric renal transplantation programme in the Czech Republic
are comparable with the results from European and North American countries.

tomas.seeman(@lfmotol.cuni.cz
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TROMBOZA RENALNICH CEV
V NOVOROZENECKEM VEKU

Skalova S., Lejhancova K., Lukes A., Tich4 E.
Détska klinika LF UK a FN Hradec Kralové

Uvod

Novorozenci piedstavuji skupinu déti s nejéast&j§imi tromboembolickymi komplikacemi. Zilni
trombdzy u nich byvaji az v 80% sekundarni v souvislosti s centralnim zilnim katétrem a arterialni
trombdzy jsou az na vyjimky iatrogenni komplikaci zavedenych arteridlnich katétri. Nejcastéjsi
zilni trombdzou v této vékové skuping, kterd nesouvisi s katétrem, je tromboza renalni zily (RVT).
K jejim predisponujicim faktorim patii perinatalni hypoxie, diabetes matky, dehydratace, sepse,
polycytémie a cynotické srde¢ni vady. Trombodza rendlni arterie (RAT) je v novorozeneckém
veku daleko méné Castéjsi nez RVT a byva témét vzdy komplikaci umbilikalniho arteridlniho
katétru.

Kazuistiky

Pacient ¢.1 byl donoseny novorozenec s nekomplikovanym perinatadlnim pribéhem, u kterého se
po porodu objevila makroskopickd hematurie a znamky ¢asné novorozenecké infekce s progredujici
trombocytopenii. UZ vySetfenim a nasledné¢ CT vySetfenim s kontrastem byla diagnostikovana
oboustranna tromboza renalnich zil véetné trombdzy anomalné konfigurované dolni duté zily.
Lécbou nizkomolekularnim heparinem doslo k paricalni rekanalizaci zilniho fecisté, vpravo
s vyvojem dostacujiciho kolateralniho Zzilniho systému, vlevo vsak insuficientniho s trvalym
postizenim ledviny a jeji snizenou funkci. Vrozené trombofilni stavy byly vylouceny. Od 2,5 let
veku je pro hypertenzi 1é¢en ramiprilem, mocové nalezy ma trvale v normé.

Pacientka ¢.2 byla tézce nezraly novorozenec matky s gestatnim diabetem mellitem porozeny
urgentné v 28.tydnu s porodni hmotnosti 1240g pro krvaceni pfi placenta praevia. Dévcatko
nemeélo kanylovanou pupecni artérii mélo trvale normotenzi. Pfi prvnim rutinnim UZ vySetieni
ledvin ve 4 tydnech véku zjistény hyperechogenity v oblasti hrotd pyramid levé ledviny,
podrobné UZ vysetteni odhalilo parcidlni trombdzu levé rendlni arterie. Dévcatko bylo 1éceno
2 mésice nizkomolekularnim heparinem, doslo k rekanalizaci arterie a postupné dochazi k tipraveé
patologického UZ obrazu levé ledviny, ktera roste pfiméfené. Kongenitalni trombofilni stavy byly
vylouceny. Dévc¢atko nema hypertenzi, renalni funkce a mocové nalezy jsou zatim v normé.
Zavér

Na tromboembolické postizeni renalnich cév je nutné myslet u rizikovych skupin novorozenct
a pii klinickych ptiznacich (makroskopicka hematurie,hmatna rezistence, trombocytopenie,
hypertenze). I pfes v€asnou 1é¢bu mohou tyto komplikace vést k trvalému postizeni ledviny
a renovaskularni hypertenzi, proto tyto déti vyzaduji dlouhodobé sledovani.
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NEONATAL RENAL VENOUS
AND ARTERIAL THROMBOSIS

Skalova S., Lejhancova K., Lukes A., Ticha E.
Department of Pediatrics, Faculty Hospital Hradec Kralove and Faculty of Medicine in
Hradec Kralove, Charles University in Prague.

Introduction

Newborns comprise the largest group of children developing thromboembolic events (TEs).
Over 80% of venous TEs in newborns are secondary to central venous lines. Arterial TEs in
newborns are, with few exceptions, iatrogenic complications that occur secondary to indwelling
arterial catheters. Renal vein thrombosis (RVT) is the most common non-catheter related venous
TE in newborns. The pathologic conditions associated with RVT include perinatal asphyxia,
maternal diabetes, dehydration, septicemia, polycythemia and cyanotic heart diseases. Renal
artery thrombosis (RAT) is far less common than RVT . It is strongly associated with umbilical
artery catheters.

Case reports

Patient No.1 was full-term neonate with uneventful prenatal history. Macroscopic hematuria and
signs of early onset neonatal infection with progressive thrombocytopenia occurred after the
delivery. Abdominal ultrasound and contrast enhanced CT revealed bilateral renal vein thrombosis
and anomalous configuration of inferior vena cava. Treatment with low-molecular-weight heparin
resulted in partial recovery of the renal veins: sufficient collateral venous system on the right and
insufficient recovery at the left with decreased renal function (left kidney relative function 25%).
Congenital thrombophilias were ruled out. Since the age of 2.5 years the patient is maintained
on ramipril because of hypertension. The urinalysis was repeatedly normal.

Patient No.2 was a premature girl (1240 g) born to a mother with gestational diabetes. The
birth was urgent in the 28th week of gestation due to bleeding placenta previa. Umbilical artery
catheterization was not performed in this child and her blood pressure was normal. The first
routine abdominal ultrasound performed at 4 weeks of age revealed hyperechogenity of the
renal medullary pyramids of the left kidney, more detailed ultrasonography visualised partial
thrombosis of the left renal artery. The girl was treated with low-molecular-weight heparin for
two months. This resulted in arterial recanalization with gradual improvement of the abnormal
renal ultrasound image. The renal growth is normal. Congenital thrombophilias were ruled
out. The child is normotensive and her urinalysis was repeatedly normal.

Conclusion

RVT and RAT have to be considered in high-risk neonates and in cases of macroscopic hematuria,
abdominal mass, thrombocytopenia, hypertension. In spite of urgent and appropriate therapy,
the TEs can result in kidney damage and renovascular hypertension. Therefore, such patients
require close longitudinal follow-up.
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CHRONICKA RENALNI INSUFICIENCE — REGISTR DETIi V CR
V ROCE 2011

Siméankova N., Bldhové K, Flogelova H, Dolezalova S, Dusek J, Janda J., Langer J, Honzik
T, Bendakova H, Seeman T, Vondrak K
Pediatricka klinika FN v Motole, Klinika déti a dorostu VFN Praha

Chronicka renalni insuficience (CHRI) je definovana jako snizena glomerularni filtrace <90 ml/
min/1.73 m2 trvajici > 6 mésici.
Incidence a prevalence CHRI u déti v CR ani v zahrani¢i neni znama.

Pro informaci uvadime stadia chronického ledvinného onemocnéni podle glomerularni filtrace (GFR).

Stadium Nizev GFR ml/min/1,73 m’
I poskozeni ledvin s normalni ¢i zvy$enou GFR > 90
11. mirné snizena GFR 60 - 89
1. stiedné zavazné snizena GFR 30-59
1v. zavazné snizeni GFR 15-29
V. ledvinné selhani <15

Vypocet GFR (dle Schwartze Jaffé metodou) v ml/min/1.73m’:

vska (v cm) x 48
plazmaticky kreatinin (umol/l)

Od roku 2008 existuje registr, ktery eviduje déti s CHRI z celé CR.

K 31.12.2010 bylo v registru déti s CHRI celkem 87 déti ve ve€ku 6 mésici — 18 let. NejcastejSimi
primarnimi ledvinnymi onemocnénimi jsou vrozené anomalie ledvin a moc¢ovych cest (napf. refluxova
nefropatie, obstrukéni uropatie, hypo-dysplazie ledvin) a dédi¢né nefropatie (zejm. nefronoftiza
a autozomalné recesivni polycystoza).

V soucasné dob¢ neni mozné vzhledem k nekompletnimu registru stanovit incidenci a prevalenci
CHRI u déti v CR.

Péce o détské pacienty s CHRI vyzaduje prevenci a 1é¢bu mnoha komplikaci, které provazeji CHRI
(napft. kostni nemoc, poruchy ristu, hyperfosfatémie, kardiovaskularni onemocnéni), proto je
nutny multidisciplinarni ptistup détskych nefrologti, urologii, endokrinologt, kardiologl a dalsich
pediatrickych specialistt.

Détsti pacienti s CHRI (stadium II chronického onemocnéni ledvin) by méli byt sledovani v détskych
nefrologickych ambulancich. V pfipadé progrese CHRI do III. stadia by mé&li byt jiz ve sledovani
détskych dialyzacnich stiedisek (FN Brno, FN Motol a FN Ostrava), aby se zajistila komplexni péce
o tyto déti véetné ptipravy na zafazeni do chronického dialyza¢né-transplantaéniho programu.

Dovolujeme si obratit se na Vas s zadosti o zasilani novych détskych pacientt ve véku 0-18 let s CHRI
(GFR <90 ml/min/1.73 m2) do tohoto registru. Dotaznik k registraci novych pacientt je na webovych
strankach Pracovni skupiny pro d&tskou nefrologii CLS JEP (www.clsjep.cz). Prosime o zasilani
vyplnénych dotaznikli na e-mailové adresy karel.vondrak@]lfmotol.cuni.cz. nebo dmm@seznam.cz.

O stavu registru déti s CHRI budeme pravidelné informovat na Pracovnich dnech détské nefrologie.
Udaje ziskané od Vas se stanou soucasti evropského pediatrického registru déti s chronickym ledvinnym
onemocnénim. Dékujeme vSem, ktefi jiz pacienty s CHRI do registru evidovali.

drNM@seznam.cz
tel.: 224 432 252
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CHRONIC RENAL INSUFFICIENCY - THE REGISTER OF
CHILDREN IN THE CZECH REPUBLIC IN 2011

Simankova N., Blahové K, Flogelova H, Dolezalova S, Dusek J, Janda J., Langer J, Honzik
T, Bendakova H, Seeman T, Vondrak K

Department of Paediatrics University Hospital Motol , The Pediatric Clinic First Medical
Faculty of the Charles University

Chronic renal insufficiency (CRI) is defined as reduced glomerular filtration rate <90 ml/min/1.73
m2, ongoing> 6 months.

CHRI incidence and prevalence in children in the Czech Republic and abroad is unknown.
For information we present stages of the chronic kidney disease by glomerular filtration rate (GFR).

Stage Name GFR ml/min/1,73 m*
L Kidney damage with normal or increase > 90
11 Mild reduced GFR 60 - 89
111, moderately severe decreased GFR 30-59
Iv. severe reduction in GFR 15-29
V. renal failure <15

Calculation of GFR (according to Schwartz Jaffé method) in ml/min/1.73m2: -height (in cm) x 48 /
plasma creatinine (micromol / 1)

A registry of children with CRI from whole Czech Republic exists since 2008. To date the December
31,2010 there ware 87 children aged 6 months - 18 years in this registry . The most common primary
renal diseases are considered the congenital anomalies of kidney and urinary tract infections (eg reflux
nephropathy, obstructive uropathy, renal hypo-dysplasia) and the hereditary nephropathies (especially
nephronophtisis, autosomal recessive polycystosis).

The determination of the incidence and prevalence of CHRI in children is impossible at present time
cause the register is incomplete.

The care for pediatric patients with CRI calls for the prevention and treatment of many complications
accompanying CRI (eg, bone disease, growth failure, hyperphosphatemia, cardiovascular disease).
The multidisciplinary care of pediatric nephrologist, urologists, endocrinologists, cardiologists and
other pediatric specialists is needed.

The paediatric patients with CRI (stage II chronic kidney disease) should be observed in the district
pediatric nephrology outpatient ambulance . In case of progression to CRI III. stage, children should
be as monitoring by children‘s dialysis centers (University Hospital Brno, University Hospital Motol,
University Hospital Ostrava). The comprehensive care for these children is is required including
preparation for inclusion to chronic dialysis-transplant program.

Let us ask you for sending new children aged 0-18 years with CRI (GFR <90 ml/min/1.73 m2) to this
registry. The registration questionnaire for new patients is on the website of the Working Group of
Paediatric Nephrology CLS JEP (www.clsjep.cz). Please, send completed questionnaires to the e-mail
addresses @ karel.vondrak Ifmotol.cuni.cz. or drnm@seznam.cz.

The actual status of the registry of children with CHI will be reported regularly during The work days of
pediatric nephrology. Data obtained from you will become part of the European pediatric registry of children
with chronic renal disease. Thanks all who aleready have registered patients with CRI in this register.

drNM@seznam.cz
tel.: 224 432 252
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AKUTNIM SELHANI LEDVIN ZPUSOBENE CTX

Simankova N., Dusek J., Seeman T., Vondréak K., Zieg J., Pediatricka klinika FNM

Uvod: Lécba ATB miize byt provézena fadou zévaznych komplikaci,z nichz vzacnou je léky
indukovana hemolyticka anemie. Nejcastéji byva asociovana s cefalosporiny 2. a 3.generace
(cefotetan, ceftriaxon). Dochdzi k rychlé intravaskularni hemolyze , projevujici se bledosti, tachypnot,
kardiopulmonalni dekompenzaci az Sokovym stavem. Hemolyza vede k hemoglobinurii a obstrukei
proximalnich tubuld. ASL se popisuje u 41 % ptipadi. Etiologie ASL mtze byt kombinovana
z renalnich a prerendlnich pficin.

Kazuistika: 18-tiletd divka pfijata pro ASL s jednodenni anamnézou opakovaného zvraceni,
prajmovitych stolic a 5 mésict trvajicich bolesti pravého kolene a levého kycelniho kloubu.

Diive provedena artroskopie prokazala zkaleny zluty vypotek se stfedné¢ bunéénym
cytosedimentem s vyraznou prevahou neutrofilii a 20% podilem rhagocytil. Hyperplasticka synovie
obsahovala lymfoplazmocytarni zanétlivou infiltraci s neutrofily a nevelkou fibrinosni exudaci,
prokazana zvysena pfitomnost CRP, AST a specifickych protilatek IgG a IgM proti Borrelia sp.
V laboratornich parametrech dominovala zvy$ena FW 58/104, v KO byla pfitomna mirna leukocytosa
10,3, bez vyznamnych posunt v diff, CRP 16 -30 mg/1, pozitivni ASLO 594-615 KU/I, C3 1,52 g/1,
pozitivita ANA IgG a IgM, negativni dsDNA, v moc¢i normalni nalez, v séru pozitivita Ig G protilatek
ELISA proti Borrelia garinii a B.afzelii, hrani¢ni pozitivita IgG Westernblot, IgM protilatky ve vSech
tiidach negativni. Pfelé¢ena Lendacinem inj i.v.

Po aplikaci reindukéni davky (25.) se objevily vyrazné bolesti biicha, opakované etné zvracent,
vodnaté stolice, subfebrilie. V laboratornich parametrech CRP 179 mg/l, bilirubin 87 pmol/l, elevace
ALT 0,89 pkat/l, AST 3,58 pkat/l , LD 28,39 pkat/l, elevace kreatininu na 680 umol/l, urea 30
mmol/l, v leukocytosa 37 tis., mirna trombocytopenie 130 tis, anemizace HB 7,7 g/l, Coombs -PAT
2+, makroskopicka hematurie a proteinurie 860 mg/1, ptetrvavaji vysoce pozitivni autoprotilatky ANA
IgG 1:640, ENA screen negativni, C3 0,94, C4 0,10, CIK 85. Na USG popsany objemné ledviny
s difusni parenchymovou lezi, hepatomegalie, cholelithiasa a sludge ve zlu¢niku. Renalni biopsie
prokazala tubuly s niz§im epitelem vyplnéné ERY vilci, bez glomerulopatie, bez srpki, jemné
interstitium. Biopticky nalez nesvéd¢i pro autoimunitni onemocnéni, podporuje diagnézu akutni
tubularni nekrézy v incipientni fazi.

Pro dehydrataci, oligurii a elevaci kreatininu zapocata rehydratacni terapie s diuretickou podporou,
bez efektu. Zahajena akutni hemodialyza¢ni 1é¢ba pies CZK po dobu 8 dnii, pokradovéno v diuretické
terapii, podan puls kortikoidl, nasledné prednison p.o. Postupné pokles kreatininu a zvySovani diurézy
s polyurickou fazi, ustup projevi hemolyzy. Na kortikoidni terapii rozvoj steroidniho DM s nutnosti
podavani insulinu. Po vysazeni kortikoidt projevy DM mizi. Zmirnén otok a bolestivost pravého kolenniho
kloubu. Pfi propusténi znamky mirné anemie, leukocyty, kretinin, urea, CRP, bilirubin, ALT, AST, LD,
glykémie v normé a negativni piimy Coombs. V moc¢i bez erytrocyturie , pouze hrani¢ni proteinurie.
V dalsich mésicich na symptomatické terapii pietrvavaji potize kloubniho charakteru , narGista
pozitivita ANA-autoprotilatek Ig G 1:2560, ptetrvava serologicka pozitivita Ig G borrelii. Pfedana
do péce revmatologického pracoviste, kde zahajena 1écba Metotrexatem.

Diskuse: Diferencialné diagnosticky zvazovan SLE s renalnim postizenim a sekundarni AIHA, biopticky
nalez vsak specifické postizeni ledvin vylouc¢il, rendlni parametry v mezich normy pfetrvavaly i po
vysazeni kortikoidll, negativni dsSDNA a ENA autoprotilatky pro diagnosu SLE nesveéd¢i. Zvysujici
se pozitivita autoprotilatek ANA a postupné zhorSeni kloubni symptomatologie je diisledkem progrese
kloubniho postizeni revmatoidniho ptivodu. U ¢asti pacienti 1éenych ATB pro kloubni borreliosu
nedojde k stupu potizi, avsak je aktivovan autoimunitni kloubni proces.
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ACUTE KIDNEY FAILURE CAUSED BY CTX

Simankova N., Dusek J, Seeman T., Vondrak K., Zieg J.,
Department of Paediatrics University Hospital Motol

Introduction: Treatment with antibiotics may be associated with many serious complications. Drug-induced
immune hemolytic anemia is rare. It is most often associated with 2nd and 3rd generationof cephalosporins
(cefotetan, ceftriaxone). There is a rapid intravascular hemolysis, manifested by pallor, tachypnoea, cardiopulmonary
decompensation and shock. Hemolysis leads to the hemoglobinuria and the obstruction of the proximal tubules.
ARF is described in 41% of cases. Etiology of ARF can be a combination of renal and prerenal causes.

Case report: 18-year-old girl was admitted for ARF with 1day history of repeated vomiting, watery stools and
persistent pain in the right knee and the left hip joint for 5 month.

The previously performed arthroscopy showed cloudy yellow exudate contained a moderately cellular
cytosediment with marked predominance of neutrophils and 20% portion of thagocytes. Hyperplastic synovial
inflammatory infiltrate contained lymphoplasmacytic infiltrate with an admixture of neutrophil granulocytes and
a small amoubt of fibrinous exudate, CRP and AST were increased, specific IgG and IgM antibodies against
Borrelia sp. were positive. The laboratory parameters showed elevated ESR 58/104, leukocytosis 10.3 without
significant shifts in the diff, CRP 16 -30 mg/ 1, positive ALSO 594-615 KU /1, C3 1.52 g /1, positive IgG and [gM
ANA, dsDNA negative, normal findings in the urine , positive serum Ig G antibodies ELISA to Borrelia garinii
and B.afzelii, borderline positive IgG Westernblot, IgM negative in all classes. Treatment Lendacinem inj i.v.
Following the last CTX dose appeared significant abdominal pain, repeated episodes of vomiting, watery
stools. Laboratory analysis showed CRP 179 mg / 1, bilirubin 87 micromol / L, ALT 0.89 ukat/l,, AST 3.58
pkat/l, LD 28.39 pkat/l, creatinine elevation to 680 micromol / 1, urea 30 mmol / 1, leukocytosa 37 , mild
thrombocytopenia, anemia HB 7.7 g/ 1, Coombs PAT- 2 +, macroscopic hematuria and proteinuria 860 mg /1, still
highly positive IgG antibody 1:640 ANA, ENA screen negative, C30.94, C4 0.10, CIK 85. The USG described
large kidneys with diffuse parenchymal lesions, hepatomegaly, cholelithiassis and sludge in the gallbladder.
The renal biopsy showed tubules with lower epithelial cells , filled with erytrocytes, fine interstitium, with
no signs glomerulopathy , without crescents . The renal biopsy findings do not suggest an autoimmune renal
disease but supports a diagnosis of an acute tubular necrosis in the incipient stage.

According to signs of dehydration, oliguria and elevated serum creatinine the rehydration therapy started
with diuretic support, but with no effect. The acute hemodialysis treatment was initiated immediately per
vias CVC for duration of 8 days, a pulse of steroids was given, followed by administration of prednisone.
The creatine level gradually decreased, the polyuric phase followed. Cause corticosteroid therapy the
steroid DM developed ,the insulin administration was needed. After discontinuation of corticosteroids
the signs of DM disappeared. The swelling of the right knee relieved with a reduction in pain. In time
of discharge : a mild anemia, leukocytes, cretinin, urea, CRP, bilirubin, ALT, AST, LD, blood glucose
in normal range, direct Coombs- negative. In the urine without erytrocytes ,only borderline proteinuria.
During ambulatory monitoring in the next months, the patient had the symptomatic treatment only for ongoing
joint problems with a tendency to deteriorate. Immunological parameters showed a growing positivity of ANA
autoantibodies Ig G, these values grew up to 1:2560, serological positivity Ig G to borrelia persisted. The girl
was transmited to the care of rheumatology department, where parenteral methotrexate therapy was started.

Discussion: The diagnosis of SLE with renal involvement and secondary AIHA was considered in the differential
diagnosis, however, renal biopsy findings ruled out the specific renal impairment. Renal parameters persisted
within a normal range after discontinuation of steroids. Autoantibodies dSDNA and ENA were consistently
negative. The diagnosis of SLE is not supported. The increasing level of positive autoantibodies ANA and
the progressive deterioration of articular symptomatology is a result of progression of the rheumatoid joint
impairment. Some patients treated with antibiotics for Lyme arthritis do not suppress their articular problems.
In individual patients, a predefined rheumatological auto-immunity might be unmasked by borrelial infection.
Conclusion: We present a rare complication of treatment with ceftriaxone. According to ANA autoantibody
positivity and cytological findings in the aspirate, the rheumatoid etiology of joint problems can not be
excluded. n response to ceftriaxon therapy with reinductive dose the toxic reaction has developed with
DITHA, dehydration and the acute renal failure due to intravascular hemolysis and ATN caused DIIHA with
prerenal causes.
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MA DEFINICE ABPM HYPERTENZE U DETi ZAHRNOVAT
I STREDNI ARTERIALNI TLAK?

T. Suldkova, J. Feber!
K. détského 1ékaistvi FN Ostrava a LF Ostravska Univerzita, Ceska rep., !Department of
Pediatrics, Children’s Hospital of Eastern Ontario, Ottawa, Canada

Cil: K diagndze hypertenze (HTN)/normotenze (NT) pti 24hodinovém ambulantnim monitorovani
krevniho tlaku (ABPM) se bézné vyuziva hodnoceni systolického nebo diastolického krevniho
tlaku (STK nebo DTK). Stiedni arterialni tlak (MAP) se v klinické praxi bézné nevyuziva navzdory
tomu, ze je ptimo méfen oscilometrickym pfistrojem a mize byt porovnavan s normativnimi
hodnotami (Wuehl, 2002). Cilem studie bylo analyzovat, zda zatazeni MAP do definice HTN
zlep$i u déti detekci HTN na ABPM.

Metody: Retrospektivng jsme analyzovali ABPM zaznam u 229 déti (116 chlapct, median véku
15.31 roku), které byly odeslany k vysSetieni pro suspektni HTN. Diagnézu HTN jsme stanovili
pomoci 2 definic: (A) pokud Z skore MAP a/nebo STK a/nebo DTK bylo > 1.65 SDS (. > 95.
percentil) v periodé 24hodin a/nebo dne a/nebo noci, (B) pokud Z skore STK nebo DTK bylo >
1.65 SDS (tj. > 95. percentil) v periodé 24hodin a/nebo dne a/nebo noci.

Vysledky: Podle definice A (zahrnujici MAP) byla HTN/NT diagnostikovana u 46/183 pacientii
na rozdil od definice B (bez MAP), podle které pouze 37 pacienti mélo HTN a 192 bylo
normotenznich (Fisher exact test, p= 0.001). Urovei shody v po&tu pacientii s HTN/NT stanovené
podle definice A nebo B byla velmi dobra (kapa =0.86+0.04; 95% CI 0.78-0.95). Nicmén¢ u
9/46 pacienti s HTN (19.5%) byla diagnostikovana NT nebo hypertenze bilého plasté, pokud
nebyl do definice HTN vélenén i MAP. Téchto 9 pacient mélo pouze mirnou HTN s medianem
Z skore 1.69 SDS (1.66 az 2.16).

Zavér: Pocet hypertenznich pacientu se signifikantné zvysil, pokud byl k definici HTN na ABPM
pouzit i MAP. Vyuziti MAP je vyznamné pii detekci mirné HTN u pacient s normalnim nebo
hrani¢nim STK a DTK.

terezie.sulakova@fnspo.cz,
tel: +420 59 737 3527, +420 606 707 997
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SHOULD THE MEAN ARTERIAL PRESSURE BE INCLUDED IN
THE DEFINITION OF AMBULATORY HYPERTENSION
IN CHILDREN?

T. Sulikova, J. Feber!
University of Ostrava, Ostrava, The Czech Republic,'Department of Pediatrics, Children’s
Hospital of Eastern Ontario, Ottawa, Canada

OBJECTIVE: The diagnosis of hypertension (HTN)/normotension (NT) on ambulatory blood
pressure monitoring (ABPM) is usually based on evaluation of systolic (SBP) or diastolic blood
pressure (DBP). The mean arterial pressure (MAP) is not frequently used in clinical practice
despite the fact that it is directly measured by the oscillometric device and can be compared with
normative values (Wuehl et al, 2002). The goal of the study was to analyze whether inclusion
of MAP improves the detection of HTN on ABPM.

METHODS: We retrospectively analyzed ABPM records in 229 children (116 boys), median
age of 15.31 years, referred for evaluation of HTN. The diagnosis of HTN was made using two
definitions: (A) if either MAP or SBP or DBP Z scores were > 1.65 SDS (95th percentile) during
24h or daytime or nighttime periods (B) if either SBP or DBP Z scores were > 1.65 SDS (95th
percentile) during 24h or daytime or nighttime periods.

RESULTS: Using the definition A (including MAP), 46 patients had HTN and 183 patients had
NT compared to the definition B (without MAP) by which only 37 patients had HTN and 192
patients had NT (Fisher exact test, p=0.001). The level of agreement between the two definitions
was very good; kappa = 0.86+0.04; 95% CI 0.78-0.95. However, 9 out of 46 patients with HTN
(19.5%) were missed by not using the MAP in the definition of HTN. These nine patients had
only mild HTN with a median Z score of 1.69 SDS (range from 1.66 to 2.16).
CONCLUSIONS: The inclusion of MAP in the definition of ambulatory hypertension significantly
increased the number of hypertensive patients. MAP may be very helpful in detecting mild HTN
in patients with normal/borderline SBP and DBP.

terezie.sulakova@fnspo.cz,
tel: +420 59 737 3527, +420 606 707 997
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DISSEKCE RENALNI ARTERIE. KAZUISTIKY.

T. Suldkova, A. Nemcova, A. Bosakovd, J. Chmeloval, V.Prochazka!
K. détského 1ékaistvi a 'Ustav radiodiagnosticky, FN Ostrava, Ceska republika

POZADI: Dissekce renalni arterie (RAD) je vzicnou pii¢inou renovaskularni hypertenze (RVH).
RAD muze byt akutni nebo chronicka. Akutni RAD se d¢li na spontanni, iatrogenni a ptipadné
formu spojenou s posmrtnymi nalezy. Chronické RAD se déli na funkéni a silentni formy. V etiologii
akutni spontanni RAD se uplatiuje zejména fibromuskularni dysplazie, zavazna ateroskleroza,
maligni hypertenze, Ehlers — Danlostiv a Marfaniv syndrom, nicméné tento stav mize vzniknout
i u zdravych osob s normalnim krevnim tlakem. Nejcastéj$imi ptiznaky akutni RAD je bolest
bticha a hypertenze. Chronicka RAD je etiologicky nejcastéji spojena s fibromuskularni dysplazii
ledvinné tepny. Tento typ dissekce se typicky prokazuje béhem vySetieni pro RVH, ktera mize
byt zptsobena vlastni dissekci nebo je spojena s fibromuskularni dysplazii. Lécba RAD zistava
stale kontroverzni a zahrnuje farmakologickou kontrolu hypertenze, endovaskularni a chirurgickou
1é¢bu. V détském véku je RAD popisovana velmi vzacné.

METODY A VYSLEDKY: 1. Divka s Ehlers-Danlosovym syndromem IV. typu byla
opakovan¢ hospitalizovana a lé¢ena pro spontanni krvaceni (hemoperitoneum, hemothorax
a hemoretroperitoneum). Ve 13 letech po tzdravé z krvaceni do retroperitonea byla u divky
zjisténa postupné se zmensujici leva ledvina a hypertenze. Na CT angiografii bylo prokazano
dissekujici aneurysma s centralni trombozou pravé renalni tepny a vakovité aneurysma mezi dvéma
stenozami levé renalni tepny. Vzhledem k zakladni diagnoze byla mozna pouze konzervativni
16¢ba. 2. Ctrnactileta divka byla hospitalizovana po padu z koné s hematurii a podezienim na
kontuzi levé ledviny. Na CT scanu byla zjisténa tézka hypoperfuze levé ledviny. Byla provedena
DSA s nalezem kompletniho uzavéru levé ledvinné tepny a cév hilu. Rekanalizace a trombolyza
ledvinné tepny se nezdatila a doslo k afunkci ledviny. Po 8 mésicich od ptihody byla provedena
nefrektomii pro vyvoj zavazné hypertenze.

ZAVER: Dissekce ledvinné tepny, vzacné pri¢iny RVH, se miize vyskytnout i v détském véku.
Diagnostika a 1é¢ba tohoto stavu vyzaduje zkuSeny multidisciplinarni tym.

terezie.sulakova@fnspo.cz,
tel: +420 59 737 3527, +420 606 707 997
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DISSEKCE RENALNI ARTERIE. KAZUISTIKY.

T. Suldkova, A. Nemcova, A. Bosakov4, J. Chmeloval, V. Prochazka!
Departm. of Pediatrics and 'Departm. of Radiology, University Hospital Ostrava, Czech Rep.

BACKGROUND: Renal artery dissection (RAD) is a rare cause of renovascular hypertension
(RVH). Clinical presentation of RAD may be classified as acute or chronic. Acute RADs are
classified as spontaneous, iatrogenic, or agonal (discovered at autopsy), whereas chronic dissections
are classified as functional and silent. The etiology of acute spontaneous RAD is not precisely
defined. Although fibromuscular dysplasia, severe atherosclerosis, malignant hypertension, Ehlers-
Danlos syndrome and Marfan syndrome are known to be associated with RAD according to some
reports, this condition can also develop in a healthy person with normal blood pressure. The most
common symptoms in acute dissection are abdominal pain and hypertension. Chronic RAD are
most frequently associated with fibromuscular dysplasia of the renal artery. These dissections
are typically encountered during the evaluation of RVH caused either by the dissection itself or
associated fibromuscular stenoses. Treatment of RAD remains controversial and includes medical
control of hypertension, surgical intervention and endovascular management.

METHODS and RESULTS: We report 2 cases of RAD. 1. A 13-year old girl was follow —
up with Ehlers Danlos syndrome type IV. She was repeteadly hospitalized with spontaneous
hemoperitoneum, hemothorax and hemoretroperitoneum. After recovery from spontaneous
hemoretroperitoneum, gradual reduction left kidney size and hypertension were find out. CT
angiography was performed and dissecting aneurysm of right renal artery with central thrombosis
and aneurysm between stenoses of left renal artery were discovered. Only conservative therapeutic
approach was possible. 2. A 14- year old girl was hospitalized with hematuria after tumble
down of a horse. Severe hypoperfusion of left kidney was discovered on CT and consecutively
thrombotic occlusion of left renal artery (with dissection) on DSA. The endovascular recanalization
and thrombolysis was not successful. The development of consecutive hypertension led to left
nephrectomy after 8§ months.

CONCLUSIONS: Renal artery dissection - a rare cause of RVH - can also occur in children
age. The therapeutic strategy demands on multidisciplinary experienced team approach.

terezie.sulakova@fnspo.cz,
tel: +420 59 737 3527, +420 606 707 997
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CHRONICKY DIALYZACNI PROGRAM U DETI
V CESKE REPUBLICE V ROCE 2010

Vondrak K. !, Dolezel Z. 2, Dusek J.!, Hladik M.3, Seeman T.!, Simankova N.!, Starha J 2,
Zaoral T.3, Zieg J.! a Janda J. 1.

1 pediatricka klinika FN Motol

211. détska klinika Brno

3 Oddéleni pediatrické resuscitaéni a intenzivni péée FN Ostrava

Prezentujeme kazdoro¢ni souhrn udajt o 1écbé détskych pacienti do 19 let véku s chronickym
selhanim ledvin v Ceské republice za rok 2010.

Data jsou shromazd’ovana ve spolupraci 3 dialyzacnich stfedisek pro déti a dorost - v Praze
(Pediatricka klinika FN Motol), Brné (I1. détska klinika FN Brno) a Ostravé (Oddéleni pediatrické
resuscitacni a intenzivni péée FN Ostrava).

Vysledky:

Incidence novych piipadii chronického selhani ledvin (stadium ESRD vyzadujicich RRT) u déti
do 19 let (1,97 milionu) byla v CR v roce 2010 5.6 pmarp (per million age related population).
Lécba nahradou funkce ledvin byla zahdjena u 11 déti. PD u 7, HD 4 déti. Tx ledviny byla
v roce 2010 provedena u 6 déti, vSechny od kadaverdznich darct. Nebyla zadnéd preemptivni
transplantace.

Prevalence CHSL (pocet piezivajicich pacientii 1éCenych nekterou z forem RRT - dialyza,
transplantace s funkénim tépem) u déti v CR do 19 let byla k 31.12.2010 27.4 pmarp.
K 31.12.2010 byly v CR lé&eny celkem 54 dé&ti. Z tohoto souboru bylo 10 déti Iédeno peritonealni
dialyzou (PD), 7 hemodialyzou (HD) a 37 déti bylo po spésné transplantaci ledviny (Tx).
Prevalence CHSL u déti v CR vykazovala mezi roky 1999 az 2007 zvy3ujici se trend.
V roce 1999 byla prevalence ESRD u déti do 18 let (v CR 2 miliony) ,,jen” 19,5 pmarp,
v roce 2003 dosahovala 25,2 a v roce 2007 37.2 pmarp. V nasledujicich letech je patrny
trend k mirnému poklesu, v r. 2010 27.4 pmarp. V evropském registru ERA-EDTA byla
v 1. 1996 prevalence ESRD u déti do 19 let 57,4 pmarp, v 1. 2005 64,4 pmarp a prevalence
ESRD ma v registru ERA-EDTA, na rozdil od stabilni incidence vzriistajici tendenci.
Sougasna incidence ESRD 5.6 pmarp v CR (nizk4 incidence v piedchozich letech vytvati ,,dluh®
v prevalenci) zatim nedava Sanci vyrovnat se v dalSich letech i v prevalenci ESRD ostatnim
evropskym zemim.

Zavér: Incidence ESRD 5.6 pmarp u déti do 19 let v CR nedosahuje hodnot srovnatelnych
s registrem Evropské dialyzacni a transplantacni asociace (ERA-EDTA), kde jiz 10 let dosahuje
stabilnich hodnot 9,3-9,6 pmarp. Prevalence ESRD v CR vykazovala vzestup do r.2007 (37,5
pmarp), v poslednich 3 letech mé vsak tendenci k poklesu ( 31.2, 30.6 resp. 27.4 pmarp). PD
zGstava nejéastéj§i prvni volbou RRT u déti v CR. Néktera z forem RRT je dostupna viem
indikovanym détskym pacientim s ESRD. Dialyza je prostiedkem - 1é¢ebnou metodou, ktera
vede k cili — k Tx ledviny.

Podporeno projektem MZOFNM2005/6906
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ANNUAL 2010 REPORT ON RENAL REPLACEMENT THERAPY
IN CHILDREN IN THE CZECH REPUBLIC

Vondrak K. !, Dolezel Z. 2, Dusek J.!, Hladik M.3, Seeman T.!, Simankova N.!, Starha J 2,
Zaoral T.3, Zieg J.! a Janda J. 1.

! pediatricka klinika FN Motol

211. détska klinika Brno

3 Oddéleni pediatrické resuscitaéni a intenzivni péée FN Ostrava

2010 annual report on renal replacement therapy in children under19 years of age in the Czech
Republic.

On data collection for annual report participated all (3) Czech pediatric dialysis centres - Prague
(Dpt.of Pediatrics, Univ. Hospital Motol), Brno (2nd. Dpt. of Pediatrics, Univ. Hospital Brno)
and Ostrava (Dpt. of Pediatric ICU, Univ. Hospital Ostrava).

Results: 2010 incidence of chronic renal failure (CRF) in children in the Czech Republic
(CZ): renal replacement therapy has been commenced in 11 children (0-19 years). PD as
a first choice in 7, HD in 4 children. No pre-emptive transplantation has been introduced.
The prevalence (number of children surviving on any of RRT modality — dialysis or transplantation
with functional graft) referred to the 31.12.2010: altogether 54 children under 19 years had been
identified as having CRF. Of these 10 were on peritoneal dialysis (PD), 7 on hemodialysis (HD)
and 37 children after successful kidney transplantation (Tx). Kidney transplantation in 2010
underwent 6 children, all cadaver Tx.

The 2010 incidence of ,,new* pediatric patients under 19 years (population of 1,97 million)
suffering from ESRD requiring RRT was in the CZ 5.6 pmarp (per million age related population).
The incidence of ESRD in the CZ has been lower compared to the European (ERA-EDTA) data.
The ERA-EDTA incidence of CRF has been remaining stabile (9,3-9,6 pmarp) for 10 years.
By the end of 2007 the prevalence of CRF in children under 19 years in the CZ was 37,2 pmarp
with continuously increasing tendency (in 1999 was the prevalence of ESRD ,,only* 19,5 pmarp).
For the last 3 years there has been decreasing tendency (31.2 , 30.6, resp. 27.4 pmarp). The
ERA-EDTA 2005 Annual Report reports the ESRD prevalence in children under 19 years 64,4
pmarp, (1996 it was 57,4 pmarp) and the prevalence has an increasing tendency as well.
Current CZ ESRD incidence 5.6 pmarp doesn't give the chance to equilibrate Czech and ERA-
EDTA data on both, incidence as well as prevalence of ESRD in children.

Conclusion: the incidence of ESRD in children in the CZ (5.6 pmarp) is lower than that reported
in ERA-EDTA Report. The prevalence of ESRD in the Czech pediatric population (27.4 pmarp)
has a decreasing tendency from 2007. PD is the most common first choice modality of RRT. RRT
is a generally reasonable method for the children with ESRD in the CZ. Dialysis is the modality
to ensure successful kidney transplantation

Supported by Research Project MZOFNM2005/6906
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NEOBVYKLA PRiCINA CHRONICKEHO RENALNIHO SELHANI
U 16TI LETEHO CHLAPCE - KAZUISTIKA

T. Zaoral, M.Hladik
odd. détské dialyzy, nefrologie, DK FN Ostrava

Autofi popisuji neobvykly pribéh vzniku chronického selhani ledvin u 16ti letého, do té doby
zdravého chlapce.

Obcasné pobolivani v poslednich 6mésicich vedlo k ultrazvukovému vySetfeni a ndhodné zjisténé
pravostranné hydronefroze. K usnadnéni drenaze zaveden stent do hydronefrotické pravé ledviny.
Do 24hodin dochézi k rozvoji urosepse. I pfes parenteralni pokryti ATB rozvoj tézké urosepse se
septickym Sokem a multiorganovym selhanim. Do 36hodin od zavedeni stentu dochazi k anurii,
akutnim renalnimu selhani, respira¢ni insuficienci s obéhovym selhanim.

Autofi popisuji komplikovany prubéh a 1é€bu urosepse s rozvojem akutniho selhani ledvin
v ramci multiorganového dysfunkce, ktery nakonec vedl k chronickému renalnimu selhani.

tomas.zaoral@fno.cz
tel.: 597 373 563, 602 590 942
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UNUSUAL CAUSE OF CHRONIC RENAL FAILURE IN
A 16-YEAR-OLD BOY - CASE REPORT

T. Zaoral, M.Hladik
pediatric nephrology dpt., University hospital Ostrava

The authors describe the unusual course of chronic renal failure in 16-year-old, until then
a healthy boy.

Occasional aching in the last 6 months led to ultrasound examination and randomly identified
right-sided hydronephrosis. To facilitate drainage stent placed in hydronephrotic right kidney.
Within 24 hours leads to the development of urosepsis. Despite parenteral antibiotics covering the
development of severe urosepsis with septic shock and multiorgan failure. Within 36 hours since
the introduction of the stent leads to anuria, respiratory insufficiency with circulatory failure.
The authors describe a complicated course and treatment of urosepsis with the development
of acute kidney injury as part of multiple organ dysfunction, which eventually led to end stage
renal disease.

tomas.zaoral@fno.cz
tel.: 597 373 563, 602 590 942
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EVANSUV SYNDROM U TEZKE FORMY SCHIMKEHO
IMUNOOSEALNI DYSPLAZIE. VZACNE ONEMOCNENI
S VARIABILNIMI PROJEVY.

Zieg Jakub', Kiepelova Anna?, Balai¢akova Miroslava?, Dusek Jifi!, Rosik Tomés!, Seeman
Tomas!, Skalova Sylva?, Sukova Martina3, Siménkova Nadézda!, Vondrak Karel!

"Pediatricka klinika,

2Ustav biologie a 1ékaiské genetiky,

3Détska klinika LF UK a FN Hradec Kralové, Ceské republika

“#Klinika détské hematologie a onkologie, 2. LF UK a FN Motol, Praha, Ceska republika

Uvod: Schimkeho imunoosealni dysplazie (SIOD) je vzacné autozomalné recesivni onemocnéni,
postihujici fadu organt. Projevuje se facialnim dysmorfizmem, spondyloepifyzealni dysplazii,
ktera ma za nasledek dysproporcionalni rastové selhani, T- bunéénou imunodeficienci
anefropatii charakterizovanou steroid rezistentnim nefrotickym syndromem, fokalné segmentalni
glomerulosklerozou. Dal§imi piiznaky jsou ischemické cévni mozkové piihody a migrénovité bolesti
hlavy, dale hematologické abnormality- leukopenie, anemie a trombocytopenie. Zavazny prubech
onemocnéni se mize projevit selhanim kostni diené a tézkymi neurologickymi ptiznaky v podobé
ischemickych ikt, Tito pacienti jsou ohroZeni na Zivoté také zavaznymi infekcemi a umiraji
v raném détském veéku. Jedinci s mirnéj§imi formami nemoci mohou piezit do dospélosti, obvykle
se vSak dostavaji ve druhé dekade Zivota do stadia tézkého chronického renalniho selhani. SIOD je
zplsobena mutaci SMARCAL 1 genu, jehoz produktem je enzym, vyznamny pro genovou expresi.

Kazuistika: 3-leté dévcatko jsme vySetfili na naSem pracovisti pro dysproporcionalni ristovou
retardaci a proteinurii nefrotického razu 1-2g/m2/den. Porod byl ve 36. tydnu téhotenstvi,
komplikovaného intrauterinni riistovou retardaci. Ultrazvuk ledvin po porodu prokazal levostrannou
renalni agenezi. Pii prijeti byl zjistén krevni tlak v pasmu hypertenze, lehka facialni stigmatizace,
disproporcionalni ristova retardace a ¢etné kozni pigmentové skvrny na trupu. Psychomotoricky
vyvoj byl v norm¢. Vstupni laboratof ukazala normalni renalni funkci (glomerularni filtrace Schwartz
94 ml/min/1.73m2), albumin 38.1g/1, cholesterol 7mmol/l, proteinurii 1.5g/m2/den. Krevni obraz
byl bez pozoruhodnosti. V Imunologickém vysetieni prokazalo deficienci CD4+ a CD8+ lymfocyt.
Lécba nefrotického syndromu prednisonem v davee 60mg/m2/den byla bez efektu, nasledné provedena
biopsie solitarni ledviny prokazala nalez fokalné segmentalni glomerulosklerdzy. Pro hypertenzi byla zahajena
lé¢ba ACE inhibitorem. Vzhledem k t&zké imunodeficienci pacientka prodélala nékolik infekei- mykoplazmovou
pneumonii ve véku 3.5 let a o rok pozdé;ji prestala candidovou sepsi a symptomatickou EBV infekei.
Ve 4 letech byla divenka hospitalizovana pro status epilepticus. Magneticka rezonance
mozku prokazala mnohocetné ischemické zmény a oboustranné zzeni arteria cerebri media.
Reakce pacientky na antiepileptika byla pfizniva, nicméné nasledovaly
dalsi mozkové infarkty s postupnym rozvojem triplegie a motorické afazie.
Klinické a laboratorni nalezy nas ptivedly k diagnoze SIOD. Rovnéz rentgenové
nalezy svédcily pro kostni dysplazii. Molekularné genetickd analyza prokazala pfitomnost
mutace ¢.2542G>T (p. Glu848X) v exonu 17 a ¢.1439C>T (p.Pro480Leu) v exonu 8.
Ve 4.5 letech byla u pacientky zjisténa autoimunitni hemolytickd anemie (AIHA)
(HGB 7g/dl, reticuklocyty 3.1%, LDH 7.61 ukat/l, pozitivni antiglobulinovy test) a pozdgji rovnéz
idiopaticka trombocytopenicka purpura s detekovatelnymi protilatkami proti trombocytiim (trombocyty 8
x 109/1). Punkce kostni dfené neprokazala utlum diené ani znamky malignity. Z nalezi bylo patrné, Ze se
jedna o imunni cytopenii, bez znamek selhani kostni dfené. Na zaklad¢ téchto vysledkt byla stanovena
diagnoza Evansova syndromu (ES), jenz je kombinaci AIHA a ITP bez nalezu jasné pfic¢iny onemocnéni.
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Lécba kortikosteroidy (KS) a intravenoznimi imunoglobuliny (IVIG) neméla pfiznivy
ucinek, medikace byla posléze zmeénéna na kombinaci KS s cyklosporinem A. Po
mesici doslo k elevaci trombocytii do pasma nizsi normy, avsak po dalSich 2 mésicich
se trombocytopenie objevila znovu. Stav ditéte se neupravil po podani IVIG ani po 1é¢bé
rituximabem (4 x 375 mg/m2). Béhem této doby doslo k rozvoji tézké koagulopatie
a progresi anemie, a proto byly podany opakované transfuze a trombocytarni naplavy.
Nakonec se u divky rozvinula tézka progresivni neutropenie bez nalezu protilatek proti
neutrofilim, a tudiz jsme tento stav vyhodnotili jako pocinajici selhavani kostni dfené.
Pacientka zemfela v 5.5 letech na multiorganové selhani, postizena enterobakterovou sepsi
a tézkou krvacivou koagulopatii.

Zavér: Predstavujeme kazuistiku ditété postizeného tézkou formou Schimkeho imunoosealni
dysplazie s rituximab rezistentnim Evansovym syndromem. Podobny pfipad nebyl v literatuie
doposud popsan. Détsti nefrologové by si méli byt védomi tohoto zavazného onemocnéni prave
u déti s nefrotickym syndromem a disproporcionalni riistovou retardaci.

jakubzieg@hotmail.com,
tel: +420 224 432 050, 608 276 608
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EVANS SYNDROME IN SEVERE FORM OF SCHIMKE
IMMONOOSSEOUS DYSPLASIA. A RARE DISEASE WITH
HETEROGENEOUS SYMPTOMS.

Zieg Jakub', Kfepelova Anna?, Balas¢dkova Miroslava?, Dusek Jifi!, Rosik Tomas', Seeman
Tomas', Skalova Sylva?, Sukova Martina®, Siménkova Nadézda!, Vondrak Karel!

'Department of Paediatrics,

2Department of Biology and Medical Genetics,

SDepartment of Paediatrics, Faculty of Medicine and University Hospital

in Hradec Kralové, Czech Republic

“Department of Paediatric Haematology and Oncology, Second Medical School,
Charles University, Motol University Hospital, Prague, Czech Republic

Introduction: Schimke immunoosseous dysplasia (SIOD) is a very rare multisystem
autosomal recessive disorder consisting of facial dysmorphism, spondyloepiphyseal dysplasia
leading to dysproportionate growth retardation, T-cell immunodeficiency and nephropathy
characterised by steroid resistant nephrotic syndrome and generally focal segmental
glomerulosclerosis. Additional features include ischemic cerebral attacks and migraine-like
headaches, the hematologic abnormalities of leucopenia, anemia and thrombocytopenia.
The course of the disease may be severe with bone marrow failure, life-threatening neurologic
manifestations as ischemic cerebral attacks and severe systemic infections leading to death in the
early childhood. Milder forms may survive into adulthood with not fully expressed symptoms.
They usually progress to renal failure in their second decade of life. SIOD is caused by mutations
in SMARCALI1 gene. Enzyme producted by this gene plays a role in the regulation of gene
expression.

Case report: A 3-year old girl presented to our centre with disproportionate growth retardation
and nephrotic proteinuria of 1-2g/m2/day. She was born in 36th week of gestation, which was
complicated by intrauterine growth retardation. Postnatal ultrasound showed left-sided kidney
agenesis. On clinical examination she was hypertensive, she had mild facial stigmatisation,
disproportionate short stature, lumbar lordosis, and numerous pigmented macules on her trunk.
She had normal psychomotoric development. Initial laboratory study showed normal renal
function (glomerular filtration rate Schwartz of 94 ml/min/1.73m2), albumin 38.1g/1, cholesterol
7mmol/l, proteinuria of 1.5g/m2/day. Her blood count was unremarkable. Immunological exam
revealed deficiency of CD4+ and CD8+ cells.

For her nephrotic syndrome, we tried a 6 week course of prednisone (60mg/m2/day);
however, she did not respond and her subsequent renal biopsy of solitary kidney showed focal
segmental glomerulosclerosis. She was started on ACE inhibitor to control her hypertension.
Because of her immunodeficiency, she developed multiple infections. At the age of 3.5 she had
Mycoplasma pneumoniae pneumonia and one year after she suffered from Candida albicans
sepsis and symptomatic Epstein Barr virus infection.

Atthe age of 4 she was hospitalized in status epilepticus. Cerebral magnetic resonance imaging
showed multiple ischemic changes and narrowing of the middle cerebral artery bilaterally. The
seizures responded to antiepileptics; however, she had additional cerebral infarcts and became
triplegic with motoric aphasia.

Based on her clinical and laboratory findings we suspected the diagnosis of SIOD. Her skeletal
radiographs also demonstrated the typical features of bone dysplasia. Mutations ¢.2542G>T (p.
Glu848X) in exon 17 and ¢.1439C>T (p.Pro480Leu) in exon 8 were identified by molecular
genetic analysis.
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In addition to the above problems, at the age of 4.5 years the patient also developed
autoimmune hemolytic anemia (AIHA) (HGB 7g/dl, reticuklocytes 3.1%, LDH 7.61 ukat/l, positive
antiglobulin test) and subsequently idiopathic thrombocytopenic purpura (ITP) with detectable
antiplatelet antibodies (plateletes 8 x 109/1). Bone marrow aspiration did not show depression
or malignancy. It was compatible with immune cytopenia and was not typical for bone marrow
failure. Based on this combination of these features, she was diagnosed with Evans syndrome,
which is a combination of AIHA and ITP in the absence of identifiable underlying pathology.
She did not respond to corticosteroids (CS) nor to intravenous imunoglobulin (IVIG), her therapy
was then changed to CS and cyclosporin A, and after one month, her platelets increased to the
lower normal range. However, her thrombocytopenia reoccured after 2 months, and was again
unresponsive to IVIG as well as a trial of rituximab (4 doses of 375mg/m2). Throughout this
time, the patient developed severe coagulopathy, the anemia progressed such that she required
multiple transfusions of red blood cells and plateletes. Finally she developed severe progressive
neutropenia without detectable anti-neutrophil antibodies, therefore we interpreted this as the
onset of bone marrow failure. The patient died at the age of 5.5 years from multiorgan failure
secondary to Enterobacter cloacae sepsis and severe bleeding coagulopathy.

Conclusion: We present a child with severe form of Schimke immunoosseous dysplasia who
developed rituximab resistant Evans syndrome, which has not been reported before. Pediatric
nephrologists should be aware of this insidious disease in children with nephrotic syndrome and
disproportionate growth failure.

jakubzieg@hotmail.com,
tel: +420 224 432 050, 608 276 608
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MUZEME ODHALIT SNIiZENOU RELATIVNI FUNKCI LEDVINY
POMOCI STANOVENI GLOMERULARNI FILTRACE
A/NEBO ULTRAZVUKEM?

Jakub Zieg!, Pavel Geier?, Scott Walker, Marta Pytlak?, Janusz Feber?
IPediatrické klinika 2.LF a FN Motol, Praha, Ceska republika
2Children’s Hospital of Eastern Ontario, Ottawa, Canada

Uvod:Snizena relativni funkce ledviny (RFL) je dulezitym ukazatelem
poskozeni ledvinného parenchymu a muZe byt stanovena izotopovou scintigrafii
(99mTc dimerkaptosukcinova kyselina, DMSA). Nicméné provedeni DMSA muze byt technicky
obtizné u malych déti a je spojeno s nezanedbatelnou davkou zateni.

Cil studie: Stanovit, jestli ztrata RFL muze byt odhalena
1) recentné vytvotrenymi rovnicemil,2 k vypoctu glomerularni filtrace (GFR) a/nebo
2) stanovenim délky ledviny ultrazvukem (UZ)

Pacienti a metody: Retrospektivné jsme analyzovali data 123 pacientt (65 chlapci, median véku 4.98
let), ktefi podstoupili vySetfeni DMSA scintigrafii v obdobi mezi lednem 2006 a ¢ervnem 2011. Indikaci k
DMSA byly strukturalni ledvinné anomalie diagnostikované US, mocové infekce a arterialni hypertenze.
Ze zdravotni dokumentace jsme vyhledali a zaznamenali hodnoty vysky, sérovych hladin urey,
kreatininu (Skr) a cystatinu C (CysC). GFR byla stanovena 1) modifikovanou rovnici dle Schwartze
(mSchwartz GFR), kterou lze vypocitat z hladiny Skr a vysky, 2) novou rovnici ke stanoveni GFR
z hodnot urey, Skr, CysC a vysky (CKiD GFR)1. Ztratu RFL jsme vypo¢itali jako rozdil mezi normalni
RFL (50%) a aktualni RFL ledviny s hors$i funkci. Délka ledvin zjisténa UZ (provedenym v obdobi
do 6 mésic od DMSA) byla pfepocitana na smérodatné odchylky (SDS) dle normalnich hodnot
vztazenych k vysce dle Dinkela et al3.

Vysledky: Mezi mediany mSchwartz GFR a CKiD GFR nebyl statisticky vyznamny rozdil (97.0
a94.9 ml/min/1.73m2). Dle naseho o¢ekavani hladiny Skr ani CysC nekorelovaly se RFL. Statisticky
vyznamné korelovaly hodnoty mSchwartz GFR s RFL (p=0.04), ale smérnice regresni kiivky Skr
a mSchwartz nebyly vyznamné rozdilné. Naproti tomu, regresni linie CKiD GFR byla statisticky
vyznamna (y=102.8-0.27x,p=0.02) a smérnice regresnich kiivek mezi CKiD GFR a CysC byly
statisticky vyznamné rozdilné (p=0.01). Tyto vysledky naznacuji, ze CKiD GFR je dostate¢né
citliva k zachyceni zmén v RFL. UZ byl proveden u 84 déti. Median, (mezikvartilové rozpéti) délky
levé ledviny byl +1.2 (-0.57,2.8) SDS, u pravé ledviny byl +0.86(-0.71,+2.38) SDS. Nenalezli jsme
korelaci mezi délkou ledviny a jejim RFL. Nicméné délka levé ledviny <-1SDS byla vyznamné
asociovana s RFL mensim nez 35%. (p=0.0001, relativni riziko 4.9, senzitivita 43%, speciicita 97%).
Obdobné vysledky byly zjistény i pro pravou ledvinu (p=0.0001, relativni riziko 3.6, senzitivita 36%,
specificita 98%).

Zavér: GFR stanovena pomoci nové rovnice (CKiD GFR) koreluje se zménami v RFL, nicméné
samotny vypoc¢et GFR nesta¢i k identifikaci pacientd s vyznamnym bytkem stranové funkce (pod
35%). Naopak, délka ledviny je silnym prediktorem RFL, jelikoZ jsme prokazali statisticky vyznamnou
korelaci mezi délkou ledviny <ISDS a RFL<35% (relativni riziko 3.6-4.9). Pomoci kombinace CKiD
a UZ se miizeme vyhnout provadéni DMSA u vybranych pacienta.
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CAN DECREASED RELATIVE RENAL FUNCTION BE DETECTED
BY GLOMERULAR FILTRATION RATE
AND/OR ULTRASONOGRAPHY?

Jakub Zieg!, Pavel Geier?, Scott Walker, Marta Pytlak?, Janusz Feber?
'Departments of Paediatrics, Second Medical School, Charles University, Motol, University
Hospital, Prague, Czech Republic, 2Children’s Hospital of Eastern Ontario, Ottawa, Canada

Background: Decreased relative renal function (RRF) is an important marker of parenchymal renal damage
and can be assessed by isotope scintigraphy (99mTc dimercaptosuccinic acid, DMSA). However, DMSA
scans may be technically difficult in small children and associated with non-negligible radiation loads.
Aim of the study: to assess whether loss of RRF can be detected by recently developed formulas for
glomerular filtration rate, (GFR)1,2 and/or 2) kidney length on ultrasonography.

Patients and Methods: We performed a retrospective review of 123 patients (65 boys, median age
4.98 years) who underwent a DMSA scan between January 2006 and June 2011. The indications for
DMSA scans included structural kidney anomalies on ultrasonography (US), recurrent urinary tract
infections and arterial hypertension. Body height, along with the results of serum urea, creatinine
(Scr) and cystatin C, (CysC) performed within 6 months of the DMSA scan were collected. GFR was
assessed by 1) a modified Schwartz GFR (mSchwartz GFR) calculated from SCr and heightl; and 2)
anew GFR formula including urea, SCr, CysC and height (CKiD GFR)1. Loss of RRF was calculated
as the difference between the expected RRF (50%) and the actual RRF of the worse functioning kidney.
Kidney length obtained by US (performed within 6 months of the DMSA scan) was converted into
standard deviation scores (SDS) based on height related normative data by Dinkel et al3.

Results: Median mSchwartz GFR and CKID GFR were not significantly different (97.0 and 94.9 ml/
min/1.73 m2) respectively. As expected, neither Scr nor CysC serum levels correlated with the loss of RRF.
A significant correlation was found between the mSchwartz GFR and the loss of RRF (p=0.04), but the slopes
of SCr and mSchwartz GFR were not significantly different. In contrast, the regression line of CKID GFR
was significant (y=102.8-0.27x, p=0.02) and the slopes between the CKID GFR and CysC were significantly
different (p=0.01). This suggests that the CKID GFR is sensitive enough to detect changes in the RRF.
US results were obtained from 84 children, with a median (interquartile) range encompassing the length
of the left and right kidney, of +1.2 (-0.57 to +2.8) SDS and +0.86 (-0.71 to +2.38) SDS respectively.
No correlation was found between the kidney length and its respective RRF. However, left kidney
length of <-1 SDS was significantly associated with the RRF of less than 35% (p=0.0001, relative
risk 4.9, sensitivity 43%, specificity 97%). Similar results were obtained for the right kidney length
(p=0.0001, relative risk 3.6, sensitivity 36%, specificity 98%).

Conclusion: The newly developed GFR formula, including serum urea, SCr, CysC and height, (CKID
GFR) can detect changes in relative renal function but is not powerful enough to detect patients with
a poorly functioning kidney (relative renal function of less than 35% RRF). In contrast, the kidney
length is a powerful predictor of the RRF, having a strong association between the kidney length of
less than -1 SDS and an RRF of <35% (relative risk 3.6-4.9). The combination of CKID GFR and
US may obviate the need for performing the DMSA in selected patients.
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Urine neutrophil gelatinase —associated lipocalin (NGAL) as a marker
of acute kidney injury (AKI) in children

Blahova K. !, Fencl F.!, Stara V.!, Pechova M.2, Priisa R.2.
Dptm. of Pediatrics', Dptm.of Biochem 2, University Hospital Prague Motol

Objectives: Acute kidney injury (AKI) is a frequent and serious condition. Clinically it is most
important to diagnose it at an early stage. Urine neutrophil gelatinase-associated lipocalin - a 25
kDa protein - (NGAL) levels rise steeply immediately after kidney injury (2 hours after serious
ischemic insult). Urine NGAL seems to be a promising biomarker (,,renal troponin®) of AKI.
Materials: Urine samples from 14 pts with AKI (ischemic injury, tubular necrosis), 10 pts with
chronic kidney diseases (CKD- nephrotic syndrome, IgA nephropathy), 3 pts with prerenal
azotemia and 10 healthy controls were obtained.

Method: Serial of 37 urine samples were analysed by ARCHITECT Urine NGAL assay/analyzer
— a chemiluminiscent microparticle immunoassay (CMIA) for rapid quantitative detection of
NGAL. The defined normal urine NGAL was <131.7 ng/mL. Statistical analysis was performed
using GraphPad Prism.

Results: Urinary NGAL levels in pts with AKI (median: 1 700 ng/mL, maximal levels: >6 000
ng/mL) were significantly higher (p < 0.0001, p <0.0001) than in controls (median: 7.1 ng/mL,
maximal level: 51 ng/mL) and pts with CKD (median: 9.7 ng/mL, maximal level: 99.4 ng/mL).
200-fold higher difference in the median values of pts with AKI compared with controls and
pts with CKD were detected. Statistical analysis of pts with prerenal azotemia (small number of
pts) was not performed (maximal level: 56.0 ng/mL). The courses of urinary NGAL levels of
3 pts with AKI during 3 weeks are demonstrated.

Conclusion: Urinary NGAL may be useful for the diagnosis, treatment (optimize hemodynamics after cardiac
surgery, monitoring after renal transplantation, avoid nephrotoxic drugs and for the prediction of clinical outcome.
It is to be expected that serial rather than isolated single measurement of urinary NGAL will
provide the most useful data.

Presented as poster at the ESPN Annual Meeting in Dubrovnik, 2011
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RIZIKO INFEKCE MOCOVYCH CEST
PRI POSTNATALNIM ULTRAZVUKOVEM NALEZU
HYDRONEFROZY U DETI DO 2 LET VEKU

Flogelova!, Halek 2, Smakal®, Michalkova*, Svecova?
'Univerzita Palackého Olomouc,

“Novorozenecké oddéleni,

3Urologicka klinika,

#Radiologicka klinika FN Olomouc

Cil: Zjistit, zda u déti s dilataci ledvinové panvicky (DLP) pfi screeningovém postnatalnim
ultrazvukovém (UZ) vySetieni je vétsi vyskyt febrilni infekce mocovych cest (IMC) v prvych
2 letech zivota oproti détem s normalnim UZ.

Metody: Prospektivné jsme vysettili UZ ledvin u 6 088 zralych novorozencti FN v Olomouci.
Vsechny déti s DLP 5 a vice mm v pti¢né projekci anteroposterior intrarenalné (APIR) byly dale
sledovany. Téchto 236 déti bylo rozdéleno do 4 skupin podle velikosti DLP (5-7mm, 7-10mm,
10-15mm, >15 mm). Byl u nich sledovan vyskyt febrilnich IMC a vad urotraktu. Retrospektivné
bylo u vSech zbyvajicich déti souboru (5 852 déti s normalnim UZ) sledovano, zda byly 1éceny
v prvych 2 letech véku pro febrilni IMC. Statistika: chi-kvadrat, Fisherdv exaktni test.
Vysledky: Vyskyt febrilni IMC byl u déti s normalnim UZ ledvin 1,2%. U déti s postnatalni DLP
byl vyskyt IMC vyznamné vyssi a to jak celkové - 8.90% (p <0,0001) tak ve vSech skupinach kromé
skupiny s nejvétsi DLP. Febrilni IMC se vyskytla v 7,53% pii APIR 5-7mm (p<0,0001), v 8,57%
pti APIR 7-10mm (p=0,001), v 20% pii APIR 10-15mm (p=0,003) a v 6,67% pii APIR >15mm
(p=0,238, nesignifikantni rozdil).

Zavér: Byl prokazan 7x vyssi vyskyt IMC u déti s prikazem postnatalni hydronefrozy oproti
détem s normalnim postnatalnim UZ. Tento rozdil byl statisticky vyznamny pfi DLP 5-15mm.

Hana.Flogelova@seznam.cz
tel.: +420 732 850 559
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RISK OF URINARY TRACT INFECTION IN CHILDREN UNDER
2 YEARS OF AGE WITH HYDRONEPHROSIS

Flogelova!, Halek 2, Smakal®, Michalkova*, Svecova?
"Palacky University,

’Dept. of Neonatology,

*Dept. of Urology,

“Dept. of Radiology, University Hospital Olomouc

The aim of the study: To find out if children with renal pelvis dilatation (PD) detected by postnatal
ultrasound (US) screening have higher incidence of febrile urinary tract infection (UTI) in the
first two years of life than those with normal US findings.

Methods: Prospective US examinations of the kidneys were performed in all 6,088 mature
newborns born in the University Hospital Olomouc. All infants with PD >5 mm in the transverse
anteroposterior intrarenal (APIR) view were followed. This group of 236 children was divided
into 4 subgroups according to the extent of PD: 5-7 mm, 7-10 mm, 10-15 mm and >15 mm. The
incidence rates of febrile UTI and uropathies were studied. Retrospectively, all the remaining
infants (5,852 children with normal US findings) were evaluated for treatment of febrile UTI in
the first 2 years of life. Fisher’s exact test and chi-square test were used for statistical analysis.
Results: The incidence of febrile UTI in infants with normal kidney US findings was 1.2%.
Children with postnatally detected renal PD had statistically significantly higher rates of
febrile UTI, both generally (8.90%, p<0.0001) and in all subgroups with the exception
of the greatest dilatation subgroup. Febrile UTI developed in 7.53% with APIR 5-7 mm
(p<0.0001), 8.57% with APIR 7-10 mm (p=0.001), 20% with APIR 10-15 mm (p=0.003)
and 6.67% with APIR >15 mm (p=0.238, nonsignificant).

Conclusion: The incidence of febrile UTI was 7 times higher in infants with postnatally detected
hydronephrosis than in those with normal postnatal kidney US findings. The differences were
statistically significant in 5-15 mm renal PD.

Hana.Flogelova@seznam.cz
tel.: +420 732 850 559
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OVERENI KVANTIFIKACE POMERU SEPAROVANE FUNKCE
LEDVIN POMOCI DMSA SCANU METODOU 3D PRI SPECT

Chroustova D.!, Trnka J.!, Urbanova 1.2, Langer J.2

1Ustav nuklearni mediciny VEN a 1. LF UK Praha
2Détské oddéleni FN Na Bulovce, Praha
3Klinika déti a dorostového lékatstvi VFN a 1.LF UK Praha

Prioritnim parametrem statické scintigrafie ledvin pomoci 99mTc DMSA (kyselina dimerkaptojantarova)
je stanoveni separované funkce ledvin, ktery pfinasi cennou informaci pii nejruznéjsich ledvinnych
onemocnénich a vrozenych vyvojovych vadach.

Cil prace: Pti zadavani cile nasi prace jsme vychazeli z pfedpokladu, Ze nejpiesnéjsi hodnoty tohoto
parametru ziskame z tomografického vysetieni SPECT (Single Proton Emission Tomography).
Porovnavali jsme hodnoty separované funkce ledvin ziskané pti bézné planarni scintigrafii (DMSA
scan), provadéné na 2 rtiznych gamakamerach s hodnotami ziskanymi pii SPECT. Cilem prace
bylo zjistit, zda se vypocty tohoto parametru u obou metod vyznamnéji odlisuji.

Soubor pacientii a metodika: Celkem bylo vysetfeno 81 pacientd (30 muzského pohlavi
a 51 zenského pohlavi ve véku od 5 do 56 let). U vSech pacientu byl proveden DMSA scan za
2 hodiny po aplikaci 9mTc-DMSA. Separovana funkce ledvin byla stanovena 3 metodami na
2 gamakamerach: A) z pfedni a zadni projekce pii zméné polohy pacienta s korekci na hloubku
uloZeni s pouzitim vypoctu geometrického priméru na planarni jednohlavé kamefe MB 9200
(Octnucline), B) ze stejnych projekei a stejnym vypoctem z obrazt, ale bez zmény polohy pacienta
na 2hlavé kamefe Infinia GE, C) pii SPECT opét na 2hlavé gamakamefe Infinia GE s pouzitim
vypoctu geometrické a intenzitni masky na oddéleni jednotlivych ledvin a na separaci ledvin
od pozadi se stanovenim poméru souctu voxeld v jednotlivych ledvinach. Hodnoty separované
funkce ziskané 3 metodami byly vzajemné srovnany pomoci oboustranného parového T-testu.
Vysledky: Pii hodnoceni separované funkce ledvin na planarni scintigrafii se vysledky na obou
gamakamerach Ostnucline & 2D Infinia vyznamnéji neliSily (P-value "= 0,832202834, primérny
rozdil vysledkd v procentnich bodech 1,1647058). Rozdilné vysledky byly zjistény pfi srovnani
hodnot ziskanych planarni a SPECT metodou: Ostnucline & 3D Infinia (P-value 5,15676E-05,
prumérny rozdil vysledk v procentnich bodech 2,08235294) a 2D Infina & 3D Infinia (P-value
1,6394E-05, pramérny rozdil vysledka v procentnich bodech 1,88235294).

Zavér: Prestoze hodnoceni vysledkd separované funkce ledvin se statisticky vyznamné lisily
(absolutné az o 5 procentnich bodl a praimérné okolo 2 procentnich bodt) pfi srovnani 2D a 3D
metodiky, z hlediska klinického se 1i§i nevyznamné. Na zakladé¢ téchto vysledkd, 1ze hodnoty
separované funkce ziskané bézné pti planarni technice s korekci na hloubku ulozeni ledvin
povazovat za validni.

Daniela.Chroustova@vfn.cz,
Tel.: 605 866 931
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VERIFICATION OF QUANTIFICATION OF THE SEPARATE RENAL
FUNCTION RATIO IN DMSA SCAN USING SPECT 3D METHOD

Chroustova D.!, Trnka J.!, Urbanova 1.2, Langer J.2

1Department of Nuclear Medicine General Theaching Hospital and 1th Faculty of Medicine
Charles University Prague

2Department of Paediatrics University Hospital Bulovka Prague

3Clinic of Paediatrics and Adolescent Medicine General Theaching Hospital and 1th Faculty
of Medicine Charles University Prague

The primary parameter of static renal scintigraphy using 99mTc- DMSA (dimercaptosuccinic
acid) is determination of separate renal function, which provides valuable information about
various renal diseases and congenital abnormalities.

Aim: When specifying the objectives of our work we proceed from the assumption that the most
accurate values of this parameter is obtained from SPECT (Single Proton Emission Tomography)
examination. We compared the separate renal function values obtained by routinely provided
planar scintigraphy (DMSA scan) using 2 different gammacameras with SPECT values during
execution. The aim was to determine whether the calculations of these parameters for the two
methods differ significantly.

Patients and methods: A total of 81 patients were examined (30 males and 51 females aged
from 5 to 56 years). DMSA scan was performed 2 hours after administration of 99mTc-DMSA
in all patients. Separate renal function was determined using 3 methods on 2 gammacameras:
A) from the anterior and posterior projections with the patient position changes between
projections, which were corrected for depth of the kidney position with the calculation using
the geometric mean on the planar one head gammacamera MB 9200 (Octnucline), B) from the
same projections with same mathematical analysis, but without changing the patient position
in the acquisitions on the two head gammacamera Infinia GE, C) from SPECT images on the
two head gammacamera Infinia GE, with using geometric and intensity calculation masks for
separation of the individual kidneys and kidneys and their background setting ratio of the sum
of voxels in each kidney. Separate function values of the all methods were mutually compared
using two-tailed T-test.

Results: The values of the separate renal function using the planar scintigraphy on both
gammacameras (Ostnucline & 2D Infinia) were not significantly different (P-value
= 0,832202834, mean average different 1,1647058). Different results were find by
comparison the values using planar and SPECT technigue: Ostnucline & 3D Infinia GE
(P-value 5,15676E-05, mean average different 2,08235294) a 2D Infinia GE & 3D Infinia (P-value
1,6394E-05, mean average different 1,88235294).

Conclusion: Although results of the separate renal function were statistically significantly different
(absolutely by 5 percentage points and average about 2 percentage points) by comparison of the
2D and 3D methods, in terms of the clinical interest they differed insignificantly. Based on these
results routinely evaluation of separate renal function using planar technique with correction of
the renal position depth can be considered valid.

Daniela.Chroustova@vfn.cz,
Tel.: 605 866 931
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HYPERECHOGENNI LEDVINY U PLODU

Laubova J.
Détska klinika IPVZ, Masarykova nemocnice v Usti nad Labem, Krajska zdravotni a.s.

Uvod: fyziologicky je v prenatalnim obdobi echogenita parenchymu ledvin shodna s echogenitou
parenchymu jater, u fady patologickych stavi vak byva vyssi.

Cil prace: uvést prehled nejcastéjsich patologickych stavil spojenych se zvySenou echogenitou
ledvin a prezentovat ¢tyii kazuistiky — plod s polycystickou chorobou ledvin autozomalné
dominantni a recesivni, s dysplazii ledviny nejasné etiologie spojenou s resorpci ledviny a plod
s kongenitalni erytropoetickou porfyrii.

Zavér: souCasny vyskyt zvysené echogenity ledvin a snizeného mnozstvi plodové vody je situace
prognosticky velmi neptizniva. V piipadé normélniho mnozstvi plodové vody je stanoveni
progndzy zna¢né obtizné, u uréitého poctu plodi je totiz postnatalné nalezen normalni ledvinny
parenchym.

jana.laubova @ mnul.cz,
tel.: 477 112 348, 731 535 631
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INCREASED RENAL ECHOGENICITY IN FETUS

Laubova J.
Dptm. of Pediatrics, Masaryk’s Hospital in Usti nad Labem

Introduction: the kidney’s and the liver’s echogenicity are the same in healthy fetus physiologically.
The prenatal increase of the renal echogenicity may be associated with many diseases.

Aim: to provide an overview of the most frequent diagnosis that are associated with increased
renal echogenicity and to present four cases: fetus with autosomal dominant and recessive
polycystic kidney disease, with renal dysplasia of unknown etiology and fetus with a congenital
erythropoietic porphyria.

Conclusion: the coincidence of increased renal echogenicity and decreased amniotic fluid
volume is a situation with a very poor prognosis.

In the case of normal amniotic fluid volume the prognosis® determination is very difficult, in
some fetuses the increased renal hyperechogenity becomes normal postnatally.

jana.laubova @ mnul.cz,
tel.: 477 112 348, 731 535 631
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INFANTILNI NEFROTICKY SYNDROM
NA PODKLADE CMV INFEKCE

Sladkova E.!, Zinova J.!, Seeman T.?
'Détska klinika FN Plzen, 2Pediatricka klinika FN Motol

Nefrotickym syndromem se mutize u déti projevit cela fada primarnich onemocnéni ledvin, ale
vzacné také infekéni choroby.

Chteli bychom prezentovat pacientku s nefrotickym syndromem zptisobenym cytomegalovirovou
infekei.

Jedna se o dvojce B z 1. rizikové gravidity ( po IVF), ukonéené v 27. tydnu per S.C. pro pro
predcasné odlucovani placenty. Porodni hmotnost byla 930 g., délka 37 cm, AS 6-7-8 b. Po
porodu byla 6 dni uméle ventilovana, byl podan surfaktant, infekce (Staphylococcus epidermidis
v hemokultufe) byla pfelééena kombilanci antibiotik. Mocové néalezy byly v normé.

Ve véku 7 mésict se objevila makroskopicka hematurie a nefroticka proteinurie (3200 mg/m2/
den). Parametry renalnich funkei byly v normé (S-kreatinin 23 umol/l), snizena byla celkova
bilkovina (46 g/1) a albumin (26 g/l). V imunologii byl kromé snizené hladiny IgG normalni
nalez. Sonograficky byl parenchym ledvin hyperechogenni. Byla prokazana cytomegalovirova
infekce (pozitivni PCR v krvi 41 kopii na 10 tis. j., protilatky proti CMV ELISA IgM + 9.4, IgG
negativni, kultivaén€ v moci prokazan cytomegalovirus), ktera byla pielécena gancyklovirem,
soucasné byl nasazen ACE inhibitor. Zvazovana renalni biopsie vzhledem k dobrému stavu ditéte
a pozitivnimu efektu terapie nebyla provedena. Postupné mocové nalezy regredovaly (vymizeni
hematurie, ustup proteinurie na 120 mg/m2/den), upravila se hladina celkové bilkoviny a albuminu.
Bylo mozno postupné vysadit ACE inhibitor. Jiné organové piiznaky cytomegalovirové infekce
nebyly pfitomny.

Po 2 letech od terapie ma dit¢ normalni nalez v mo¢i , normalni parametry funkce ledvin
i sonograficky nalez na ledvinach. Pretrvava vyluc¢ovani CMV moci (hodnoty CMV v krvi jsou
negativni).

Zavér: nefrotickym syndromem se mize vzacné projevit CMV infekce. Antiviroticka terapie
v kombinaci s ACE inhibitorem vedla k vyléceni sekundarniho nefrotického syndromu. U déti
s nefrotickym syndromem je nutné vyloucit sekundarni formy nefrotického syndromu vcetné
CMV infekce.
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INFANTILE NEPHROTIC SYNDROME BASED
ON CMV INFECTION

Sladkova E.!, Zinova J.!, Seeman T.?
IDétska klinika FN Plzen, 2Pediatrické klinika FN Motol

Nephrotic syndrome in children may manifest a number of primary renal diseases, rarely also
infectious diseases.

We would like to present a patient with nephrotic syndrome caused by cytomegalovirus
infection.

She is a twin B from the 1st risk gravidity (after IVF), terminated in the 27th week per S.C. for
the premature separation of placenta. The birth weight was 930 grams, length 37 cm, AS 6-7-8 p.
After delivery, she was artificially ventilated for 6 days, a surfactant was administered, infection
(Staphylococcus epidermidis in blood cultures) was treated with a combination of antibiotics.
Urinary findings were normal.

At the age of seven months, macroscopic hematuria and nephrotic proteinuria (3200 mg/m2/day)
appeared. Parameters of renal functions were normal (S-creatinine 23 umol/1), total protein (46
g/1) and albumin (26 g/1) were reduced. Normal findings were found in immunology, except for
decreased levels of IgG. The ultrasound examination showed the hyperechoic renal parenchyma.
Cytomegalovirus infection was proven (positive PCR in blood, 41 copies per 10,000 units, CMV
IgM ELISA + 9.4 antibodies, [gG-negative, culture-proven cytomegalovirus in the urine), treated
with ganciclovir and ACE inhibitor was administered. Due to the good condition of the child
and the positive effect of therapy, considered renal biopsy was not performed. Urinary findings
regressed gradually (disappearance of hematuria, reduced of proteinuria up to 120 mg/m2/day),
levels of total protein and albumin were returned to normal. It was possible to discontinue the ACE
inhibitor gradually. Other organ symptoms of cytomegalovirus infection were not present.
After 2 years of therapy, the child has normal urine findings, normal renal function parameters,
as well as sonographic findings in the kidneys. CMV excretion in the urine is still persistent
(CMV values in the blood are negative).

Conclusion: Nephrotic syndrome may rarely manifest CMV infection. Antiviral therapy, in
combination with the ACE inhibitor, led to recovery of secondary nephrotic syndrome. In children
with nephrotic syndrome, it is necessary to exclude secondary forms of nephrotic syndrome,
including CMV infection.
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THREE NOVEL C3 MUTATIONS IN ATYPICAL HEMOLYTIC UREMIC
SYNDROME - TWO WAYS TO HYPERACTIVE C3 CONVERTASE

Malina Michal, Roumenina Lubka, Bordereau Pauline, Schmitt Claus Peter, Mohammad
Abdul Majid, Jankauskiene Augustina, Seeman Tomas, Halbwachs-Mecarelli Lise,
Fremeaux-Bacchi Veronique, Schaefer Franz

Introduction: Atypical hemolytic uremic syndrome (aHUS) is a complement dysregulation
disorder with a major impact of genetic background. C3 gene mutations are the third most
common to be found in the cohorts.

Methods: An unselected international cohort of 72 children with aHUS was examined for C3 gene
mutations. To investigate the pathogenic relevance of the identified mutations, two approaches
were chosen. The C3b deposition on cultured human umbilical endothelial cells (HUVEC) when
challenged by mutation carriers sera. The interaction of recombinant mutated C3 proteins with
complement regulators was measured by surface plasmon resonance (SPR) and modified ELISA.
Results: Sequencing revealed three novel heterozygous mutations in three unrelated patients.
Molecular mapping showed that two mutations (1 and 2) are located in interaction spot with
factor H CCP 1-4. These mutations showed decreased binding to factor H measured by both
SPR and ELISA making their C3 convertase more resistant to inhibition. Mutation 1 and 3 are
located in proximity to the Factor B interaction sites of C3b. These mutations showed increased
factor B binding and creation of more potent C3 convertase. In second approach by using the sera
carrying mutation 1 deposited increased amounts of C3b compared to normal. Low C3 levels in
carriers of the other two mutations made HUVEC assay infeasible.

Conclusion: We identified 3 novel mutations in the C3 gene in our aHUS cohort (4% prevalence)
Functional studies showed two ways of functional defect in C3 mutations that can also combine
leading to hyperactive C3 convertase.

Presented at the 13th European Meeting on Complement in Human Disease, Leiden, August
21-24, 2011

michal.malina@gmail.com

*Abstrakta neprosla redakcni a jazykovou upravou.
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Nalbuphin

MODERNI ANALGETIKUM

kK-AGONISTA, py-ANTAGONISTA
NEPODLEHA ZAKONU O NAVYKOVYCH LATKACH
SIROKE TERAPEUTICKE POUZITI

ZKRACENA INFORMACE O PRIPRAVKU

Nalbuphin Orpha, 10 mg/ml injekéni roztok. SloZeni: Nalbuphini
hydrochloridum 10 mg v 1 ml injekéniho roztoku. Indikace: Kratkodo-
ba lécba stredné silnych a silnych bolesti. Pfedoperacni a pooperacni
analgezie. Davkovani a zptisob podani: obvyklad davka je 10 - 20 mg
(0,1 - 0,3 mg/kg télesné hmotnosti, mlze se opakovat za 3 - 6 hodin.
Déti od 18 mésict a mladistvi: doporucena davka je 0,1 - 0,2 mg/kg
télesné hmotnosti, mize se opakovat za 3 - 6 hodin. Pro |é¢bu déti do
18 mésicl nejsou dostupné adekvétni tdaje. U starsich pacientl se do-
zavaznou poruchou funkce ledvin se doporucuje opatrnost. Pripravek
neni vhodny pro dlouhodobou |é¢bu. Kontraindikace: Precitlivélost na
slozky pripravku, tézka porucha funkce ledvin, porucha funkce jater,
soucasné podavéni se silnymi opioidy, kojeni, relativné téhotenstvi.
Vyznamné interakce: Soucasné podani Cistych p-opioidnich agonistd
a nalbufinu zptsobuje kompetici na p-opiodnich receptorech a v du-
sledku toho snizeni analgetického Gcinku. Alkohol zesiluje sedativni
ucinek opioidnich analgetik. Je nutné se vyvarovat alkoholickych
napoju a lécivych pripravki obsahujicich alkohol. Upozornéni: Jiné
pripravky tlumici centralni nervovy systém - jiné derivaty morfinu (anal-
getika a antitusika), sedativni antidepresiva, sedativni H1 antihistami-
nika, barbituraty, benzodiazepiny, anxiolytika jiné nez benzodiazepiny,

neuroleptika, klonidin a pfibuzné latky mohou zvySovat riziko respirac-
ni deprese, a v pfipadé predavkovéni jsou potencialné zivot ohrozuji-
ci. Nejsou k dispozici zadné informace tykajici se farmakokinetickych
interakci mezi nalbufinem a jinymi lécivymi pfipravky. Doporucuje se
opatrnost, jestlize je nalbufin kombinovén se silnymi inhibitory enzy-
mu nebo s lécivymi pripravky s izkym terapeutickym spektrem. Hlavni
nezadouci ucinky: Sedace, poceni, ospalost, zavraté, sucho v ustech,
bolest hlavy, dysforie, zvraceni, nauzea. U pacientd, ktefi nadmérné uzi-
vali opioidy, mize Nalbuphin Orpha vyvolat ur¢ité abstinenéni pfiznaky.
Pokud je Nalbuphin Orpha aplikovan v pribéhu porodu, muize zpusobit
respiracni depresi a/nebo zpomalit cirkulaci u novorozence. Uchova-
ni: Uchovévejte pfi teploté do 25 °C. Uchovévejte ampulky v krabicce,
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ky z bezbarvého skla (typ 1), 2 ml ampulky v baleni po 10 ampulkach.
Drzitel rozhodnuti o registraci: Orpha-Devel Handels und Vertriebs
GmbH, Wintergasse 85/1B, Rakousko. Registracni ¢islo: 65/622/07-C.
Datum revize textu: 23. 2. 2011

Podrobnéjsi informace ziskdte v souhrnu tdaju o pripravku. Pripravek
Jje pouze na lékarsky predpis a je ¢éstecné hrazen z prostredk( verej-
ného zdravotniho pojistént.
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Prehled dosud konanych pracovnich dnu détské nefrologie
Annual Meeting of the Czech Working Group for Pediatric Nephrology

setkani prac. skupiny pro IMC v r. 1980 Ttebon: M. Veleminsky, J. Janda
pracovni dny détské nefrologie v r. 1981 Cesky Krumlov: J. Elidsek
pracovni dny détské nefrologie vr. 1982  M¢lnik: M. Matrasova

pracovni dny détské nefrologie vr. 1983  Znojmo: L. Podhradsky
pracovni dny détské nefrologie vr. 1984  Mlada Boleslav: E. Novak
pracovni dny détské nefrologie vr. 1985  Bardgjov, SR: A. Salata
pracovni dny détské nefrologie vr. 1986  Havifov: V. Zamarska

pracovni dny détské nefrologie vr. 1987  Plzeii: R. Slovadek, spol. s. CNS
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pracovni dny détské nefrologie vr. 1988 Spi¢ak na Sumavé: J. Elisek
10. pracovni dny détské nefrologie v r. 1989  Hradec Kralovi: spol. s CNS

11. pracovni dny détské nefrologie v r. 1990 Uherské Hradisté: B. Kanovsky
12. pracovni dny détské nefrologie v r. 1991 Ceska Lipa: J. Gut
13. pracovni dny détské nefrologie vr. 1992 Spindleriiv Mlyn: V. Patkova, P. Burket

14. pracovni dny détské nefrologie v r. 1993 Jaroméftice/R.: J. Novacek
15. pracovni dny détské nefrologie v r. 1994 Cesky Krumlov: J. Elidsek
16. pracovni dny détské nefrologie v r. 1995 Litomysl: j. Novak

17. pracovni dny détské nefrologie vr. 1996  Brno: M. Zerhau
spole¢né s détskymi neurology

18. pracovni dny détské nefrologie vr. 1997  Litoméfice: V. Rambousek

19. pracovni dny détské nefrologie vr. 1998  Marianské Lazné: D. Necasova

20. pracovni dny détské nefrologie vr. 1999  Tiebon: M. Veleminsky, J. Janda, R. Ko¢vara
spole¢né s détskymi neurology
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22. pracovni dny détské nefrologie v r. 2001 Roznov/Rad.: J. Slany, T. Sulakova
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. pracovni dny détské nefrologie v r. 2000  Zahradky u Ceské Lipy: J. Gut

23. pracovni dny détské nefrologie vr. 2002  Kutna Hora: P. a E. Havlovicovi

24. pracovni dny détské nefrologie v r. 2003~ Tabor: M. Blahova, J. Neskudla, K. Matousovic
spolu s Jan Brod memorial lecture
a détskymi urology

25. pracovni dny détské nefrologie v r. 2004  Olomouc: J. Geier

26. pracovni dny détské nefrologie v r. 2005 Cesky Krumlov: J. Elidsek, M. Veleminsky

27. pracovni dny détské nefrologie v r. 2006 ~ Havlickv Brod: V. Milacek

28. pracovni dny détské nefrologie v r. 2007 Valtice: M. Prachatova, P. Vaj¢ner

39. pracovni dny détské nefrologie v r. 2008  Dolni Morava: L. Ryba

30. Jubilejni pracovni dny détské nefrologie a détské urologie s mezinarodni ucasti v r. 2009
Tteboni: M. Veleminsky, J. Janda, R. Ko¢vara

31. pracovni dny détské nefrologie vr. 2010  Hradec Kralové: S. Skalova
32. pracovni dny détské nefrologie v r. 2011 Plzei: E. Sladkova



Problém
noéniho pomocovam

po 5.roce
je nutné resit

Enurézoutrpi
16,1 % déti ve véku 5 let
a maze pretrvavat
az do dospélosti’
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Zkraceny
souhrn udaji o pfipravku.
MINIRIN Melt 60 pg, MINIRIN Melt 120 pg. « SloZeni:
MINIRIN Melt 60 pg/120 pg obsahuje 68 pg/136 pg desmopressini acetas.
Lékova forma: Perordlni lyofilizat (MELT). Indikace: lécha centrdlniho diabetu insipidu
(CDI) a primarni nocni enurézy (PNE) u pacientd (od 5 let) s normadlni schopnosti koncentrovat moc.

Symptomatickd lécha pripadi nokturie dospélych, spojené s nocni polyurii. Davkovani: CDI: celkova denni sublingvélni davka
120 g az 720 pg, pocatecni davka 60 pg tiikrét denné, udrovaci davka 60 pg az 120 pg tfikrdt denné. PNE: pocatecni davka 120 pg sublingvalné pred spanim, neni-li davka Gcinnd lze zvysit na
240 pg. V piipade piiznaki retence vody a/nebo hyponatrémie je tieba léchu prerusit a davku upravit. Nokturie: doporucend denni dévka je 60 g sublingvalné pied spanim, po jednom tydnu Ize zvysit na 120 ug
a nasledné postupné na 240 pg, vzdy v tydennich intervalech. Kontraindikace: habitualni nebo psychogenni polydipsie, srdecni insuficience, rendini insuficience a ostatni stavy vyzadujici lécbu diuretiky,
hyponatrémie, SIADH, precitlivélost na desmopresin nebo na nékterou z pomocnych latek. Zvlastni upozornéni: Pfi Iécbé primémi nocni enurézy a v indikaci nokturie musi byt prijem tekutin v obdobi mezi
1 hodinou pfed podanim pfipravku a 8 hodin po jeho podani omezen. Celkovy pfijem tekutin za tuto dobu by nemél preséhnout 0,2 1. U starsich pacienlu a pacienti s nizkvmi hladinami sodiku v séru se miize
vyskytovatzvyﬁené riziko hyponatrémie. Pred zacatkem léchy PNE musi byt zvézena tézka dysfunkce mocového méchyie a obstrukce vyvodu. Nezad uclnky lécba bez dnéh omezem prijmu 1eku1|n
miize vést k retenci vody a/nebo hyponatremu bolest hlavy, bolest bricha, nevolnost, zavraté, sucho v stech, periferni otoky, casté moceni, zvySeni télesné f

izanétlivé léky zvysujl dépodobnost retence vody a hyponatrémie. Latky, u nichz existuje podezrem Ze uvolfiuji antidiureticky hormon (tricyklicka antldepreswa selektivni |nh|hnory serotoninové
reabsorp(e chlorp t in), mohou zpiisobovat scitani antidiuretického tcinku, vedouci ke zvysenemu n1|ku reten(e tekutln/hyponatremle Soubezna lécba loperamidem miize mit za nasledek
trojndsobné zvyseni koncentrace desmopresinu v séru, coz miize vést ke zvysenemu nebezpeu retence vody ¢i h éh a kojeni: Pi predepi i desmopresinu téhotnym Zendm je nutnd
opatrnost. Mnozstvi desmopresinu vylouceného do iského mléka je znacné nizsi, nez je potiebné k ovlivnéni diurézy. Vellkost baleni: 30 pemralnlch Iyofilizatii. Zvlastni opatteni pro uchovavani:

Pripravek uchovévejte v plivodnim obalu, aby byl chrénén pred svétlem a vihkem. Drzitel rozhodnuti o registraci: Ferring-Léciva, a.s., K Rybniku 475, 252 42 Jesenice u Prahy, CR. Registracni €islo: MINIRIN
Melt 60 pg: 56/358/05-C; MINIRIN Melt 120 pg: 56/359/05-C. Datum revize textu: MINIRIN Melt 60 ug/120 pg 2.3.2011. Podrobn&jsf informace v SPC textu nebo na adrese firmy. Lék k vnitinimu uZiti. Pripravek
je vazan na lékarsky predpis a je pIné hrazen z prostiedkii vefejného zdravotniho pojisténi. UpInou informaci o pripravku obdriite na adrese: FERRING Pharmaceuticals (Z, s.r.o., K Rybniku 475,
25242 Jesenice u Prahy, tel.: 241 041 111, fax: 241 041 804.
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