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CONGENITAL NEPHROSIS, MESANGIAL SCLEROSIS, AND DISTINCT EYE ABNORMALITIES IN
A NEWBORN: MOLECULAR CONFIRMATION OF PIERSON SYNDROME.
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Introduction: Demonstration of a newborn with congenital nephrosis, mesangial sclerosis, eye abnormalities.

Patient: A boy from 2nd pregnancy (spontaneous abort previously) of unrelated parents, born at 34 weeks of gestation (2
9009/49 cm) with oedemas, respiratory distress, oliguria, eye abnormalities (unilateral buphtalmos/microphtalmos, cataracts,
corneal and retinal irregularities). Oligohydramnion and enlarged placenta (1.2 kg) were described. During 11 days the serum
creatinine increased to 278 umol/L, urea to 8.4 mmol/L. Proteinuria (8.6 g/L), hypoproteinemia (33.5 g/L) and
hypoalbuminemia (15.7 g/L) were present. Renal biopsy and molecular investigation of family were indicated. He died at the
age of 24 days from cardiorespiratory failure.

Methods: All known coding exons including the flanking introns of the LAMB2 gene were amplified by PCR using an
AB13730 automated sequencer (Applied Biosystems). Standard examination of renal biopsy, in addition
immunohistochemical staining with laminin Ab-2 antibody (Neomarkers Laminin Ab-2).

Results: The patient turned out to be compound-heterozygous for two small deletions in exon 14 ( ¢.1875-1879delGCGCT -
L625fsX629) and exon 27 (c.4504delA- R1502fsX1519), the exon 14 mutation was iherited from mother, the exon 27
mutation from father. Renal biopsy findings: segmental and global sclerosis, simple capillary tuft with fetal type of
podycytes, tubular atrophy, displayed interruped linear positivity of glomerular and tubular basement membranes
(lamininAb-2 antibody staining).

Conclusion: These findings confirmed an autosomal-recessively inherited Pierson sy. Parents molecular investigation will
offer prenatal diagnosis in future.

KONGENITALNI NEFROZA, MESANGIALNI SKLEROZA A VYRAZNE OCNi ANOMALIE U
NOVOROZENCE: MOLEKULARNE GENETICKE POTVRZENi PIERSONOVA SYNDROMU.
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Uvod: Kongenitalni nefroticky syndrom (CNS) je z hlediska genetického i klinického heterogenni skupinou. Nové
popisovanou jednotkou (autosomalné recesivni dédicnost ) s prikazem mutaci genu LAMB2 (laminin 2 , chromozom 3p14-
p22) je CNS provazeny difuzni mesangidlni sklerézou a vyraznym o¢nim postizenim, tzv. Piersontv sy. Ve spolupraci se
zahraniénim pracovistém byla tato diagndza poprvé potvrzena i v Ceské republice.

Pacient: Chlapec ze druhého, rizikového téhotenstvi nepiibuznych rodict (pfedchozi téhotenstvi skonéilo spontannim
abortem v prvnim trimestru, v tomto téhotenstvi preeklampsie matky) se narodil ve 34. gestaénim tydnu, s porodni hmotnosti
2 900g, délkou 49 cm. Az v prabehu porodu byl zjistén vyznamny oligohydramnion a enormné zvétSend placenta (1.2 kg). Po
narozeni byly u chlapce patrny rozsahlé edémy (az anasarka), dechova tisen (hypoplasie plic, 3 denni ventilaéni podpora,
oxygenoterapie), oligurie, zavazné o¢ni postizeni (unilateralni hydroftalmus/mikroftalmus, bilateralni katarakty, kornealni a
retinalni abnormity). Byla pfitomna hypoproteinémie (33,5 g/l), hypoalbuminémie (15,7 g/1), proteinurie (8,6g/1). Béhem 11
denni konzervativni 1é¢by dosahla hladina sérového kreatininu 278 umol/l, urey:8,4 mmol/l. Byla indikovéana renalni biopsie
a molekularné genetické vySetfeni na zahrani¢nim pracovisti (posléze provedeno u obou rodi¢ti). Chlapec zemiel ve véku 24
dni pod obrazem kardiorespiracniho selhani.

Metody: Vsechny znamé kodujici exony (vCetné prilehlych intron) LAMB2 genu byly amplifikovany pomoci PCR
s pouzitim AB13730 automatického sekvenatoru (Applied Biosystems). Standardni vySetieni renalni biopsie bylo doplnéno o
imunohistochemické vySetieni zmrazenych fezi s protilatkou proti lamininu Ab-2 (Neomarkers Laminin Ab-2).

Vysledky: U pacienta byly prokazany dvé malé delece — v exonu 14 ( ¢.1875-1879delGCGCT - L625fsX629) a v exonu 27
(c.4504delA- R1502fsX1519). Obé mutace reprezentuji funkéné nulové alely, coz ptredpoklada plné vyjadieny fenotyp
s infaustni progndézou. Molekularné genetické vySetfeni obou rodi¢t potvrdilo, ze mutaci v exonu 14 zdédil pacient od
matky, mutaci v exonu 27 od otce. Mutace v exonu 14 je nové popsand, zatimco mutace v exonu 27 (c.4504delA) jiz byla
prokézana v r. 2004.

V excize z ledviny (biopsie z lumbotomie) rozmérd 6x5x5 mm byla zastizena kira a zevni Cast diené. Z vice nez sta
glomerull méla mén€ nez desetina zachovaly kapilarni trs, ostatni jevily rizné rozsahlé segmentdlni nebo globalni
sklerotizace doprovazené zmnozenim mesangidlnich, misty i extrakapilarnich bun€k. Ridzné pokrocilou atrofii tubult
obklopovalo rozsifené intersticium. Imunohistochemické vySetfeni s protilatkou proti lamininu Ab-2 prokazalo nesouvislou
linearni pozitivitu na GMB (u zachovalych trsli) a plosné zabarveni sklerotickych useki. Klasicka IF byla negativni. EM
potvrdila rizné rozsahlé rozruseni struktury GMB, difiizni fuzi pedicel, vymizeni fenestraci endotelu.

Zavér: Provedena vysetfeni potvrdila tézkou formu kongenitalniho Piersonova syndromu, s 25% rizikem vyskytu u dalsiho
ditéte. Ve spolupraci se zahrani¢nim pracovistém bude rodi¢tm pii dalsi gravidité zajiSténa prenatalni diagnostika.




DERIVACE MOCE U DETI

A. Bosakova, T.Sulakova
Détska klinika FNsP Ostrava

Cilem prace je podat uceleny prehled problematiky derivace moce u déti.

Derivace moce : odvod moce pomoci katetru nebo pfimé vyusténi dutého organu na povrch téla.

Tvar stomie je kruhovy nebo ovalny, sliznice stomie je Cervenorizova, kiehka, snadno krvaci. Ve
stomii nejsou zadna nervova zakonceni, proto neni citliva na bolest.

Indikace vytvofeni stomie: nej¢astéjsi pficinou jsou vrozené vyvojové vady urotraktu,(hydronefrozy,
chlopné zadni uretry), neurogenni postizeni MM, urolithiaza.

Vyvedeni stomie zavisi od mista postizeni urotraktu.

Komplikaci stomie je stendza, jeji prolaps nebo krvaceni.

Nové moderni materialy a technologie umoznily v poslednich letech rozvoj a zpfistupnéni pomicek
k oSetiFovani stomii. Tyto pomuicky umoziuji a zjednoduSuji zpisob oSetiovani téchto déti, brani maceraci
ktze v okoli stomie a umoznuji zatazeni takto postizenych pacienti do bézného Zivota.

K oSetfovani stomii pouzivame siaCky a podlozky jednodilné a dvojdilné. Nedilnou soucasti pfi
oSetfovani stomii je pouziti ochrannych a lepivych masti a past.

Soucasti prace je 1 ndzorna fotodokumentace.

V soucdasné dob¢ se i1 na détskych oddé€lenich casto setkdvame s malymi pacienty s onemocnénim
uropoetického traktu s nutnosti provedeni mocové derivace. U déti se jedna vétSinou o stav piechodny. Jejich
oSetfovani spadé do péce détského urologa a nefrologa.




FUNKCE MOCOVEHO MECHYRE PO ENDOSKOPICKE INSTILACI DEFLUXU

Z. Dit& %, R. Ko&vara %, J. Dvotacek™?, J. Sedlagek *, J. Langer °

! Urologické klinika VEN a 1. LF UK, Praha

2 Subkatedra détské urologie, IPVZ, Praha

3Klinika détského a dorostového 1ékatstvi VFN a 1. LF UK, Praha

IGA MZ CR NR 8021-3/2004

Cil.

Oteviené antirefluxni operace, zejména pak oboustranné extravezikalni procedury, zptisobuji poruchu funkce
dolnich mocovych cest. Srovnavame vliv endoskopické antirefluxni instilace Defluxu na funkci mocového
méchyte ve skuping déti ve véku 0-3 roky.

Metoda.

V létech 2003-2005 jsme operovali pro vezikorenalni reflux IIL.-V. stupné 19 déti ve v€ku 11-36 mésicti (pram.
27.3). Ctrnact déti se 17 operovanymi ureteralnimi jednotkami (UU) bylo do soucasnosti kontrolovano. Déti
byly sledovany 5-23 mésict (priam. 11,4). Mé&sic po operaci je provedeno sonografické a laboratorni vysetieni,
tii mésice po vykonu videourodynamické vysetfeni, podle véku event. UFM.

Vysledky.

Podle klinickych dat nedoslo ani u jednoho ze sledovanych déti ke zhorSeni mikce. Poopera¢ni urodynamické
vySetteni prokazalo pouze u jedné pacientky (7.3 %) zndmky hrani¢ni, klinicky némé, hyperaktivity pii
normélni kapacité mocového méchyfe. Zadny z pacientd netrpdl po operaci infekei dolniho segmentu
mocovych cest. V jednom piipadé byla diagnostikovana akutni pyelonefritida v souvislosti s nalezem
obstruk¢niho megaureteru.

Zaver.

Endoskopicka antirefluxni instilace Defluxu nezptisobuje podle naSich zkuSenosti ve sttednédobém horizontu
poruchu funkce dolnich mocovych cest




HEMATURIE A PROTEINURIE - NEKONECNY PRIBEH POSTER

Z. Dolezel, D. Dostalkova, J. Starha
II. détska klinika LF MU a FN Brno

Hematurie (H) anebo proteinurie (P) vyzaduji vzdy peclivou analyzu. V nékterych ptipadech lze vyvolavajici pfic¢inu H/P
urcit snadno, jindy je nezbytné provést ncktera invazivni vysetieni.

Piipad 1.: RA i OA 17letého chlapce jsou bez pozoruhodnosti. Hoch od 8.r. véku hraje na vrcholové urovni fotbal.
K nefrologickému vySetfeni byl odeslan pro opakovany nalez makroskopické H, kterd se manifestovala vzdy po
bezprostiednim ukonceni fotbalového zapasu/tréninku. Pfi klinickém vySetfeni nebyla u chlapce zaznamenana zadna
abnormita, mél normalni TK. Zakladni laboratorni analyzy krve a moci byly v normalnim rozmezi hodnot, podobné¢ jako
funkéni vysetfeni ledvin. Také ultrasonografické vysetteni (USV) neprokédzalo zddnou abnormitu v oblasti uropoetického
traktu. Pfi vySetfeni prvni porce moci po ukonceni fyzické zatéze (bicyklova ergometrie) byla u hocha zaznamenana
mikroskopick4 neglomeruldrni H. Nasledny zatézovy test (podle: Pediatr Nephrol 2005, 20: 1171-1173) byl pozitivni a
stav byl uzavien jako pondmahova/sportovni H.

Pipad 2.:11lety chlapec s bezvyznamnou RA i OA byl odeslan k vySetieni pro P trvajici asi 3r. P byla intermitentni,
prevazné izolovana, pouze vr. 2004 byla 1x zaznamenana navic i mikroskopicka H. P se pohybovala v rozmezi 185 —
310 mg/24h, kvalitativné se jednalo o albuminurii. VSechny obvyklé laboratorni parametry, v¢. GF-Sch a také TK m¢l
chlapec vzdy zcela v normée; negativni byl nalez pfi renalni USV. Renalni biopsie (RB) prokazala IgA nefropatii (IgAN).
Lécba pro IgAN podle EBM doposud chybi a jsou tak pouzivany rtizné 1é¢ebné protokoly. Progrese v chronické selhani
ledvin (CHSL) je po 10, resp.20letech trvani IgAN uvadéna v rozmezi 5 - 25%, resp. 25 - 50%. IgAN casto probiha
plizivé, v populaci dospé€lych jde o jednu z nejcastéjsich pti¢in CHSL.

Pripad 3.: RA 13leté divky je bez pozoruhodnosti. Narodila se v terminu, PH 3750g/51cm; pfi porodu doslo k aspiraci
plodové vody s nutnosti nasledné resuscitace (Apgarové skore 3, 6, 6). Perinatdlni hypoxie byla pfi¢inou rozvoje
akutniho selhani ledvin, které bylo zvladnuto konzervativni 1écbou. Od narozeni az do 13let véku byla divka sledovana
Vv nefrologické poradné; v laboratornich hodnotach pietrvavalo: snizeni GF (66 — 73,8 ml/min/1,73 mz), porucha
koncentra¢ni schopnosti ledvin (TR 0,88 — 0,93), mirna elevace sérové koncentrace kreatininu (Sk; , 95 — 112 umol/l) a P
(30 — 180 mg/24h). Lécebné bylo postupovano jako u CHSL. Ve véku 12,5 — 13r. doslo u divky ke zvySeni P (max. 358
mg/24h), poklesu GF (51 ml/min/1,73 m?) a vzestupu Sk, (139 pmol/l). Provedena RB prokézala C1q-nefropatii (C1gN) s
fokalni hyalinosou a sklerotizaci glomeruli. C1gN je relativné¢ vzacné onemocnéni, vyzadujici vzdy odliSeni od
nefropatie provazejici systémovy lupus erytematodes (tuto vaskulitidu jsme u pacientky vyloucily). Nekonstantné je u
CIgN uvadén rozvoj CHSL.

zdolezel@med.muni.cz

HEMATURIA AND PROTEINURIA - NEVERENDING STORY

Z. Dolezel, D. Dostalkova, J. Starha
11" Dept. of Pediatrics, Univ. Hosp. Brno

Hematuria (H) / proteinuria (P) are a common presenting symptoms of renal and urinary tract disorders. A detailed
analyse of H/P is always necessary.

Case 1.: family and personal history of 17-year-old boy are unremarkable. Boy had played soccer since he was 8 years
old. He was admitted for episodes of reddish-colored urine (1-2h after a soccer match) without dysuria or pain. At our
visit physical examination was normal, incl. blood pressure (BP). Urinalysis, plasma biochemistry, renal function tests,
and renal sonography (RS) gave normal results. After boy‘s short physical exercise (bicycle ergometry) his urinalysis
was positive for microscopic non-renal H. The provocative test (method from Pediatr Nephrol 2005, 20: 1171-1173) was
positive also and we concluded it was post-renal exercise-related/sport H.

Case 2.: a 11-year-old boy was admitted for three years persisting P. His family and personal history were unremarkable.
P was established by routine examination and was intermittent (range 185-310 mg/24h), isolated (only one episode of
microscopic H was detected), and only albumin was detected by urine electrophoresis. Boy’s physical examination was
normal and his serum biochemistry, BP, renal function tests, and RS gave normal results. Renal biopsy (RB) showed IgA
nephropathy (IgAN). EBM therapy for IgAN is not yet known. The course of IgAN is often silent and progression to
chronic renal failure (CRF) is after duration of 10-20 yrs. IgAN is the most often cause of CRF in adult population.

Case 3.: a 13-year-old female patient was born at term (weight 3750 g, lenght 51 cm) and for aspiration of amniotic fluid
required resuscitation (Apgar score 3, 6, 6) and mechanical ventilation. Perinatal hypoxia was a cause of her acute renal
failure (dialysis was not needed). Patient’s follow-up during next 12 yrs showed mild form of CRF: serum creatinine
(SCr, range 95-112 umol/l), glomerular filtration rate (GFR, range 66-73.8 ml/min/1,73m?), renal tubular resorption (TR,
range 0.88-0.93), and P (range 30-180 mg/24h). At the age 13yrs we performed RB because her P and SCr increased (358
mg/24h, 139 pmol/l, respectively) and GFR decreased (51 ml/min/1.73m?). RB showed Cl1g-nephropathy with focal
glomerular sclerosis and hyalinosis. C1gN is a rare disease and as a first diagnostic step is differentiation against lupus
nephritis. Progression of C1gN to CRF is infrequent.

zdolezel@med.muni.cz
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RENINOM — VZACNA PRICINA HYPERTENZE
POSTER
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V populaci dospivajicich je v poslednich letech primarni hypertenze (PH) pomérné castd. Diagnéza PH vsak
vyzaduje vylouceni vSech pricin, které jsou podkladem hypertenze sekundarni (SH).

Popis pripadu: 17leta divka (hmotnost 70,3 kg, vyska 158 cm, BMI 27,2) ma bezvyznamnou RA i OA.
V poslednich 6mésicich trpéla na opakované bolesti hlavy obfasné¢ doprovazené zavrati. Odborné nebyla nikde
vySetfena. Pfi nahodném zméfeni krevniho tlaku (TK) v doméacich podminkéach byla zjisténa hypertenze. Pti piijeti
na kliniku uvad¢la divka cefaleu, byla v dobrém klinickém stavu (tachykardie 130/min, dechova frekvencel2/min) a
meéla zavaznou hypertenzi (220/180/torr/12cm/sed). Nalez na o¢nim pozadi byl normalni, pii kardiologickém
vySetfeni byla objektivizovana hypertrofie mezikomorového septa. V laboratornich vySetfenich (odbéry bez
farmakoterapie) byly opakované abnormalni: hypokalémie (3,0 mmol/l), mirna metabolicka alkaléza (pH 7,48,
HCO;3 26,2 mmol/l, BE + 4), nizké mocové (U) ztraty/24h (Un, 22 mmol, Uk 10,9 mmol, Ug < 18 mmol) a sniZzena
Uosm (304 — 581 mOsm/kg). Funkce ledvin nebyla porusena (clearance 127,6 ml/min/1,73m? resorpce 0,99).
Diuréza byla v rozmezi 1840 — 2510 ml/24h. Ultrasonografie ledvin, v¢. dopplerovské analyzy krevnich toki
neprokazala zadné abnormity. Z rozsahlého spektra hormonalnich vysetfeni byla zjisténa vysoka plazmaticka
reninova aktivita (PRA, 12,8 ng/ml/hod), sérova koncentrace aldosteronu byla jen mirné¢ zvySena (0,63 nmol/l).
Cilena CT renalni angiografie prokazala v oblasti horniho p6lu levé ledviny kulovity hypodenzni tumor (primeér 33
mm). U divky byla provedena parcidlni levostrannd nefrektomie a histologické vySetfeni prokézalo nador
vychazejici z bunék juxtaglomerularniho aparatu oznacovany také jako reninom (RE). Po extirpaci RE doslo u
pacientky k normalizaci TK a 1é¢bu antihypertenzivy bylo mozno ukongit.

RE je raritni pficinou SH; publikovana sdé€leni jej Castéji uvadi u dospivajicich/mladSich dospélych, pievazuje
zenské pohlavi. Tento vzacny renin produkujici nador je tieba odliSit zejména od sten6zy rendlni tepny nebo stavi,
kdy nador produkujici renin je lokalizovan extrarenalné (ovarium, plice, testes).

zdolezel@med.muni.cz

RENINOMA - A RARE CAUSE OF HYPERTENSION

J. Starha, Z. Dolezel, J. Skotakova', D. Dostalkova
Tk Dept. of Pediatrics, Univ. Hosp. Brno, Dept. of Pediatric Radiology®, Univ. Hosp. Brno

Essential hypertension (EH) is being recognized more frequently in the adolescent population. For correct diagnose
of EH is necessary except all causes of secondary hypertension (SH).

Case: family history of 17-year-old female patient (body weight 70.3 kg, body height 158 cm, body mass index 27.2
kg/m?) was unremarkable for hypertension, incl. renal diseases. During last 6months she had often headaches with
intermitent vertigo. She was not anywhere examined. Aunt of girl accidentally noted at home her high blood
pressure (BP). At admission on intensive care unit patient had headache, her pulse was 130 beats/min, respiratory
rate 12breaths/min, and BP was 220/180 torr. Other physical examination was normal. Examination of the eyes did
not show any evidence of hypertensive retinopathy; cardiac exam showed interventricular septal hypertrophy.
Abnormal laboratory parameters (without medication) were: hypokalemia (3.0 mmol/l), mild metabolic alkalosis
(pH 7.48, HCO3 26,3 mmol/l, BE + 4), low urinary (U) levels/24h (Un, 22 mmol, Uk 10.9 mmol/l, Uc < 18 mmol),
and low Uggm (range 304-581 mOsm/kg). Her diuresis was in range 1840-2510 ml/24h. Renal function tests were
normal and no abnormalities were detected by renal ultrasonography, incl. Doppler exam of renal blood flow. By
large hormonal analyse were detected high plasma renin activity (12.8 ng/ml/hod, normal 0.5-1.9) and very mild
increased serum aldosterone (0.63 nmol/l, 0-0.60). During the CT renal angiography was found solid mass (diameter
33 mm) in the upper part of the left kidney. A partial left nephrectomy was performed and histological exam
revealed juxtaglomerular cell tumor (so called reninoma, RE). After the resection we stopped subsequently patient’s
antihypertensive therapy. In a 3-month follow-up our girl was normotensive without any medication.

RE is a very rare cause of SH. RE typically present during adolescence or young adulthood and more commonly
affect females. This cause of severe SH should be considered along renal artery stenosis in adolescents presenting
with secondary hyperaldosteronism or in causes with renin-secreting tumor of non-renal origin (ovarian, pulmonary,
Sertoli cell).

zdolezel@med.muni.cz
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FREQUENCE OF HYPERTENSION IN CHILDREN WITH UNILATERAL MULTICYSTIC
DYSPLASIA
— AMBULATORY BLOOD PRESSURE MONITORING

Flogelova H.l, Smakal 0.2, Suldkova T .3, MalaJ .4, Konecna M. S,Kutrové K.
!Dept. of Paediatrics, 2Dept. of Urology ,University Hospital in Olomouc, *Dept. of Paediatrics, Teaching
Hospital in Ostrava, “Dept. of Paediatrics, Hospital in Opava, *Dept. of Paediatrics, Hospital in Tfinec

Introduction: Hypertension is considered to be a complication of unilateral multicystic renal dysplasia. Blood
pressure measurement at least twice a year is recommended in those children. In studies based on a one-off
blood pressure measurement incidence of HT is 0-8%, which does not represent a big risk. On the other hand
the incidence is higher - 20% in the study publicized in 2001 based on ambulatory blood pressure monitoring.
The damage of contralateral kidney has been identified as the main risk factor (Seeman, Eur J Pediatr).

The aim of the study: Our goal was to verify both mentioned facts — higher incidence of HT in children with
unilateral multicystic dysplasia, and to prove the contralateral kidney damage as the main risk factor in the
group of children patients from north Moravia.

Methods: We measured ABPM in 23 children (17 boys, 6 girls) with unilateral multicystic renal dysplasia.
Average age was 8.9, range from 4.2 to 17.3 years, median 8. Nephrectomia was done in 12 cases, 11 were
treated conservatively. Blood pressure was measured ambulatory during 24 hours by the SpacelLabs device. We
compared average daily and nocturnal blood pressure with the norms for ABPM depending on sex and height
(Soergelova, J Pediatr 130:178-184). We considered as hypertension values higher than 95" percentile. In 2
children lower than 120cm, we compared average blood pressure with the weighted averages according to
Gellermanova. In all children, we also recorded one-off values of blood pressure, plasma creatinin level,
clearance of creatinin according to Schwarz and proteinuria. Renal US were performed in all of them.

Results: HT was found in 3 children from 23 (13%). In 1 child, the HT was diurnal and nocturnal, in 2 children
only nocturnal. Higher incidence of HT was found in children with contralateral kidney damage (1 from 3
chidren) in comparison with children with normal US finding (2 from 20 children). Counted clearance was in
normal range in all children. 1 child has slightly higher proteinuria (without HT, normal US finding on the
contralateral kidney).

Conclusion: We confirmed, that in children measured by ABPM the incidence of hypertension is higher than in
children measured just one-off. In addition in those 3 children with HT found out by ABPM, there was no
suspicion of HT as their one-off values were not higher than 95™ percentile. ABPM should be the part of
monitoring in all children with unilateral multicystic renal dysphasia. Damage of contralateral kidney is a risk
factor of HT, but on the other hand, a normal US finding doesn’t exclude the risk of HT.




LITOTRYPSE EXTRAKORPORALNIMI RAZOVYMI VLNAMI (LERV) JAKO USPESNA METODA LECBY
OBSTRUKCNI UROLITIAZY JIZ U PREDSKOLNICH DETi
POSTER

H. Flogelova®, J. Vrana®, K. Michalkova®, O. Smakal? 1. Hartmann?

'Détska klinika, “Urologicka klinika ,’Radiologicka klinika, Lékatska fakulta Palackého univerzity v Olomouci
a Universitni nemocnice Olomouc, Olomouc

Cil: Uvadime kazuistiky dvou 3-letych bratriit (dvojcat) s idiopatickou hyperkalciurii a urolitidzou. Pies
komplexni 1écbu doslo u obou ke vzniku obstrukéni urolitidzy a renalni koliky. Jako 1écba této obstrukéni
urolitidzy ( u jednoho chlapce konkrement iuxtavezikalné 8x4 mm, u druhého konkrement pelviureteraln¢) byla
uspésné pouzita LERV.

Metody: LERV byla provedena u obou déti za hospitalizace v celkové anestezii pod rtg zesilova¢em pfistrojem
MEDILIT. Sila razové viny byla u obou déti 10 kV a bylo pouzito 1666 a 1900 uderti. Po vykonu byly déti
monitorovany 24 az 48 hodin. Uvolnéni obstrukce a odchod konkrementu byly dokumentovany naslednym
ultrazvukovym vysetfenim a prostym snimkem bficha.

Vysledky: U obou bratrii stacilo jedno provedeni LERV k rozdrceni a spontannimu odchodu konkrementu a
uvolnéni obstrukce. Vykony probehly bez komplikaci.

Zavér: Na pracovisti détské urologie je LERV Uspé&$na a bezpecna metoda 1é€by obstrukeni urolitidzy jiz u 3-
letych déti.




FREKVENCE HYPERTENZE U DETI S UNILATERALNI MULTICYSTICKOU DYSPLAZII
LEDVINY
— AMBULANTNI 24-HODINOVE MERENI KREVNIHO TLAKU

Flogelova H.l, Smakal 0.2, Suldkova T .3, MalaJ .4, Kone¢na M. S,Kutrové K.
"Détska klinika FN v Olomouci, “Urologické klinika FN v Olomouci, *Détské klinika FNsP v Ostrave, ‘détské
odd. Slezské nemocnice v Opavé, *détské oddéleni nemocnice v Tiinci

Uvod: Hypertenze (HT) je povazovéana za komplikaci unilateralni multicystické dysplazie ledviny (UMCD) a u
déti s timto onemocnénim je doporu¢eno mefit krevni tlak (TK) miniméln€ 2x roén€. Studie zalozené na
jednorazovém meéteni TK udavaji vyskyt HT u déti s UMCD v 0 az 8%, coz neptedstavuje vysoké riziko. V
roce 2001 byla publikovanad studie zalozend na 24-hodinovém ambulantnim méteni TK (ABPM), ktera
prokazala daleko vyssi vyskyt hypertenze u déti s UMCD, a to 20%, a za hlavni rizikovy faktor pro vyskyt HT
oznacila poSkozeni kontralateralni ledviny ( Seeman, Eur J Pediatr).

Cil: Nasim cilem bylo ovéfit obé skutecnosti, vysoky vyskyt hypertenze a vyssi riziko hypertenze pti poskozeni
kontralaterdlni ledviny v souboru déti s UMCD na Severni Moraveé.

Metody: Vysettili jsme ABPM v souboru 23 déti ( 17 chlapct, 6 divek) s UMCD. Primérny veék déti souboru
byl 8,9 roku, rozmezi 4,2 az 17,3 rokli, median 8 rokii.12 déti souboru bylo po nefrektomii, 11 bylo 1é¢enych
konzervativné. TK byl méfen ambulantné po dobu 24 hodin oscilometricky piistrojem SpaceLabs. Praimérny
denni a no¢ni TK jsme srovnavali s normou pro ABPM podle pohlavi a vysky ditéte

( Soergelova, J Pediatr 130: 178-184). Za hypertenzi jsme povazovali hodnoty TK piesahujici 95.percentil. U 2
déti s télesnou vyskou pod 120 cm byly primérné hodnoty TK srovnavany s vazenymi praméry TK dle
Gellermanové. U vSech déti souboru byly zaznamenany jednordzové hodnoty TK, ultrazvukové (UZ) nalezy na
ledvinach, sérovy kreatinin, vypocétena clearance kreatininu dle Schwartze a proteinurie.

Vysledky: HT byla zjisténa u 3 z 23 déti souboru (13%), z toho u 1 ditéte denni i no¢ni hypertenze, u 2 déti
pouze noc¢ni hypertenze.Vyssi vyskyt hypertenze byl zaznamenan u déti s anomalii kontralateralni ledviny (HT
meélo 1 dité¢ ze 3 déti s anomadlii) oproti détem s normalnim UZ nalezem na kontralateradlni ledviné (HT
prokazana u 2 z 20 déti). U vSech déti souboru byla vypoctena clearance kreatininu v normalnim rozmezi.
Pouze u 1 ditéte byla lehce zvySena proteinurie ( bez HT, normélni UZ nalez na kontralateralni ledving).

Zavér: Potvrdili jsme, ze pokud je u déti s UMCD provadéno méieni TK metodou ABPM, je vyskyt HT
skute¢né vyssi, nez bylo diive uvadéno ve studiich vychazejicich z jednorazového méfeni TK. Navic v nasem
souboru u Zadného ze 3 déti s hypertenzi nebylo pfed provedenim ABPM podezieni na HT, jejich jednorazove
hodnoty TK nepiesahovaly 95.percentil ( dle norem pro jednorazovy TK). ABPM by tedy mélo byt soucasti
sledovani vSech déti s UMCD. Anomalie kontralateralni ledviny je rizikovym faktorem pro HT u déti s UMCD
(1 ze 3 oproti 2 z 20), avSak normalni UZ nalez na kontralateralni ledviné riziko HT nevylucuje.




STANDARDIZACE MIKCNI CYSTOURETROGRAFIE U DETI

Josef Gut , Détské oddéleni NsP, Ceska Lipa
Kvéta Blahova , Détska klinika , FN Motol, Praha

Na podklade¢ literarnich praci a vlastnich zkusSenosti ptedlozen navrh standardniho postupu pfi provadéni mikcni
cystouretrografie u déti (MCUG). Historicky prosla metodika vySetfeni rGznymi modifikacemi a i dosud
pretrvava urcita variabilita v provadéni na jednotlivych pracovistich. Zistava nekolik otaznika jako vyzva do
budoucnosti.

Cilem vysetfeni je dosaZzeni mik¢ni cystouretrografie, ne tedy jenom pasivniho naplnéni méchyte. Na podkladé
studii, oproti nékterym diivéjSim doporucenim, neni nutno trvat na dodrzeni nékolikatydenniho intervalu od
probéhlé akutni uroinfekce, ale je zadouci pied vySetfenim dosahnout sterilizace moc¢e a odeznéni akutnich
klinickych piiznakt. Vlastni vySetfeni nevyZzaduje zvlastni pfipravu, jen je tfeba podle situace zvazit vhodnost
sedace, k niz je nejCastéji pouzivan midazolam nebo chloralhydrat, méné casto analgosedace ¢i celkova
anestezie. U malych kojenci Ize s uspéchem vyuzit vhodného nacasovani vySeteni po jidle, kdyz dité usne.
Kratkodobé kryti (24hodinové) peroralné podavanymi chemoterapeutiky je dostecnou prevenci komplikujici
uroinfekce. Vlastni vySetfeni je provadéno v poloze vleze s infuzni ldhvi zavéSenou ve vysce cca 70cm (vySka
by neméla presahovat 100cm) do napln€ vyvoldvajici pocit na moceni piipadné ke spusténi spontdnni mikce.
Béhem plnici faze je tieba skiaskopicky intermitentné sledovat méchyi a oblast hornich cest tak, aby byla davka
radiacni co nejSetrnéj$i. Za minimalni dokumentaci je povazovano provedeni snimkil s patologickym nélezem
nebo alespon jednoho zadoptedniho a dvou Sikmych snimkl. Béhem mikce je zobrazeni uretry nutné u chlapcii
(ptipadna pfitomnost katetru in situ nezhorSuje vyznamné validitu zobrazeni), stejné jako je tieba béhem mikce
sledovat oblast hornich cest kviili zachyceni pfipadného sekundérniho refluxu. Teplota infundovaného roztoku
by méla byt kolem teploty téla — 37stupiiti. Ve vétSiné piipadii je VUR prokazatelny uz pii jednordzovém
naplnéni a mikénim aktu, ale je tfeba mit na paméti, Ze pfi diagnostickém tlaku a nebo pii pochybnostech v
zobrazeni je mozné provést dalsi plnici cyklus, ktery zvySuje zachytnost VUR. | tak mize byt VUR zvlasté
sekundérni zachycovan intermitentné a v proménlivém stupni.

Standardizace MCUG je piedpokladem pro standardizaci 1écebnych postupt, kterd je postavena na spolehlivém
a pfesném prikazu VUR a jeho stupné .




LABORATORY DIAGNOSTICS OF THROMBOTIC
THROMBOCYTOPENIC PURPURA (TTP)

I. Hrachovinova, P. Salaj, S. Rittich, V.Svorcova, J. Suttnar
The Institute of Hematology and Blood Transfusion (IHBT)

TTP is a severe disease resulting in microangiopathic hemolytic anemia and consumption thrombocytopenia with
dysfunction of CNS and renal disorders. High plasmatic levels of large multimers of von Willebrand factor (ULMVWF)
can be found in some patiens. ULMVWEF are highly active and having contact with endothel and thrombocytes they can
stimulate organization of microthrombi resulting in vascular occlusion and organ dysfunction. Primary cause of this
disorder is a low level of an enzyme (cleaving metalloprotease ADAMTS13) or dysfunction of that enzyme. The low
plasmatic level of ADAMTS13 is caused by congenital production defect or by inhibiting antibodies against this enzyme.
Laboratory examination is rather complicated, mostly the approach is an attempt to detect multimers of VWF as the resul
of their cleaving by ADAMTS13.We have introduced ELISA method the last year which enable to measure the level o
antibodies against ADAMTS13. Additionally, this year a new method assessing the activity of this enzyme has beel
introduced.

The function of enzyme in organism is very complex and the antibody levels do not correlate always with their activity
The technique used in our lab is that reported by Furlane et.al.

We have examined 72 patients with TTP during 2004- 2006 and in 36/72 ADAMTS13 activity was lesser than 69
of normal values. In further patients the enzyme activity was subnormal up normal. Majority of these patients were childre
(80%) with clinical manifestation of TTP-like syndrome with recurrent attacks. Nevertheless, the enzyme activity in thi
patients group was normal.

In72% of patients with clear ADAMTS13- deficiency antibodies against the enzyme have been proved. In 1
patients with recurrent TTP without antibodies the diagnosis of inborn TTP has been established. This congenital for is ng
so frequent and is due to gen- mutations. It has been found, that in typical clinical course of TTP the mutation must b
present on both allels, mostly that patients are double- heterozygotes for inborn mutation. We have performed gene analysi
in 10 patients with this inborn form. Direct sequenation of 29 exons found an insert mutation 414A, in 4/10 patients even i
a homozygote form. This analysis revealed further 3 different mutations. All mutations found revealed a causal connectio
with TTP. The recurrence rate in ins4143 mutation in 8 different families is unexpected high. The laboratory and molecula
genetic investigation enable more precise stratification of patients with TTP or TTP-like clinical cases.

The consequences of laboratory diagnostics results for bed-side treatment in children and adults are to be discussed.

This project was supported by a grant MZOUHKT2005.




LABORATORNI DIAGNOSTIKA TROMBOTICKE TROMBOCYTOPENICE PURPURY

I. Hrachovinov4, P. Salaj, S. Rittich, V.Svorcova, J. Suttnar
Ustav hematologie a krevni transfuze, Praha

Tromboticka trombocytopenicka purpura (TTP) je zadvazné hematologické onemocnéni, které se projevuje
mikroangiopatickou hemolytickou anemii, konzum¢ni trombocytopenii a nervovou a renalni dysfunkci. Plazma
nekterych pacientli vykazuje pritomnost nezvykle velkych multimerti von Willebrandova faktoru (ULMvWF),
které jsou vysoce aktivni v kontaktu sendotelem a krevnimi destiCkami, podporuji vznik mikrotrombu
zpisobujicich vaskularni okluzi a organovou dysfunkci. Priméarni pfi¢inou tohoto stavu je nedostatek nebo
nefunkénost enzymu Stépictho vWF, ktery patii mezi metaloproteinazy a byl pojmenovan ADAMTS13.
Deficit ADAMTSI3 je bud’ vrozeny a nebo zpusobeny protildtkami blokujicimi funkci metaloproteinazy.

Laboratorni stanoveni je komplikované, protoze se vSechny metody pouze vice nebo méné piiblizuji
meéteni fyziologické funkce. VétSina plivodnich metodik byla zalozena na detekci multimerd vWF jako
nasledek Stépeni ADAMTS13. ELISA metoda, ktera umoznila méfeni mnozstvi protilatek byla zavedena
v lonském roce a ELISA méfici aktivitu ADAMTSI13 tento rok. Funkce ADAMTSI3 v organismu je
komplexni, proto neni divu, ze u nékterych pacienti nekoreluje namétené mnozstvi protilatek s jejich aktivitou.
Na naSem pracovisti byla na méfeni aktivity ADAMTS13 i jeho protilatek zavedena modifikovand metoda
podle Furlana et al. V letech 2004-2006 jsme vySetiili 72 pacientii, ktefi splfiovali kritéria na zafazeni do
skupiny nemocnych s TTP. U poloviny z nich (36/72) jsme naméfili aktivitu ADAMTS13 nizsi nez 6%. U
druhé poloviny pacientd jsme naméfili hladiny subnormdlni az normalni. VétSina téchto pacientl byli déti
(80%) s projevy TTP-like a opakovanymi atakami onemocnéni, jehoz pficna ale nebyla deficit ADAMTS13.

Vice nez dvé tretiny pacientii(72%) s hlubokym deficitem méli protilatky proti ADAMTS13. U
jedenacti pacientil s rekurentni formou a bez pfitomnosti protilatky byla stanovena diagnéza vrozené formy
TTP. Vrozend forma ADAMTSI13 je vzacna a je zpUsobena mutaci v genu. Na zdklad€ nékolika studii bylo
zjisténo, ze pro typické rozvinuti choroby je nutné, aby se mutace nachdzela na obou alelach. Postizeni jsou
proto nejcéastéji dvojiti heterozygoti pro vrozenou mutaci. U deseti pacientll s vrozenou formou mohla byt
provedena analyza genu. Pfimou sekvenaci 29 exonii genu jsme nalezli u deviti z nich (90%) insertni mutaci
4143 A u ¢tyf z nich dokonce v homozygotni form¢. Dale jsme nalezli tii dalsi mutace. Na zakladé expresnich
studii bylo prokazano, ze vSechny nalezené¢ mutace jsou kauzalni. Rekurence mutace ins4143A u osmi
nepiibuznych rodin je nezvykle vysoké. Toto zjisténi pfestavuje vyhodu pro diferencidlni diagnostiku déti se
suspektnim TTP, ktery ma Casto netypicky pribéh. Rychlé nalezeni kauzalni mutace je potom dulezitou
soucasti diagnozy.




Koagulopatie u pacienti s nefrotickym syndromem

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

Frekvence nefrotického syndromu v populace neni vysoka, ale pii soustfedéni pacienti do nefrologickych
ambulance predstavuje tato skupina vyznamnou cast aktivit détského nefrologa. Divodem je predevSim vysoka
frekvence relapstli, nutnost hospitalizaci, komplikace dané¢ samotnou chorobou, ale I vedlej$imi ucinky 1é€by, hlavné
kortikoidy.

V literatuie je pomérné velké fada sdéleni k tromboembolickych komplikacich pti zdkladni diagn6ze nefrotického
syndrome (NS).

Diivody zvysené pohotovosti ke srazeni krve u NS jsou komplexni povahy, celkem znama je skutecnost, Ze pacienti
ztraceji v mo¢i pomérné velké mnozstvi antithrombinu III, ale didlezitou roli hraji i dalsi faktory- tendence k
hypovolémii, zvySena viskosita krve, zvySena schopnost agregace desticek a zvysSena hladina prokoagulacnich
faktorti (zfejme nasledkem stimulace syntézy proteini nastartované vysokymi ztratami plasmatickych bilkovin pfi
nefrotické proteinurii). To rezultuje ve zvySeni faktoru V, VII, VIII a X. Nepfiiznivy je I efekt samotné 1écby
vysokymi davkami steroidu.

Arteridlni ale hlavné venosni trombdzy se vyskytuji pfedevSim u pacientll s minimalnimi zménami glomerult
(MCD) a u pacientti s fokalni segmentalni glomerulosklerézou.

Zv1asté postizené oblasti jsou Zilni systémy dolnich koncetin, panve, rendlni zily, ale 1 mesentericka oblast.
Opakované popisované jsou ale I trombdzy cerebralniho fecisté, hlavné sind. Trombdza renalnich Zil je spojena
pfedevSim s dg. membrandzni nefropatie, u déti nastésti spiSe vzacného onemocnéni.

Dlouho je znamo, Ze pii standardnim vysetieni plicniho scanu u déti s nefrotickym syndromem nejsou piekvapenim
poruchy plicni cirkulace- mikroembolizace do plic. Pfitom pacienti nemusi mit prakticky Zadné subjektivni obtize.
Literarni zpravy se shoduji v tom, Ze riziko trombdz a tim I mozné embolizace se vyznamné zvySuje pii poklesu
albuminu pod 20g/1, coZ je hladina, ktera neni u rozvinutého NS zase tak vzacna.

Diskutovany moznosti prevence, upozornéno na fakt, ze je nutné vénovat pozornost anamnestickym tdajim o kasli,
teploté, lehké dusnosti, subjektivnim pocitiim bolesti na hrudnik, v zadech, atd. V ptipadech takového podezieni je
indikovana samoziejm¢ okamzitd hospitalizace na specializovaném pracovisti, kde je k dispozici také
angiochirugicky team.

Autofti prezentuji dvé kasuistiky s fatdlnimi priabéhem, kdy pii zakladni dg. NS déti exitovaly na tromboembolické
komplikace

Coagulopathy in patiens with nephrotic syndrome

Jan Janda

Dptm. of Pediatrics, University Hospital Prague 5-Motol, CZ

The rate of nephrotic syndrome (NS) in pediatric population is not so high, but due to concentration of patiens in
pediatric nephrology outpatient Dptm.this group presents a special challenge, including relative high need for short
hospital admissions. The reason is rather high frequency of relapses resulting in complication due to NS itself and
complication due to therapy (e.g. high dosis of steroids)

In literature on complications of NS in children/adults there is a relative high number of reports on thromboembolic
complications in patiens with NS, including the most often form in children- minimal change disease. Mostly, the
thrombosis in distal extremities are reported, but also thrombosis of renal vein/aretry, mesenteric veins, the most
severe complication is thrombosis of cerebral veins, particularly that of sinuses.

The reason of hypercoagulability in NS are following:

Hypovolemie, increased blood viskosity, thrombocytosis, decreased plasmatic concentration of antithrombinu I1I1.,
but increased concentration of procoagulation faktors V, VII, VIII, X and fibrinogen as well (high proteosynthesis in
liver stimulated by large loss of protein in heavy proteinuria).

There is a consent, that particularly children having plasmatic albumin below 20g/L are at higher risk of
thromboembolic complications.

The basic message is to follow the clinical status of children with decompensated NS and take in account, that
cough, thorax pain, minor dyspnoe, pain in legs, asymetric edemas and just unwellness may herald posibility of
pulmonary embolism.

There is not a clear concept how to prevent such potential severe complications, some recommendations and
therapeutical approach are discussed.

Two cases of fatal complication with acute pulmonary embolismus in children with NS from our department are
reported.




THROMBOPHILIA AND COAGULOPATHY IN PATIENS WITH NEPHROTIC SYNDROME

Jan Janda

Dptm. of Pediatrics, University Hospital Prague 5-Motol, CZ

The rate of nephrotic syndrome (NS) in pediatric population is not so high, but due to concentration of patiens
in pediatric nephrology outpatient Dptm.this group presents a special challenge, including relative high need for
short hospital admissions. The reason is rather high frequency of relapses resulting in complication due to NS
itself and complication due to therapy (e.g. high dosis of steroids)

In literature on complications of NS in children/adults there is a relative high number of reports on
thromboembolic complications in patiens with NS, including the most often form in children- minimal change
disease. Mostly, the thrombosis in distal extremities are reported, but also thrombosis of renal vein/aretry,
mesenteric veins, the most severe complication is thrombosis of cerebral veins, particularly that of sinuses.

The reason of hypercoagulability in NS are following:

Hypovolemie, increased blood viskosity, thrombocytosis, decreased plasmatic concentration of antithrombinu
I11., but increased concentration of procoagulation faktors V, VII, VIII, X and fibrinogen as well (high
proteosynthesis in liver stimulated by large loss of protein in heavy proteinuria).

There is a consent, that particularly children having plasmatic albumin below 20g/L are at higher risk of
thromboembolic complications.

The basic message is to follow the clinical status of children with decompensated NS and take in account, that
cough, thorax pain, minor dyspnoe, pain in legs, asymetric edemas and just unwellness may herald posibility of
pulmonary embolism.

Two cases of fatal complication with acute pulmonary embolismus in children with NS from our department
are reported

Conclusions: There is not a clear concept how to prevent potential severe complications in NS, some
recommendations and therapeutical approach are discussed. In complicated NS, particularly having plasma
albumin below 20 g/L detailed hemocoagulation study should be performed (antithrombin IIl, protein C,
Leikden mutation and plasmatic homocystein level) to avoid complementary unfavourable influence of an
inherited coagulation disorder.




DIAGNOSTIKA AKUTNI PYELONEFRITIDY (APN)
U DETI NA UROVNI PRIMARNI PECE

Jan Janda, Filip Fencl, Marie Smelhausova, Kvéta Blahova
Pediatricka klinika FN v Motole a UK 2.LF v Praze

Cil: ovéftit uroven diagnostiky infekce mocovych cest (IMC) v terénu na podkladé dokumentace pacientii pfijatych na
détské lizkové oddélenti.

Metoda: retrospektivni studie, data z FN Motol od 1. ledna 2004 do 31.12. 2005. Hodnocen vék pfi pfijeti, pohlavi, kym
odeslan s jakou diagnzou, doba od zacatku piiznakd k pfijeti, 1éCba pfed pfijetim, laborat. nalezy v terénu a u nas.
Nehodnoceny piiciny IMC.

Vysledky: pfijato celkem 140 déti, kde pozdéji stanovena dg. APN. PLDD odeslal k hospitalizaci 49/140 déti tj. jen
35%, ostatni odeslani z nasi ambulance, kam se rodice dostavili vétSinou sami. Pohlavi M/F 42/98 (divky 70%). Primér.
vek 6.3 roku (1 mes.-17.9 let, median ale 33 mées.) Priimér. doba od prvnich ptiznaka do pfijeti byla 3.75 dne. VétSina
déti pted piijetim jen na antipyreticich. Pimérna nejvyssi teplota pied pfijetimi byla 39.3 st.C. CRP u 140/140, vzdy
zvySeno. FW délana u 60%, jen u 7% niz$§i nez 25 mm/1.hod., primér za 1.hod. 51 mm. 34/140 déti dostalo pfed
pfijetim ATB bez odbéru moc¢i na kultivaci. Nejcastéj§im nalezem bylo E. coli (67%), pak Enterokok, Proteus,
Klebsiella, Staphylococcus. Pyurie byla nalezena u 116/140 pacientl (83%). Vyznamna bakteriurie zjisténa u 70%
piijatych (24% pftijatych jiz na ATB!). Kone¢na diagndza u 140 déti byla APN. S touto diagnézou k pfijeti odeslano jen
34% pacientl, a¢ z anamnézy bylo ¢asto podezieni na APN.

Zavér: pacienti hospitalizovani s APN tvofili okolo 2% vSech ptijatych. Data ukazuji, Ze diagnostika APN, zvlast¢ u
kojenct a batolat, je stale opozdéna, U déti s vysokou teplotou bez piiznak respiracniho infektu se jen ziidka vySetiuje
mo¢. ATB [écba u APN je pak zahajovana pozdé, k hospitalizaci neposila pacienty PLDD ale jiny lékat nebo rodice
prichdzeji sami do nemocnice. Praktikiim se doporucuje vybavit se testacnimi papirky indikujicimi pyurii a pouzivat
ptipravky typu Uritest Dulab nebo Uricult pfed event. nasazenim 1é¢by pfi chemickém prikazu pyurie papirkem

DERIVACE MOCI PUNKCNI EPICYSTOSTOMII A NASLEDNE INTERMITENTNI
KATETRIZACE JAKO METODA ODDALENI NUTNOSTI DIALYZY U PACIENTA S
CHRONICKOU RENALNI INSUFICIENCI PO OPERACI MENINGOMYELOKELY.

Z.Smickova,R.Koc¢vara,CSc, Z.Dité

DIAGNOSTICS OF ACUTE PYELONEPHRITIS ON THE LEVEL OF
PRIMARY CARE PEDIATRIC SERVICE
J. Janda, F. Fencl, M. Smelhausova, K. Blahova
Dptm. of Pediatrics, University Hospital Prague- Motol, Czech Republic

Aim of the study: to assess the level of acute pyelonephritis (APN) diagnostics in primary care pediatric practice
evaluating data obtained from protocols of a pediatric in-patient department.

Methods: retrospective data analysis (1.1. 2004- 31.12.2005). Data evaluated: age and gender of pts., referring MD,
referral diagnosis, interval from the first symptoms to admission, prior treatment, examination performed prior the
admission, laboratory findings after the admission.

Results: 140 admissions during 2 years with final diagnosis of APN. Only 35% patients were referred by pediatric
practitioner (PP), the others arrived to hospital without any recommendation or sent by other MD than PP. Boys: girls
30:60%. Average age 6.3 years, but median 33 months. Average time from he first symptoms to admission was 3.75
days. The majority of patients was treated by antipyretics prior the admission. The mean highest temperature before the
admission was 39.3C°. CRP in hospital was always increased, ESR performed in 84/140 revealed value below 25 mm/1
hr. only in 14% of patients. Urine culture in hospital revealed significant bacteriuria only in 70% (but 35% of patients
were treated with antimicrobial drugs without previous urine culture). The most frequent strain found was E. coli (67%),
followed by Enterococcus, Proteus, Klebsiella and Staphylococcus. Microscopic examination revealed pyuria in 83% of
pts. The final diagnosis in 140 patients was acute pyelonephritis. However, only ca 34 % of patients were referred by
pediatric practitioners with this diagnosis, the majority was treated with antipyretics, despite the history was suspected by
APN.

Conclusions: among the patients admitted to a pediatric department 2% were children with APN. Our results revealed,
that early diagnostics and treatment of APN was very often delayed. In children with high fever and without symptoms of
a respiratory infection the urine examination is not always performed. Pediatric practitioners (PP) sent only 35% of
children to admission with appropriate diagnosis. The PP are asked to use diagnostic strips indicating pyuria (e.g.
Decaphan LEUCO and dip-slide (Uritest Dulab or Uricult device) as a standard procedure to refer the patients with APN
earlier.




LAPAROSKOPICKA PYELOPLASTIKA V DETSKEM VEKU

R. Kocvara, J. Sedlacek, Z. Dité, J. Dvoracek
Urologicka klinika VFN a 1. LF UK, Subkatedra détské urologie IPVZ, Praha

Uvod: Cilem prace je seznamit pediatrickou vefejnost s na§imi zku$enostmi (prvni v Ceské republice) s
laparoskopickou pyeloplastikou na velkém souboru pacientt.

Pacienti a metoda: V letech 2000-2006 (srpen) byla provedena pyeloplastika laparoskopickou technikou u 51
déti a dospivajicich ve véku 1,5- 18 let, prim. 11 let. Ve 21 pfipadech vpravo, ve 30 piipadech
vlevo.Laparoskopicky transabdominalni pfistup byl pouzit u 44, ztoho u 24 nemocnych originalnim
transmezokolickym pfistupem, retroperitoneoskopicky pfistup byl pouzit u 7 nemocnych. U vSech byla
provedena resekéni pyeloplastika, u 48 dle Anderson Hynese, u 2 lalokova plastika dle Kucery, v jednom
pfipad¢ bylo provedena ureteropyloanastoméza. V roce 2005 byl pomér otevienych a laparoskopickych
pyeloplastik vyrovnany. Do srpna 2006 byli otevien¢ operovani pouze 4 kojenci a 19 déti bylo operovéano
laparoskopickou technikou. Béhem operace byl zaklddan ureterdlni stent (double JJ) antegradni cestou
k zajisténi derivace moce.

Vysledky: Po laparoskopické operaci bylo u vSech nemocnych dosazeno zruseni obstrukce v pyeloureteralnim
ptechodu. Komplikace spocivaly v ucpani stentu u jednoho ditéte, stent musel byt vyménén, a v jednom piipadé
byla provedena punk¢ni nefrostomie pro urinézni sekreci. Zavedeni stentu se nepodafilo u 2 déti s relativni
obstrukci v ureterovezikalnim spojeni, proto byla provedena pii operaci pyelostomie vyvedena
retroperitonealne. U 3 malych déti jsme stent nezakladali. Na otevienou operaci jsme konvertovali pouze prvni
pacientku v r. 2000. Nevyskytla se k zadna zavazna poranéni okolnich organt ¢i vyznamné krvaceni.

Zaver: Laparoskopické pyeloplastika je bezpecna a ti¢inna metoda 1é¢by obstrukce pyeloureteralniho prechodu
u déti a adolescenti s nizkym poctem komplikaci.

LAPAROSCOPIC PYELOPLASTY IN CHILDHOOD

R. Kocvara, J. Sedlacek, Z. Dit¢€, J. Dvoracek
Department of Urology and Paediatric Urology, General University Hospital and 1st Medical School
Postgraduate Medical School, Praha

The aim of the study: To inform the paediatric community of our experience (first in the Czech republic) with
the use of laparoscopic technique in the treatment of pyelo-ureteric junction obstruction on a high group of
patients.

Patients and methods.: Between 2000-2006 (august) laparoscopic pyeloplasty was performed in 51 chirdren and
adolescents of a mean age 11,6 years (range 1,5- 18 let), in 21 on the right and in 30 on the left side..The
transabdominal approach was used in 44 patients, in 24 of them using original transmesocolic miniinvasive
approach, the retroperitoneoscopic access was used in seven patients.  Dismembered pyeloplasty was
performed in all patients, in two of them a flap dismembered repair by Kucera and in one patient a
ureteropyeloanastomosis was used. In 2005 the number of open and laparoscopic repairs was equal, in 2006 all
19 children were operated on using laparoscopy and only 4 infants younger than 10 months underwent an open
repair. The urinary diversion is performed using the double JJ ureteral stent introduced in the antegrade way.
Results: The pelvi-ureterisc junction obstruction has been released in all patients. During the repair, we were
not able to insert a stent in two children and diversion was created using the retroperitoneal pyelostomy because
of relative obstruction at ureterovesocal junction.. The obstructed stent had to be replaced and puntion
nephrostomy was inserted because of leakage. In three small babies, no stent was inserted. Conversion to open
repair was done in our first patients. No major complication was encountered regarding injury tp adjacent
organs or significant bleeding.

Conclusions: The laparoscopic pyeloplastiy has become a safe and efficaceous method to repair the obstruction
of the pyeloureteric junction in children and adolescents with a low complication rate.




DETSTI PACIENTI V ¢ESKEM Registru RENALNICH biopsii - 10 LET ZKUSENOSTI

A Kolsky, I Rychlik, E JanCova, J Dusek, M Hladik, S Skalova,
Z Pellantova, P Geier, J Skibova, M Kolska, J Stejskal, J Janda,
V Tesar et al.,

Cesky registr biopsii ledvin (CRB)

Cil prace: prace uvadi vysledky CRB. Jedna se o soubor 1434 biopsii ledvin (RB) u déti a mladistvych do 18 let, ktery
vznikal v letech 1994-2003. Soubor CRB vznikl vramci I interni kliniky 1. LF UK v Praze vroce 1994 a obsahuje
prakticky vSechny RB vlastnich ledvin u déti, které byly provedeny v 10 pediatrickych centrech, v nasi vlasti. Vysledky:
pramérny vék souboru byl 12.6+4.5 roku (2.5 més. - 18 r.), chlapct bylo 55.9 %, divek 44.1 %. Déti <5 let bylo 9.5 %,
déti 5-10 let bylo 21.3 %, 10-15 let bylo 35.8 % déti a 33.6 % bylo 15-18 let. Nejvice se vyskytla primarni
glomerulonefritis (GN) (65,3 %) a sekundarni GN (25,7 %). Nejcastejsi primarni GN byla IgA nefropatie (24.1 %) a
nefroticky syndrom s minimalnimi zménami (10,9 %). Ze sekundarnich GN bylo nejvice: syndrom tenkych membran (12,3
%), Alportiiv syndrom (4.6 %), lupusova nefritis (4 %) a Henoch-Schonleinova purpura (2.8 %). Ze vSech RB se
vyskytla mikroskopicka hematurie (HU) v 60 %, makroskopicka HU v 14.7 % a proteinurie 64 % (22.6 % bylo >
3,5g/24h). 12 % pacienti mélo hypertenzi s vyznamné vyssi proteinurii a hladinou sérového kreatininu 73,2 %. Pfi porovnani
skupiny dorostu (15-18r.) a vsech déti (0-15 let) mélo hypertenzi 16 % dorostencu, zatimco jen 10 % déti, (p < 0,01),
proteinurie/24h byla 2,1+3,5 g a 2,2+3,5 g (n.s.), s-kr 73,8+69,6 umol/l a 105,2+107,6 umol/l (p < 0,01). 78 % RB bylo
provedeno pod kontrolou ultrazvuku, ve 26 % byl pouzit biopsy gun. Klinicky zdvazné komplikace se vyskytly u 3.4 %
pacientii (makrosk. HU, hematom). Zavéry: RB poskytuje dtlezité informace o epidemiologii, indikacich a moznosti
spoluprace u GN v nasi zemi.

Kontakt: A. Kolsky, Pediatricka klinika IPVZ a 1. LF UK FTN, Praha-4,

kolsky@ftn.cz

CHILDREN In Czech Registry of renal biopsies - 10 YERS OF EXPERIENCE

A. Kolsky, E. JanCova, 1. Rychlik, J. Dusek, M. Hladik, S. Skalova,

Z. Pellantova, P. Geier, V. Rambousek, V. Smr&ka, J. Starha, J. Skibova, M. Kolska, J. Stejskal, J. Janda, V. Tesaft et al.,
on behalf of the Czech Registry of Renal Biopsies (CRB).

Objectives of Study: This report describes data collected by the National CRB which includes 1434 renal biopsies (RB) in
children and adolescents < 18 years in the years 1994-2003. CRB has been run since 1994 and includes currently 10
pediatric centres performing practically all RB of native kidney in children.
Results: Mean age 12.6+4.5 yrs (2.5 months - 18 yrs), boys 55.9%., girls 44.1%. 9.5% of children were <5 yrs, 21.3%
were 5-10 yrs, 35.8% were 10-15 yrs and 33.6% were < 18yrs. Concerning the occurrence of renal diseases, primary
glomerulonephritis (GN) (65.3%) and secondary GN (25.7%) were the most frequent. The most common primary GN were
IgA GN (24.1%) and minimal change disease (10.1%). Secondary GN included thin-membrane glomerulopathy (12.3%),
Alport syndrome (4.6%), Lupus nephritis (4%) and Henoch-Schonlein purpura (2.8%). Out of all RB microscopic
hematuria (HU) was present in 60%, gross HU in 14.7%, proteinuria (PU) in 64% (22.6% > 3,5¢/24h). 12% of patients were
hypertonic and had significantly higher PU and level of plasma creatinine. 79.3% of RB were performed using ultrasound
needle guidance, in 28.4% biopsy gun was used. Clinically serious complications were in 3.4% of patients (gross HU,
hematoma).
Conclusion: RB provides us important information about the epidemiology of GN in our region, about indications for
performing RB and represents a base for co-operation in this field.
Contact: A.Kolsky, Dept. of Pediatrics, Thomayer Teaching Hospital,

Prague 4, kolsky@ftn.cz




Hemopoietic cell transplantation in children and its consequences for renal function

Kovécs L, Hordkova J, Bod'ova I, Sufliarska S, Lukaé J.

The aim of this study was to investigate the effect of hemopoietic cell transplantation (HCT) on renal function
in children. In a 10 year period, 117 children received HCT at the Bone Marrow Transplantation Unit of the
Department of Pediatrics. The study was performed retrospectively using the serial measurements of serum
creatinine and estimated glomerular filtration rate. Patients characteristics (sex, age, diagnosis) conditioning
regimen, type of HCT, major complications (sepsis, veno-occlusive disease and graft-versus-host disease) and
the use of nephrotoxic medication were listed.

The mean age of the patients was 10.5 years (2-19 years), the follow-up period was 2 months to 10 years (mean
23 months) Within the first months after HCT, 13 (11%) patients died, 11 from transplant related complications
other than renal failure and two from relapse of the disease. Thirty five (29,8%) children had a period with acute
renal failure (defined as doubling of serum creatinine). Fifty percent of them had it during the early period, but
none of them developed acute renal insufficiency after the initial 60 days. During the entire post-transplant
follow-up period a total of 41 (35%) patients died, 12 (10.2 %) from transplant related complications other than
renal failure and 29 (24.7%) from relapse of the disease. None of the children in this retrospective study
developed chronic renal insufficiency or needed dialysis. It is concluded, that acute renal insufficiency is a
frequent sequela in children following HCT and likely results from drug toxicity.




FOSFATONINY - FAKTORY REGULUJICi METABOLISMUS FOSFORU

S. Kutilek?, S. Skalova®
!Center for Clinical and Basic Research (CCBR), Pardubice
Détska klinika FN, Hradec Kralové

Fosfor pfedstavuje jeden z nejvyznamnéjsich prvkd lidského organismu, ktery jej obsahuje v mnozstvi 600-
7009, z toho 80% se nachéazi v kostni tkdni. Fosfatoniny jsou relativné neddvno objevenou skupinu faktort
regulujicich metabolismus fosforu. Terminem fosfatoniny mtizeme nazvat nesourodou skupinu latek zasadné
ovliviiujicich metabolismus fosforu. Mezi jejich zastupce patii FGF23 (fibroblast growth factor 23), MEPE
(matrix extracellular phosphoglycoprotein), FRP4 (frizzled related protein 4). Vyznamnou ulohu rovnéz hraje
proteaza PHEX (phosphate-regulating gene with homology to endopeptidases located on X chromosome),ktera
patii mezi povrchové membranové proteazy zavislé na zinku. PHEX je zejména exprimovan v osteoblastech,
osteocytech a odontoblastech a hraje kliCovou tulohu v procesech mineralizace a fosfatové exkrece. Za
fyziologicky substrat pro PHEX jsou povazovany FGF23 a MEPE. FGF23 inhibuje tubularni reabsorpci fosfati
a téz suprimuje tvorbu 1-alfa-hydroxylazy ¢imz dochazi k poklesu tvorby kalcitriolu. MEPE je produkovan
osteoblasty, osteocyty a odontoblasty. MEPE inhibuje renalni tubularni reabsorpci fosforu a mineralizaci kostni
tkané. FRP4 snizuje tubuldrni reabsorpci fosfatli. Za fyziologickych podminek PHEX §tépi MEPE, ale zaroveii
jej chrani pred Stépenim extracelularnimi protedzami a kathepsinem B.Neni-li MEPE $tépeno a chranéno
PHEXem, dochazi u¢inkem kathepsinu B k oddé€leni peptidu ASARM (acidic-serine-aspartate-rich-MEPE-
associated motif), ktery je inhibitorem mineralizace kostni tkané a téz inhibuje Npt2 kotransportér fosfatu.
ASARM tedy snizuje kostni mineralizaci a zvySuje rendlni exkreci fosforu. PHEX rovnéz pfimo stépi FGF23 a
zaroven nepfimo ovliviiuje Stépeni a inaktivaci FGF23. Strava s omezenim fosfati vede k snizené tvorbé
FGF23, naopak zvySeni ptijmu fosforu v potravé ma za nasledek vzestup FGF23 a pokles tvorby kalcitriolu.
Chorobné stavy spojené s pusobenim fosfatonind jsou: (1) hypofosfatemicka kfivice vazana na X-chromozém
(XLH), kdy se jednd o inaktiva¢ni mutace PHEX; (2) autozomalné dominantni hypofosfatemickd kiivice
(ADHR), zpusobena zvysenou stabilitou FGF23; a (3) tumory indukovana osteomalacie (TIO), zplisobena
zvySenou tvorbou FGF23, MEPE ¢i FRP4 tumor6zni tkéni.

PHOSPHATONINS - FACTORS REGULATING PHOSPHATE METABOLISM

S. Kutilek", S. Skalova*

!Center for Clinical and Basic Research (CCBR), Pardubice

2Depaurtment of Paediatrics, Faculty of Medicine, Charles University in Prague, Hradec Kralové, Czech
Republic

Phosphorus (P) is one of the most important elements of human body. The total amount of P in the human body
is 600-700g, and 80% is located in bone tissue. Phosphatonins present a recently discovered group of
phosphate-regulating factors. These consist of FGF23 (fibroblast growth factor 23), MEPE (matrix
extracellular phosphoglycoprotein), FRP4 (frizzled related protein 4). Pivotal role is also played by PHEX
(phosphate-regulating gene with homology to endopeptidases located on X chromosome). PHEX is
predominantly expressed in osteoblasts, osteocytes and odontoblasts and plays a key role in bone mineralisation
and phosphate excretion. FGF 23 and MEPE are believed to be physiological substrates of PHEX. FGF23
inhibits tubular phosphate reabsorption and exerts supressive effect on 1-a-hydroxylase, thus leading to a drop
in calcitriol production. MEPE is produced by osteoblasts, osteocytes and odontoblasts. MEPE inhibits tubular
phosphate reabsorption and bone mineralisation. FRP4 inhibits tubular phosphate reabsorption. Under
physiological conditions PHEX cleaves MEPE while protecting it from cleavage by extracellular proteases and
cathepsin B. Once MEPE is not cleaved and protected by PHEX, cathepsin B cleaves MEPE and releases
ASARM (acidic-serine-aspartate-rich-MEPE-associated motif) peptide. ASARM acts as an inhibitor of bone
mineralisation and phosphate reabsorption. PHEX can also directly cleave FGF23. Low-phosphate meal leads
to decreased production of FGF23, while meal rich in phosphorus results in increased production of FGF23.
Disease states associated with phosphatonins are X-linked hypophosphatemic rickets (XLH), autosomal
dominant hypophosphatemic rickets (ADHR) and tumour-induced osteomalacia (T10).




LATE DIAGNOSTIC OF POSTERIOR URETHRAL VALVE

Tkachyk O.%, Michalkova K.*, Smakal O.”, Flogelova H. ! Kutrova K.*
'Dept. of Paediatrics, “Dept. of Radiology, *Dept. of Urology

University Hospital in Olomouc

Introduction: The goal of the renal ultrasound screening is to detect the congenital anomalies of the uropoetic
tract and prevent the development of the urinary tract infections, kidney damage or failure of renal functions.
We present the case report of a boy whose congenital anomaly was diagnosed late even by today's medicine.
Case report: 2.5 years old boy was transferred to our clinic from the district hospital for hyperazotemia, with
an ultrasound finding of the dysplastic kidneys with the dilated urinary tract and parenchyma reduction at the
both sides.

During the hospitalization for the first attack of acute pyelonephritis at the age of 2.5 years, a pathologic US
renal finding and hyperazotemia has been discovered. The boy had no clinical problems until that epizode.
Prenatal and postnatal renal screening was normal, the boy urinated normally according what the mother said.
But can we believe it?

We confirmed the pathological US renal finding and hyperazotemia, which persisted also when the acute
pyelonephritis was cured. Hypertension has also been found. Bilateral vesicouretral reflux of degree Ill.-IV. on
both sides and enlarged vesicle bladder with pseudodiverticula have been discovered by the voiding
cystography.

X-ray picture during miction was not performed due to non-cooperation of the child. Cystoscopy confirmed the
diagnosis of posterior urethral valve. Valvular discission was done and the drainage was provided by
epicystostomia. By providing the drainage urinary tract dilation decreased, but the hyperazotemia persists.
Hypertension is treated by ACE-inhibitors.

Conclusion: Posterior urethral valve is a severe anomaly of urinary tract; the long-term prognosis depends on
early statement of diagnosis and treatment. This case report set out the question, whether the US screening in
our republic is on such level to detect all the children with that diagnosis.




URINOM NOVOROZENCE JAKO KOMPLIKACE OBSTRUKCNI UROPATIE
POSTER

Kutrova K.,1 Smakal O.,2 Michalkova K.,3 Flogelova H. !
Détské klinika,* Urologicka klinika, * Radiologicka klinika ® FN Olomouc

Uvadime kazuistiku novorozence, u n¢hoz obstrukéni uropatie vedla ke vzniku urinomu a k  akutni renalni
insuficienci. Operacni feseni obstrukce umoznilo resorbci urinomu a upravu funkce ledvin.

Chlapec byl sledovéan prenatalné pro dilataci kalichopanvickového systému (KPS) pravé ledviny, posledni tyden
pted porodem , ktery prob¢hl v 31.tydnu,doslo k vyrazné progresi dilatace a soucasné se objevila 1 zdvazna
dilatace KPS levé ledviny.

Ultrazvukové vysetfeni 1.den po porodu prokézalo zdvojeni KPS pravé ledviny, dilataci KPS i obou uretert
pravé ledviny s redukci parenchymu, pfitomnost ureterokély a rovnéz dilataci KPS a ureteru levé ledviny. Pii
UZ vysetieni se téz zobrazil pted pravou ledvinou velky cysticky utvar nejasné etiologie. Nasledujici den byla
provedena magneticka rezonance (MR) bficha a ttvar 65x27x26 mm obklopujici pravou ledvinu byl
diagnostikovan jako urinom a MR vySetfeni potvrdilo sonograficky nalez na ledvindch a mocovém méchyfi.
Ptes dostate¢nou diurézu byly od 2.dne véku opakované zjistovany vysoké hodnoty sérového kreatininu 188
umol/l, pfi drendzi mocového méchyie katetrem doslo k poklesu na 130 umol/l,. Vzhledem k néalezu urinomu
pti obstrukci vyvodnych mocovych cest a pro hyperazotemii indikoval urolog operacni feSeni. 8.den véku byla
provedena ablace ureterokély z cystotomie a dal$i drenaz mocového méchyie byla zajisténa epicystostomii. Po
vykonu nasledovala béhem 4 dni Uplna rezorbce urinomu a do 18 dnti po vykonu se upravila hladina sérového
kreatininu k norm¢ ( 48 umol/l).Pfi sonografickych kontroldch postupné ustupovala dilatace KPS ledvin a
uretertl , nyni pfetrvava jen minimalni napln dolniho segmentu pravé ledviny.

Chlapec ma nyni 4 mésice, prospiva, ma zrusenou epicystostomii a mo¢i volné proudem.

Uziva antibakterialni profylaxi, dosud nemé¢l infekci mocovych cest, TK vykazuje normalni hodnoty.

V¢casné teseni obstrukce hrdla mocového méchyte ektopickou ureterokélou vedlo k upraveé renalnich funkci a
vytvofilo podminky pro dobry vyvoj ledvin a mocového méchyie.




SHRNUTI LECBY NEJZAVAZNEJSICH PACIENTU S ENURESIS NOCTURNA BEHEM
POSLEDNICH 10 LET:

J. Liska, M.Kepkova, B.Culakova, V. Holegek, S.Sobotova,S.Kuthanova

V nefrologické ordinaci Mula¢ovy nemocnice jsme sestavili skupinu 62 pacientll s velmi zédvaznou enuresis
nocturna (EN), ktefi jsou nadale nami sledovani. Ze 62 déti bylo 42 chlapct a 20 dévcat ve staii 8 — 17 let.
Pivodni kombinace Adiuretin gtts (desmopresin) a Ditropan tbl. (oxibutin) vedla k positivnimu t¢inku jen
v 60%, proto jsme v prubéhu sledovani zacali piidavat u déti s uvadénymi poruchami spanku nootropni
preparaty — Geratam 800 (pyracetamum). Tato 1é¢ba vychéazela z praci o roli spanku v etiopatogenezi EN (prace
Watanabeho) a z naseho pohledu o mozném efektu nootropik (terapie trojkombinaci).

Procento efektu 1écby se v uvedené skupiné zvysilo na 88%. Rodice pii této trojkombinaci anamnesticky
uvadéli leh¢i bezproblémové probouzeni, orientaci v prostoru i ¢ase v dobé probuzeni a mnohdy i schopnost
odpovédet na otazku.

Dale jsme vybrali skupinu 11 déti, u kterych se ndm pii snizovani uvedené trojkombinace nepodatilo
definitivné normalizovat EN. Nejdiive jsme v historické posloupnosti zacali misto Adiuretinu gtts. podavat
Minirin tbl. Pak jsme uvitali z ekonomickych divodii Minirin spray (desmopresin). Devét z 11 velmi ipornych
pacientl z hlediska EN z ptivodni 1écby tabletami jsme prevedli na lécbu sprayem.
se pfinos 1écby Minirin sprayem jevi jako dalsi vylepSeni. Ve sledované dobé 8 mésicl je u 9 z 10 pacientli
dosazeno uplné vymizeni EN. 1 pacient pro nedodrzovani rezimu byl vytazen. Efekt podavani Minirin spraye je
stejn¢ dobry jako Minirin tablet. Z ptedchozi trojkombinace vSak u pacientli s Minirin sprayem ponechavame
Geratam se zamérem postupné redukce obou preparati

THE SUMMARY OF THE THERAPY OF THE MOST DIFFICULT PATIENTS WITH ENURESIS
NOCTURNA DURING LAST 10 YEARS.

J. Liska, M.Kepkova, B.Culakova, V. Holegek, S.Sobotova,S.Kuthanova

We got together in the nephrological outpatients of Mulac hospital a group of 62 patients sufferring on very
difficult enuresis nocturna (EN), who are still controlled by us. From 62 children were 42 boys and 20 girls in
the age of 8 — 17 years. The original combination of Adiuretin gtts (desmopresin) and Ditropan tbl. (oxibutin)
had positive response in 60% cases, and therefore during the therapy we started to administrate to the children
with mentioned sleeping disturbances nootropic drugs - Geratam 800 (pyracetamum). This therapy was
iniciated according to the work of the role in the sleep in ethiopathogenesis EN (paper by Watanabe) and from
our point of view on the possible effect of nootropics (three-combination therapy).

The percentage of the therapeutical effect in the mentioned group increased to 88%.The parents by this 3-
combination mentioned in the history mild non-problematical awakening, better orientation in space and time
after awakening and several times also the ability to answer the questions.

Further we elected a group of 11 children, in which we were by lowering of the mentioned 3-combination not
able definitely normalizate EN. First of all in the historical sequence we started to administrate Minirin tbl.
instead of Adiuretin gtts. Then due to ecconomical reasons we changed the administration to Minirin spray
(desmopresin). 9 from 11 of the very persistent patients from the view of EN we converted from tablets to the
spray.

After 4 month of examination the effect of Minirin spray on very serious patients where the effect of 3-
combination was 88%, the contribution to the therapy with Minirin spray showed further improvement. In the
present time of 8 months 9 from 10 patients reached total loss of EN. One patient due to the breaking of the
regime was eliminated. The effect of administration of Minirin spray is as good as that of Minirin tablets. From
the group of patients of inicial 3-combination we retained Geratam with Minirin spray with the idea to reduce
the administration of both drugs.




ULOHA SESTRY V PECI O DETI S PRIMARNI NOCNI ENUREZOU (PNE)

J.Liskova', E.Baldikova", P.Camprova', M Kolska®, A Kolsky"
YPediatrickd klinika IPVZ a 1. LF UK, FTN, Praha-4
2Klinika déti a dorostu 3. LF UK, FNKV Praha-10

Cil prace: PNE je pomérné castd pediatrickd diagnoza, kterd pisobi pacientim ftadu vyznamnych zejména
psychosocialnich potizi. Pacienti a jejich rodi¢e se za pomocovani obvykle stydi a problémy neifesi. Nelze
pominout, ze v 7 letech je v populaci asi 7-10 % déti s PNE. Pritom Etiologie PNE je zna¢né heretogenni. Ve
vyspélych zemich byva sestra prvni kontaktni osobou konfrontovanou s problémy pacienta. Metody: Dobie
vyskolend sestra je schopna jiz pfi objednavani pacienta k Iékati informovat rodice o postupu vysetieni pfi
PNE. Zajisti vyseteni moci (chem+sed, kultivace, osmolalita) za podminek odbéru. metodou sttedniho proudu.
Vysvétli jak provadét zdznam pitné a mikéni karty a noéni porce moci. Pokud je provadéno ultrazvukové
vySetieni pouci o fadné piipravé pred vySetfenim. V kompetenci sestry je téZ vyplnéni strukturovaného
anamnestického dotazniku. Pfi vlastnim fyzikalnim vySetieni sestra vazi a méti dité. Spolu s Iékatem edukuje
rodinu o otazkach enuretického rezimu, zptisobu motivace ditéte, nadcviku spravné mikce a antiobstipa¢nim
rezimu. Soucasti rezimu je pecliva evidence Unikd moci. Sestra ukaze mozné zpusoby vedeni zdznamovych
kalendarii. s ohledem na vék a zpiisob 1écby pacienta. Pii opakovanych kontrolach spolu s Iékatem hodnoti
dosazeny uspéch a dit¢ chvali a povzbuzuje. Pii téchto kontrolach opakované¢ kontroluje rezim a pfi
nedodrzovani rezimu usiluje o ndpravu. Pfisvé préci pouziva sestra edukacni materidly. Zavéry: V péci o
déti s PNE znacna ¢ast pripada na sestru. Tim je uloha détské sestry v péci o tyto pacienty je nezastupitelna.




VYSKYT SHIGATOXIN PRODUKUJICICH E.COLI — ZKUSENOSTI SZU PRAHA

Monika Marejkova, Petr Petras
Statni zdravotni ustav, Centrum epidemiologie a mikrobiologie, Narodni referenéni laboratoi pro E.coli

Enterohemoragické kmeny E. coli (EHEC) produkuji verotoxin, ktery je piibuzny toxinu Shigella dysenteriae a oznacuje
se také shigatoxin 1 a shigatoxin 2. Kmeny EHEC vyvolavaji zavazné onemocnéni — hemoragickou kolitidu, ktera se
miuze vyvinout az v hemolyticko — uremicky syndrom (HUS). Verotoxin ma dvé antigenni formy VT1 a VT2. Jejich
produkce je a je obvykle vazana na kmeny E. coli sérotypu O157, 026 a O111.

V SZU zjistujeme od letosniho jara piitomnost gend stx1 a stx2, kodujicich produkei verotoxintt VT1 a VT2 technikou
polymerazové fetézové reakce (PCR). K potvrzeni produkce toxini u kmend pouzivame latexovou aglutinaci. U kmend
dale zjistujeme piitomnost genu eae. Ten koduje dalsi faktor virulence u EHEC intimin, ktery zptisobuje adherenci
bakterialnich buné¢k na epitel sliznice tlustého streva.

Dosud jsme vysetfili na pfitomnost genti Stx1 a stx2 75 klinickych izolatt, vétsinou ze stolice a z moce. Z toho 12 kmenti
bylo zaslano v souvislosti s onemocnénim HUS. Produkci verotoxind jsme zjistili u 21 kmenti (28%), z nich 4 kmeny
produkovaly VT1, 9 kmenti VT2 a 8 kmeni bylo pozitivnich na oba verotoxiny. U 18 verotoxigennich kmenti byl
prokazan téz eae gen kodujici intimin. Nejcastéji se jednalo o sérotyp E.coli O157 (12 kment), dale byla produkce
verotoxind potvrzena u kmend sérotypu O111 a O26.

V ramci mezinarodniho externiho hodnoceni kvality jsme vySetfili i 25 kmeni verotoxigennich E. coli, které nam byly
zaslany z referencni laboratore WHO. Soubory obsahovaly 17 riiznych sérotypu, nejcastéji opét typ O157.

Kmeny EHEC jsou velice patogenni bakterie, u E.coli O157:H7 je infek¢éni davka minimalni, podobné jako u kmenti
Shigella dysenteriae. Verotoxiny patii mezi nejuc¢inngjsi bakterialni latky v ptisobeni na eukaryotické buiky. Informace o
verotoxigenité je diileZitym idajem pro stanoveni diagnézy HUS. V SZU jsme za idedlnich podminek zjistit tuto
vlastnost do 10 hodin.

DETECTION OF SHIGATOXIN PRODUCING E.COLI - EXPERIENCE OF THE NATIONAL
INSTITUTE OF PUBLIC HEALTH, PRAGUE

Monika Marejkova, Petr Petras
NRL for E.coli, Centre of Epidemiology and Microbiology, National Institute of Public Health, Prague, Czech Republic

Enterohemorrhagic E. coli (EHEC) strains produce verotoxin, which is related to Shigella dysenteriae toxin and is also
called shigatoxin 1, resp. shigatoxin 2. Verotoxin has two antigenic forms, VT1 and VT2. Its production is usually
associated with E. coli serotypes 0157, 026 and O111. EHEC strains cause serious disease, hemorrhagic colitis, which
can progress to the hemolytic uremic syndrome (HUS).

At the National Institute of Public Health, the stx1 and stx2 genes encoding the production of VT1 and VT2 have been
detected by a PCR method since spring 2006. Latex agglutination is used to confirm the production of toxins in EHEC
strains. The strains are also screened for the presence of the eae gene encoding another EHEC virulence factor, intimin,
facilitating the adherence of bacterial cells to the epithelium of the mucous membrane of the large intestine.

To date, 75 clinical isolates, mostly from stool and urine specimens, were screened for the presence of the stx1 and stx2
genes. Twelve of these strains were referred to our laboratory as HUS associated. The production of verotoxins was
detected in 21 (28%) strains: 4 strains were producers of VT1, 9 strains produced VT2 and 8 strains showed positivity
for both VT1 and VT2. The eae gene encoding intimin was detected in 18 verotoxigenic strains. Most of verotoxigenic
E.coli strains were of serotypes 0157 (12 strains), O111 and O26.

Within the international external quality assessment scheme, we tested 25 verotoxigenic E. coli strains provided by the
WHO reference laboratory. We detected 17 serotypes, with O157 being the most frequent again.

EHEC strains are highly pathogenic. Similarly to Shigella dysenteriae strains, E.coli O157:H7 has a very low infection
dose. Verotoxins are among bacterial substances with the greatest effect on eucaryotic cells. Detection of
verotoxigenicity is of relevance to HUS diagnosis. At the National Institute of Public Health, we are able to provide the
verotoxigenicity test results no sooner than within 10 hours.




Mocova exkrécia MMP-9 kolagénu IV je markerom renalnej fibrézy u deti s chronickou oblickovou
chorobou (CKD)

Podracka, L., Sebekova, K., Heidland, A., Boor, A.
I. Klinika deti a dorastu LF UPJS, Kogice, SZU Bratislava, Universita Wurzburg, Germany, Ustav patolégie LF
UPJS, Kosice

Renalna fibroza je hlavnym charakteristickym histologickym rysom CKD. Vznikéd v dosledku zvySeného
ukladania kolagénu (LIII alV) v oblickovom tkanive, ku ktorému dochadza porusenim rovnovahy medzi
tvorbou a odburavanim extracelularnej matrix.

V pilotnej stadii sme testovali hypotézu, ¢i mocova exkrécia kolagénu IV a MMP-9 odraza fibrozu u deti
s CKD a ¢i tieto neinvazivne laboratérne markery mézu predikovat’ progresivny priebeh rendlneho ochorenia.
Kolagén IV a MMP-9 v moc¢i metédou ELISA sme vySetrili u 53 deti. 33 deti malo CKD (22 GN, 9 TIN, 2 iné¢;
s-kreat=130+180mmol/l, GFR=59.8+31 ml/min), priemernd hodnota proteintrie bola 1.3+1.7g/d. U vsetkych
chorych bola vykonana renalna biopsia. Klinické, laboratorne a histologické parametre  sme porovnali so
skupinou 20 zdravych deti s rovnakym priemernym vekom a zastipenim podla pohlavia. Priemerné hodnoty
MMP-9 a kolagénu IV v mo¢i boli signifikantne vyssie u pacientov ako v kontrolnej skupine (221 v.s. 47 pg
MMP-9/mmol kreat, p< 0.01, a 20.62 v.s. 2.21 ug kolagén IV/umol kreat, p< 0.01, resp.). Zistili sme
signifikantnt korelaciu medzi u-MMP-9 a proteinuriou (r=0.501, p< 0.01) a negativnu zavislost' medzi u-
kolagén IV a GFR (r=-0.417, p< 0.05).

Nase predbezné vysledky poukazuji, ze mocové koncentracie kolagénu IV a MMP-9 u deti s CKD su
zvySené. Na potvrdenie nasej hypotézy s potrebné prospektivne stidie na skupine s va¢$im poctom chorych
deti.

Urinary excretion of MMP-9 and collagen 1V is a marker of renal fibrosis in children with CKD

Podracka, L., Sebekova, K., Heidland, A., Boor, A.
1-st Department of Paediatrics Faculty of Medicine UPJS University KoSice, Slovak Medical University,
Bratislava, Slovakia, University Wurzburg, Germany, Department of Pathology UPJS University KoSice

The renal fibrosis is a hallmark of CKD and reflects the increased deposition of collagens (1, Ill, and 1V)
within scarred kidneys. Moreover, it is increasingly recognized that fibrosis results from an imbalance of
fibrogenesis and fibrolysis. Thus, decreased proteolytic activity could contribute to deposition of collagen.

In a pilot study we aimed to investigate whether urinary excretion of collagen IV and MMP-9 reflects
the renal fibrosis in children, and, whether these non-invasive laboratory methods could be helpful in predicting
the progressive course of the disease. Urinary collagen IV and MMP-9 were measured in 33 children (age: 12.5
+ 6.2 years) with CKD (22 GN, 9 TIN, 2 others; s-creat=130+180mmol/l, GFR=59.8+31 ml/min). Urinary
protein excretion averaged 1.3 + 1.7g/d. Renal biopsy was performed in all subjects. Commercial ELISA Kits
were used to determine urinary collagen IV and MMP-9 concentrations. Clinical, biochemical and histological
parameters were correlated and compared with those measured in 20 age- and sex-matched healthy controls.
Mean urinary levels of MMP-9 and collagens IV were significantly higher in patients compared to controls (221
v.S. 47 pg MMP-9/umol creat, p< 0.01, and 20.62 v.s. 2.21 ug collagen IV/umol creat, p< 0.01, respectively).
Significant correlation has been found between u-MMP-9 and proteinuria (r=0.501, p<0.01) and negative
correlation between u-collagen IV and GFR (r=-0.417, p< 0.05).

Our preliminary data show that urinary concentrations of collagen IV and MMP-9 are elevated in
association with CKD. However, prospective studies in larger group of patients are needed to confirm our
hypothesis.




ABSCES LEDVINY ? - KAZUISTIKA

Ludék Ryba, MUDr, Détské odd€leni Nemocnice v Usti nad Orlici
Karel Nedvéd, MUDr, RDG oddé&leni Nemocnice v Usti nad Orlici

Sedmnactileta"divka se prezentovala klinickymi a laboratornimi pfiznaky, svéd¢icimi pro akutni pyelonefritidu.
Zobrazovacimi metodami (UZ, CT) byl prokazan loziskovy proces, nejspiSe absces levé ledviny. Pacientka byla
uspésné 1écena konzervativné kombinaci antibiotik. Sonograficky bylo dokumentovano postupné vymizeni
zéanétlivého loziska ledviny v pritbéhu 2 mésict. Bylo doplnéno vysetieni statickou scintigrafii. Autoii diskutuji
morfologickou podstatu loziskového nalezu.

RENAL ABSCESS ? - CASE REPORT - POSTER

Ludék Ryba, MUDr, Pediatric department Districtal Hospital at Usti nad Orlici
Karel Nedvéd, MUDr, Radiologic department, Districtal Hospital at Usti nad Orlici

Seventeen years old young woman presented herself with clinical and laboratory symptoms of acute
tubulointersticial nephritis. Imaging processes (ultrasonography, computer tomography) revealed blind process
in left kidney, most probably renal abscess. We chose non-surgical approach with combination of intravenous
antibiothics, which proved itself as succesfull. Ultrasound check-ups document complete resorption of the
inflammatory process during 2 months. After 3 months we implemented statical scintigraphy DMSA with
pathological findings of the left kidney. We discuss morphological texture of the renal blind process.




IMPROVED CONTROL OF HYPERTENSION IN CHILDREN AFTER RENAL
TRANSPLANTATION

T.Seeman, E.Simkova, J Kreisinger, K.Vondrak, J.Dusek, P.Dvoték, J.Janda
Dpt. of Pediatrics, University Hospital Motol, Prague, Czech Republic

Introduction: arterial hypertension is a known risk factor for impaired graft as well as patient survival in
patients after renal transplantation (RTx). However, control of hypertension in transplanted children is
unsatisfactorily low — 50-80% of children treated with antihypertensive drugs still have hypertension (i.e. have
uncontrolled hypertension). The aim of this interventional study was to improve BP control in children after
RTX.

Methods: in 36 children after RTx ambulatory blood pressure monitoring (ABPM) and GFR evaluation
(Schwartz) were performed. In children with uncontrolled hypertension, the number of antihypertensive drugs
was increased to reach the goal BP <95th centile. ABPM was repeated after 12 and 24 months.

Results: after 24 months daytime and night-time BP decreased (from +1.57 to +0.88 SDS for night-time
systolic BP and from +1.10 to +0.35 SDS for night-time diastolic BP, p<0.05). The prevalence of uncontrolled
hypertension decreased from 42% to 25% (NS). Number of antihypertensive drugs increased from 2.1 to 2.7
drugs per patient (p<0.01), namely that of ACE-inhibitors and diuretics (p<0.01). GFR decreased from 75.5 to
71.9 ml/min/1.73m?2 after 12 months but remained stable during the second year. Proteinuria decreased from
256 to 134 mg/m2/day (p<0.05).

Conclusion: this is the first prospective interventional trial on treatment of hypertension in children after RTx.
We demonstrated that the control of post-transplant hypertension can be improved by increasing the number of
antihypertensive drugs, namely ACE-inhibitors and diuretics. Graft function stabilized during the second year
and proteinuria improved.




Polycysticka onemocnéni ledvin — aktuslni stav Registru détskych pacientii v Ceské republice

Seeman T, Dusek J, Flogelova Hl, Sulakova T2, Skalova S3, Simkova E, Starha J4, Vondrak K, Blahova K,
Janda J

Pediatrickd klinika FN Motol, V Uvalu 84, 15006 Praha 5, 1Dpétska klinika FN Olomouc, 2Détska klinika FN
Ostrava, 3Détska klinika FN Hradec Kraloveé, 411 détska klinika FN Brno

Polycysticka onemocnéni ledvin patii nejcéastéjsim deédicnym nefropatiim, nejcastéjsi je s incidenci 1:1000
autozomalné dominantni polycystéza ledvin (ADPKD), nejzavaznéjsi je autozomalné recesivni polycystoza
ledvin (ARPKD), ktera se vyskytuje s incidenci cca 1:40 000. V roce 1992 byl vytvoien po vzoru registru
dospélych pacienti Registr détskych pacientd s polycystickym onemocnénim ledvin v Ceské republice.
V registru jsou evidovany déti na zakladé doporuceni osetiujicich lékait, nejcastéji détskych nefrologi.
Evidence pacienti zahrnuje udaje o rodinné anamnéze, klinickém stavu ditéte, sonografickém nalezu, renalnich
funkcich, krevnim tlaku a mocovych nalezech. Cilem registru je zlepSeni diagnostiky a 1é¢by téchto pacient,
zejména se zaméfenim na hlavni 1é¢itelné komplikace — hypertenzi a proteinurii. V€asnym odhalenim a terapii
téchto komplikaci by mohlo dojit ke zlepSeni dlouhodobé neptiznivé prognozy velké casti pacientil
s polycystozami ledvin.

K 31.12.2005 bylo v Registru evidovano celkem 185 déti s ADPKD a 32 déti s ARPKD.

U vsech déti s ADPKD byla glomerularni filtrace az na 2 piipady déti s velmi ¢asnou (novorozeneckou) formou
manifestace onemocnéni v mezich normy. U vétsiny déti se vsak vyskytovaly lécitelné komplikace, zejména
arterialni hypertenze (1/3 déti), proteinurie (1/2 déti). Byl zjistén vztah mezi sonomorfologickym postizenim
ledvin (poctem cyst, velikosti ledvin) a krevnim tlakem. U vétsiny déti bylo provedeno také molekularng-
genetické vysetieni gent zpusobujicich ADPKD — PKD1 a PKD2. Lécba hypertenze nebo proteinurie ACE-
inhibitory je u téchto pacientu efektivni a bezpe¢na v redukci TK a proteinurie.

Z 32 déti s ARPKD, které prezily novorozenecké obdobi, je 28 déti v soucasné dobé nazivu (piic¢iny amrti:
respiracni insuficience 1x, srde¢ni selhani 3x). 24% je jiz dialyzovano nebo zije s transplantovanou ledvinou.
Hypertenze byla zjisténa u vice nez 90% déti. Postizeni jater mélo 92 % déti. U 14 z nich byla diagnéza
potvrzena i molekularné geneticky (bud’® nepiimou DNA diagnostikou nebo piimou DNA diagnostikou
kauzalnich mutaci genu PKHD1 od r.2002). Byl odhalen vztah mezi typem mutace genu PKHD1 a klinickym
prabéhem onemocnéni, genotyp ma tedy prognostickou vypovédni hodnotu. Od roku 1994 je mozna i prenatalni
diagnostika autozomalné recesivniho polycystického onemocnéni ledvin metodami DNA diagnostiky (5
piipadi v CR) a narozeni druhého postizeného ditéte v roding lze pomoci molekularné-genetické prenatélni
diagnostiky na 100% zabranit. Terapie je zaméiena na lécbu arterialni a portalni hypertenze, chronického
selhani ledvin.

Vsem zajemcuam o0 spoluprdci na rozsirovani registru predem dekujeme, stejné jako kolegum, kters jiZz do
registru své pacienty evidovali. O dalsim vyvoji registru a novinkach o polycystozach ledvin budeme pravidelné
informovat na pracovnich setkanich.

e-mail: tomas.seeman@Ifmotol.cuni.cz




Autosomal recessive polycystic kidney disease - Report of the Czech national registry of children with
polycystic kidney diseases

T.Seeman, J.Dusek, K.Vondrak, E.Simkova, J.Kreisinger, P.Geier, M.Hladik, S.Skalové, J.Starha, Stara V, Skalicka V,
Blahova K, J.Janda
1°'Dpt.of Paediatrics Prague, Univ. Hospital Motol, Dpt.of Paediatrics Brno, Ostrava, Olomouc, Hradec Kralové, Czech Republic

Czech national registry of polycystic kidney diseases (PKD) in childhood has been established in 1992 to improve the
management of children with PKD. We now report on the clinical course of children with autosomal recessive polycystic
kidney disease (ARPKD), who have been reported to this registry during the last 11 years (1992-2002).

31 children from 32 families with ARPKD who survived the neonatal period have been reported to this registry from the
whole Czech Republic. Diagnosis of ARPKD was made by negative parental history of PKD and typical renal ultrasound
findings in all children. Furthermore in 16 families DNA linkage analysis for ARPKD-gene was performed (informative
in 10 families).

Methods: creatinine clearance (CCr, Schwartz formula), blood pressure (clinic and/or 24-hour ambulatory), standardized
renal concentration capacity test (DDAVP), liver tests and abdominal ultrasound.

Results: 29/31 children are surviving (mortality 6 %, causes of death: respiratory failure n =1, cardiac failure n = 1).
One child underwent unilateral nephrectomy for recurrent episodes of respiratory insufficiency. Median age at diagnosis
was 3 months (range 1 day - 10 years), median age at the final investigation was 12.6 years (range 2 months - 22.6 years).
65 % of children had neonatal or infantile form, 35 % had juvenile form. Renal concentrating capacity was decreased in
all children (median urine osmolality 458 mmol/kg, range 302 - 600). Renal function (CCr) was normal in 36 % of
children (only juvenile forms), 39 % of children had chronic renal insufficiency and 25 % was already dialysed or
transplanted. Hypertension (defined as need for antihypertensive drug therapy and/or elevated blood pressure) was found
in 93 % of children (the only two normotensive children had juvenile form). Liver involvement (hepatomegaly and/or
splenomegaly and/or pathological liver ultrasound and/or oesophageal varices) showed 92 % of children. The liver
enzyme activities were elevated in 59 % of children but only one child had decreased synthetic liver function detected by
prolonged prothrombin time, 35 % of children had liver biopsy showing congenital hepatic fibrosis.

Conclusions: mortality in children with ARPKD who survived the neonatal period is lower than reported in the last decade.
Nevertheless substantial proportion of children reaches renal insufficiency or end-stage renal disease. Almost all children develop
arterial hypertension. Liver involvement detected clinically or by ultrasound is an invariable sign of the disease. Nevertheless liver
function is preserved in almost all children. This does not make liver transplantation in patients with ARPKD necessary at least in
childhood. The most serious complication in juvenile form remains portal hypertension. Early detection and treatment of
complications, especially arterial hypertension, chronic renal insufficiency and portal hypertension is essential for improving the long-
term prognosis of children with ARPKD.




ZVYSENA AKTIVITA MOCOVE N-ACETYL-BETA-D-GLUKOSAMINIDAZY U DETI
S VESIKOURETERALNIM REFLUXEM

Skalova S.', Rejtar P.%, Kutilek S.°
Détskd klinika *, Radiologickd klinika®, FN a LF UK Hradec Krdlové, Center for Clinical and Basic Research,
Pardubice’

Uvod: Vesikoureteralni reflux (VUR) je povaZovan za vyznamny rizikovy faktor renalniho poskozeni. Casnym
indikatorem tubularniho postiZeni je enzym N-acetyl-beta-D-glukosaminidaza (NAG) lokalizovany v lysosomech
bun¢k proximalnich tubult.

Cil: VysSetieni mocCové aktivity NAG u déti s vesikoureterdlnim refluxem a porovnani hodnot s vybranymi
klinickymi parametry.

Metody: U 22 déti (10 chlapci a 12 divek, praimérny vék 2.83 + 2.42 roku) s VUR jsme vySetiili aktivitu NAG ze
vzorku 2.ranni moce. 8 pacientli mélo jednostranny VUR a 14 mélo oboustranny VUR. U d¢ti s oboustrannym VUR
rozdilného stupné byl posuzovan vzdy vyssi stupen. Distribuce pacientii dle stupné VUR byla nasledujici: VUR
Lstupné n = 2; VUR ILstupné n = 3; VUR Ill.stupné n = 4; VUR IV.stupné n = 12; VUR V.stupné¢ n = 1. Ziskané
vysledky byly vyjadreny jako z-skére a porovnany s diive publikovanymi referen¢nimi hodnotami.

Vysledky: Hodnoty U-NAG/kreatinin byly signifikantné vyssi u vSech pacientt s VUR Vv porovnani s referen¢nimi
hodnotami (p= 0.0001). Nebyl shledan rozdil v hodnotach U-NAG/kreatinin mezi pacienty s jednostrannym a
oboustrannym VUR (p= 0.66). Nebyl shledan rozdil mezi pacienty s VUR I.-Ill.stupné ve srovnani s pacienty
S VUR IV.-V.stupné (p=0.67). Hodnoty U-NAG/kreatininu byly vysoké u pacientl s refluxovou nefropatii (RN;
n=9) pfi porovnani s referenénimi hodnotami (p= 0.0001), nebyl vSak rozdil mezi pacienty s VUR a RN a pacienty
S VUR bez RN ( p = 0,84). Byla zjisténa slaba korelace (r =0.38) mezi stupném VUR a hodnotami U-
NAG/kreatininu, ktera nedosahla statistické vyznamnosti (p = 0.08).

Zavér: Hodnoty U-NAG/kreatinin jsou vys$si u vSech déti s VUR, neprokazali jsme vSak vztah ke stupni VUR.
Domnivame se, Ze pii sledovani dynamiky hodnot NAG, mize byt tento enzym uzitecnym markerem Vv detekci
tubularniho postizeni u pacientii s vesikoureteralnim refluxem.

INCREASED URINARY N-ACETYL-BETA-D-GLUCOSAMINIDASE ACTIVITY IN CHILDREN
WITH VESICOURETERAL REFLUX

Skalova S.', Rejtar P.%, Kutilek S.°

Departments of ‘Paediatrics and “Radiology, Charles University in Prague, Faculty of Medicine in Hradec
Kralové, Czech Republic

*Center for Clinical and Basic Research (CCBR), Pardubice, Czech Republic

Introduction: Vesicoureteral reflux (VUR) is considered a significant risk factor of kidney damage. N-acetyl-beta-
D-glucosaminidase (NAG) is a lysosomal enzyme which is abundantly present in the cells of the proximal tubule
and is considered as a very sensitive marker of renal tubular impairment

Aim: To measure urinary NAG activity in patients with VUR grade | through V and relate the obtained results to
the grade of VUR and selected clinical parameters.

Methods: 22 children (10 boys and 12 girls, mean age 2.83 + 2.42 years) with VUR had U-NAG/creatinine ratio
measured in the spot urine, collected after the first morning void. In 8 patients the VUR was unilateral, grade I-1V,
and in 14 patients, the VUR was bilateral, grade 1-V. In patients with bilateral reflux and different VUR grade on
each side, the highest grade of VUR was taken into consideration. Therefore, the diagnostic distribution was as
follows: VUR grade I, n = 2; VUR grade Il, n = 3; VUR grade Ill, n = 4; VUR grade IV, n =12; VUR grade V, n =
1. The obtained results were expressed as Z-scores and compared to previously published reference data.

Results: The U-NAG/Cr values were significantly higher in the VUR patients in comparison to the reference data
(p= 0.0001). There was no difference in U-NAG/Cr between children with unilateral (n=8) and bilateral (n=14)
VUR (p= 0.66). There was no difference in U-NAG/Cr between patients with VUR grade I-11l and VUR grade 1V-
V (p=0.67). The U-NAG/Cr activity was high in patients with reflux nephropathy (RN; n=9) when compared to
reference data (p= 0.0001), however there was no difference in comparison to children with VUR and without RN
(p = 0.84). We found a weak correlation between U-NAG/Cr and grade of VUR, which didn’t reach statistical
significance (r =0.38, p = 0.08).

Conclusions: U-NAG is increased in children with VUR grade I-V, however there is only a very weak relationship
with the grade of VUR. We suggest that this marker can be utilized in the detection of renal tubular impairment in
patients with VUR.




VYZNAM ANAMNESTICKYCH DAT PRO PECI O DETI S PRENATALNE DIAGNOSTIKOVANOU
ANOMALII UROPOETICKEHO TRAKTU.

Skalova S.%, Rejtar P.%, Novak .°
Détskd klinika FN a LF UK, Radiologickd klinika FN a LF UK?, Urologickd klinika FN a LF UK®, Hradec
Kralove
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Kazuistikami 2 pacientli demonstrujeme vyznam znalosti piesnych anamnestickych dat a nutnost mezioborové
spolupréce v péci o tyto pacienty.

Chlapec €.1. s prenatalné diagnostikovanou megavesikou v 15.tydnu t€hotenstvi s postupnou dilataci hornich
mocovych cest a men$imi echogennimi ledvinami. Porod v 39.tydnu, bezprostfedné¢ po narozeni zajiSténa
derivace moce permanentnim mocovym katétrem, 2.den potvrzena pii UZ a MCUG vysetieni diagndza PUV se
sekundarnim oboustrannym vesikoureterdlnim refluxem (VUR) IV.-V.stupné€. Chlapec od narozeni zajistén
profylakticky ATB, 12.den provedena vesikostomie. Renalni funkce s postupnou upravou S-Kreatininu a
ptretrvavanim znamek tubuldrniho postizeni korelujicim s nalezem refluxni nefropatie na DMSA scanu.
Chlapec ¢€.2 porozen v 39.tydnu téhotenstvi s diagnosou oboustranné hydronefrézy. Dodate¢né dle prenatalnich
nalezi vysloveno podezieni na PUV. Chlapec byl zajistén permanentnim mocovym katétrem od 3.dne Zivota,
kdy jiz doslo k vzestupu hodnot S-kreatininu na 380 umol/l. Vysettenim UZ a MCUG prokazana PUV se
sekundarnim VUR vyssiho stupné. 10.den Zivota provedena vesikostomie. Po zavedeni drendze mocovych cest
doslo postupné k poklesu hodnot S-kreatininu bez nutnosti dialyza¢ni 1é¢by k hodnoté 44 umol/l ve véku 3
meésica.

Zavér: progndzu chlapci s PUV ovliviiuje kromé piitomnosti renalni dysplazie a dysfunkce mocového
méchyte rovnéz inicalni 1é¢ba zahrnujici v€asné zajisténi derivace mocovych cest. Mezioborova spoluprace a
komunikace je nezbytna pro komplexni postnatalni péci o déti s prenatalné zjisténou vadou mocovych cest.

THE ROLE OF PATIENT HISTORY IN THE MANAGEMENT OF CHILDREN WITH
PRENATALLY DETECTED ANOMALIES OF THE UROPOETIC SYSTEM.

Skalova S.%, Rejtar P.%, Novak 1.°
Departments of ‘Paediatrics, “Radiology and *Urology, Charles University in Prague, Faculty of Medicine in
Hradec Kralové, Czech Republic

Posterior urethral valves (PUV) in boys are considered among the most severe anomalies of the uropoetic
system. The presented case reports illustrate the crucial importance of relevant patient data and the urgent need
for cooperation among various medical specialists.

Patient No.1. was prenatally diagnosed in the 15" week of pregnancy as having megavesica, with gradual
dilatation of the urinary tract and small echogenous kidneys. The birth occurred in the 39" week. Immediately
after the birth, permanent catheter was inserted to secure urine derivation. On day 2, the diagnosis of PUV
together with secondary bilateral vesicoureteral reflux (VUR) grade IV-V was confirmed by means of
ultrasonography and voiding cystourethrography.

Since first day of age the boy was receiving prophylactic antibiotic treatment, vesicostomy was performed on
day 12. The renal functions were characterized by gradual improvement of the S-creatinine levels and by
persistent signs of tubular impairment, this in accordance with signs of reflux nephropathy on the DMSA scan.
Patient No.2 was born on 39" week of pregnancy, with diagnosis of bilateral hydronephrosis. After the birth,
PUV was taken into consideration, this based on the analysis of prenatal images. Permanent catheter was
inserted on 3" day of age, at the time when the S-creatinine level reached 380 umol/I. Ultrasound examination,
together with voiding cystourethrography, confirmed the diagnosis of PUV and secondary high-grade VUR. At
the age of 10 days, vesicostomy was performed. After the urinary tract drainage, the S-creatinine gradually
decreased to 44 umol/L at the age of 3 months. Dialysis was not necessary.

Conclusions: The prognosis of boys with PUV is influenced not only by the presence of renal hypoplasia and
urinary bladder dysfunction, but also by the appropriate initial therapy inclusive of early urinary tract derivation.
Various medical specialists need to cooperate closely in order to achieve favourable outcome for the patients
with prenatally diagnosed urinary tract anomalies.




BENEFITS OF MR EXAMINATION AS A DIAGNOSTICS OF CONGENITAL DEVELOPMENTAL
DEFECTS OF THE UROPEETIC TRACT IN CHILDREN

Smakal O., Vrana J.*, Hordk D., Michalkova K. %, Marek O.°, Floglova H. 4
University Hospital in Olomouc: Dept. of Urology *, Dept. of Radiology 2, Dept. of Anaesthesia and
Resuscitation *, Dept. of Paediatrics * .

The aim of the study: To establish a utilization rate of MR urography and MR angiography in the diagnostics
of congenital developmental defects of the uropoetic tract in children.

Methods:

A total of twelve children between 0 to 16 years of age were examined: 7 boys and 7 girls before a planned
surgery. Ten children were examined in total anaesthesia. A static (T2 weighted) MR urography was used for all
the patients plus MR angiography was added in 5 cases. In reconstruction, VRT or MIP 3D imaging was used,
to assess anomalies of the shape and position of the kidney, the ureter , the thickness of the kidney parenchyma
and the location of accessory vascular bundles.

All the children were operated on and checked for the agreement of the MR and the operational finding.
Results:

In the MR examination, we diagnosed the following as the cause of a pyeloureteral obstruction: 4 x an
accessory vascular bundle, 2x a defect of kidney rotation, 1 x a perirenal urinoma with a duplication of KPS and
ectopic ureterocele, and 1 x a crossed dystopia of the right kidney with megaureter.

All the findings were in full agreement with the peroperational finding.

Conclusion:

MR urography / MR angiography is a sovereign imaging method that significantly improves the accuracy of a
pre-operation diagnosis. The need for CA in the smallest children is fully compensated by a reduction of the
need for other examinations and by the possibility to set a correct time of a surgery if required.




DERIVACE MOCI PUNKCNI EPICYSTOSTOMII A NASLEDNE INTERMITENTNI
KATETRIZACE JAKO METODA ODDALENI NUTNOSTI DIALYZY U PACIENTA S
CHRONICKOU RENALNI INSUFICIENCI PO OPERACI MENINGOMYELOKELY.

Z.Smickova,R.Ko¢vara,CSc, Z.Dité

Témeétr 13-ti lety pacient po operaci meningomyelokély, dlouhodobé sledovan na jiném pracovisti pro
inkontinenci moc¢i a recidivujici uroinfekce, byl poslan ambulantnim urologem pro narust dilatace v
kalichopanvickovém systému ledvin oboustramnné.

V XI/O5 poprvé hospitalizovan na nasi Kklinice:kreatinin 371, sonograficky vyraznd dilatace
kalichopanvickového systému oboustranné na usg, Tk 190/120 , pH 7,3, HCO3 18 , BE-8,6.

ZaloZena punk¢ni epicystostomie, po tydnu kreatinin 169.Po 2 mésicich zahdjena intermitentni katetrizace 5x
denng, porce 300 — 500 ml.Po 8-mi mésicich jsme epicystostomii odstranili, pacient se jiz sam cévkuje, na
medikaci je normotensni, kreatinin 129, sonograficky bez dilatace kalichopanvickového systému, bez
uroinfekce, pln¢ kontinentni.

Zavériuvedenad kazuistika ukazuje na nutnost pifisné dispenzarizace pacientd s neurogennim mocovym
méchytem,ktefi jsou ohroZeni az rozvojem chronické renalni insuficience na podkladé tézké dysfunkce dolnich
mocovych cest.Spravna kombinovana 1é¢ba ovlivni kontinenci, je prevenci uroinfekci a vede ke stabilizaci
rendlnich funkei.

Chlapci se nyni dafi velmi dobie, za dobu 9-ti mésict piibral 15 kg, pfesto kreatinin ma stale tendency k
poklesu.A co je pro jeho psychiku velmi diileZité — nyni na rezimu intermitentni katetrizace je ZCELA SUCHY.

Epicystostomy with combination of intermitent cathetrisation in patient with meningocele to defer
necessity of dialysis

Z. Smickova, R. Kocvara, Z. Dité
Dept. of. Urology, General Faculty Hospital, Charles University Prague, Czech Republic

Boy, aged 13, after operation of meningocele, in follow-up of another center was examined in our department
for incontinence, recurrent urine infections and bilateral worsening of uper urinary tract dilatation.
Hospitalization in XI/2005: creatinin 371, ultrasonography verified bilateral dilatation of uper urinary tract,
blood pressure 190/120, Astrup: pH 7,3, HCO3 18, BE 8,6.

Epicystostomy was administred. After one week, creatinin decreased on 169

Intermitent cathetrisation five times a day began two months later, volume of urine in each portion was 300 —
500 ml.Epicystostomy drain was extracted eight months later, the intermitent cathetrisation continued. On
medication he is normopressure, creatinin is stable on level of 129, dilatation of uper urinary tract dissapeared,
without urinary tract infection, entirly continent.

Conclusion: strict observance and follow-up of patients with neurogenic bladder is highly recommended. That
patients are at risk from chronic renal failure on the strength of strong bladder dysfunction. Combination of
conservative treatment and derivation of urine can provide continence, it is prevention of urinary tract infections
and it can improve blood renal functions.

Boy is nowdays in good condition, he put on weight 15 kg in period of nine months, creatinin continue to
decreasing. And for his mental condition is very important, that he is completly dry on the intermitent
cathetrisation.




HYPOPERISTALTICKY SYNDROM - KAZUISTIKA

Sulédkova T., VIgkova H., Sulakova A., Bosakova A., Slany J., Waloschek T.*, Skaba R.?
Klinika détského 1ékaistvi FNsP Ostrava, ‘Ustav patologie FNsP Ostrava, *Klinika détské chirurgie UK 2.LF a FN Motol

Megacystis-microcolon-intestinal hypoperistalsis syndrome (MMIHS) je vzacny syndrom, ktery je charakterizovan
distenzi moc¢ového méchyte s poruchou vyprazdiiovani neobstrukéniho typu, mikrokolon a snizenou az chybéjici stfevni
peristaltikou. Byva pfidruzena stfevni malrotace a zkraceni tenkého stfeva.

Cilem naseho sd¢€leni je kazuistika pacientky, u které byla prenataln¢ diagnostikovana suspektni cysta v duting bfi$ni. Po
predcasném odtoku plodové vody ve 34. g.t. byla gravidita ukoncena cisarskym fezem. Nasledny poporodni prubéh byl
komplikovan respiraéni insuficienci a megavesikou (katetrizace, epicystostomie, infekce mocovych cest — IMC). Od
kojeneckého veéku byla opakované hospitalizovana pro zvraceni, neprospivani, poruchy pasaze stolice a IMC ve spojeni
S dysfunkéni mikei. V sedmi mésicich ve€ku pro rozvoj ileu byla provedena urgentni laparotomie a zalozena
dvouhlaviova sigmoideostomie. Pietrvavajici porucha peristaltiky v pooperacnim obdobi vedla k dal§im chirurgickym
revizim a dal§i enterostomii. Vylou¢ili jsme Hirschsprungovu chorobu a cystickou fibrézu. Pro diagnostické nejasnosti
byla pacientka pieclozena na Kliniku détské chirurgie UK 2.LF a FN Motol, kde byl stav uzavien jako chronicka stfevni
pseudoobstrukce, v.s. typu MMIHS. Od unora 2004 do prosince 2005, kdy byla pacientka v péci nasi kliniky, jsme tesili
nékolik stéZejnich problémi: (1) zajisténi vyzivy, (2) opakované poruchy pasaze travicim traktem — 5 operaci béhem
1,5 roku, (3) derivace moée — epicystostomie, CIAK, (4) recidivujici IMC, (5) opakované katétrové sepse, zachazeni
centralnich Zilnich vstupi, (6) péce o stomie, (7) edukace v komplexni péci o dit€¢ v domacich podminkach. Nasledkem
recidivujicich sepsi, iledznich stavli vyzadujicich chirurgicka feSeni a sekundarni malabsorpce doslo k postupnému
vyCerpani rezerv organismu, septickému Soku a nezvladnutelnému multiorganovému selhani.

Zavér: MMIHS patii mezi kongenitalni stfevni pseudoobstrukce nejasné etiologie s velmi nepfiznivou progndzou,
zpravidla kon¢ici fataln€ jiz v prvnim roce zivota. V predlozené kazuistice chceme demonstrovat nutnost komplexni péce
a mezioborové spoluprace pii péci o tyto pacienty.

MEGACYSTIS-MICROCOLON-INTESTINAL HYPOPERISTALSIS SYNDROME (MMIHS)

T Sulédkova, H VIckova, A Sulakova, A Bosdkova, J Slany, T Waloschek®, R Skaba®
Dpt. of Paediatrics University Hospital Ostrava, 'Dpt. of Pathology University Hospital Ostrava, “Dpt. of Paediatric
Surgery, 2" Medical School, Charles University in Prague

MMIHS is a rare disease characterised by urinary bladder distension with non-obstructive voiding lesion and microcolon
with reduced or absent peristalsis. The syndrome is also associated with small intestine shortening and malrotation.

We report one patient with MMHIS. The girl was born 6 weeks premature by caesarean section. Her neonatal period was
complicated due to respiratory distress and megacystis (catheterisation, epicystostomy, urinary tract infections — UTI).
She was repeatedly admitted into the hospital due to failure to thrive, problems with bowel movements, pyelonephritis
and bladder dysfunction during the first year of life. When she was 7 months old, sigmoideostomy and enterostomy were
made due to ileus. We excluded Hirschsprung disease and cystic fibrosis and concluded the patient’s state as suspected
MMIHS. We had to deal with several crucial problems during her 3 years of lifetime: (1) nutrition intake (home
parenterale nutrition), (2) recurring peristalsis failure — 5 surgeries during 18 months, (3) bladder evacuation (finally
clean intermittent catheterisation) and preservation of renal function, (4) recurring UT]I, (5) recurring catheter sepsis and
central venous line thrombosis, (6) care for stomies, (7) family instruction in taking care of the girl at home. The girl’s
state was failing all the time and she died of septic shock in connection with multiorgan failure at the age of 3 years.
Conclusion: MMIHS is a very rare congenital disorder. The aetiology is unclear and the prognosis is bad. Sick patients
generally die in the first year of their life.




ZKUSENOSTI S OM-89 V LECBE RECIDIVUJICICH INFEKCi MOCOVYCH CEST

T. Sulakova, A. Bosakova, A. Sulakova

Infekce mocovych cest (IMC) je hned po respiracnich infekcich nejcastéj$im onemocnénim détského veéku. Lécba
chronickych a rekurentnich infekci mocovych je v détském stejné jako dospélém véku problematicka a vyZaduje
komplexni pfistup, jehoZ soucasti je i stimulace (resp. imunomodulace) imunitniho systému.

Cilem studie bylo retrospektivné zhodnotit: 1. zda se snizila frekvence vyskytu IMC a 2. zda se snizila zavaznost IMC
v souboru déti a adolescentti s komplikovanymi i nekomplikovanymi recidivujicimi IMC, 1é¢enych OM-89 (Uro-
Vaxomem). Soubor a metody: Analyzovali jsme
retrospektivné data 31 pacientti, 4 chlapci a 27 divek. Primérny veék pacientd na pocatku sledovani pro infekce
mocovych cest byl 4,4 roku (0,5 - 16,77) a pii ukonceni sledovani byl 10,7 roku ( 2,88 - 19,66). Celkova primérna doba
sledovani byla 6,3 roku. V dob¢ zahajeni terapie p.o. imunostimulaci OM-89 byl primérny vék pacientti 8,03 roki (min
1,83, max. 17,85). Indikaci pro zahajeni 1é¢by OM-89 byly 2 a vice recidiv IMC/6 mésicti u pacientli s komplikovanymi
a nekomplikovanymi IMC pfi jejich adekvatni terapii. Pacienti byli 1éceni OM-89 1 cps denné ve 3 cyklech po dobu 3
mesicl. Byla srovnavana frekvence vyskytu IMC 9 mésicl pied zahajenim terapie a 9 mésicii po ukonceni terapie a
zavaznost infekce byla hodnocena podilem pyelonefritid (PN) na celkovém poctu IMC.

Vysledky: Primérna frekvence vyskytu IMC pred terapii OM-89 byla 3,48/pacienta a béhem terapie 1,53/pacienta (T -
test p= 0,0012). Pocet PN pted terapii byl 64 (23%), po terapii 20 (14%), infekci dolnich mocovych cest pted terapii 211
(77%), po terapii 118 (86%). Podil PN na celkovém po&tu IMC b&hem terapie klesl 0 9% (%° je 4,37,p=0,365, F test p=
0,01). Zavér: Retrospektivni analyza prokazala signifikantni snizeni
frekvence vyskytu IMC pii 1é€bé OM-89. Soucasn¢ také vyznamné snizila zavaznost prodélavanych IMC. Podil PN na
celkovém pocétu IMC béhem terapie poklesl o 8,78%.

e-mail: terezie.sulakova@fnspo.cz




LONG-TERM EXPERIENCE (25 YEARS) WITH CONGENITAL THROMBOTIC
THROMBOCYTOPENIC PURPURA (TTP) THERAPY

Suldkova T., Kuhn T., Ptak J. ', Hrachovinova L °, Ptoszkova H., Slany J.
Pediatric Dptm., University Hosp. Ostrava, ‘Dptm. of Hematology and Transfusion, Hosp. Frydek Mistek,
2UHKT Praha

We report 7 patients (3 men, 4 women) with congenital form of TTP. Four patients come from the district of
Frydek Mistek and three come from the region of Ostrava. Two out of the latter patients are distant relatives.
The patients have had constituent disease symptoms (but not all of them) since they were born or since their
early childhood, i.e. icterus, thrombocytopenia, haemolytic anaemia, and intermittent haematuria. The age of
the patients when the classical symptom's triad appeared, i.e. in the time of the diagnosis, was 4.8 years on
average (with an exception of 35 years). The course of the illness is recurrent in 3 patients and relapsing in 4
others at present. Each patient had on average 12 disease recurrences. The respiratory infect was often the
causing factor for relapse. The most often prodromal symptoms were stomachache, vomiting, haemorrhagic
diathesis, to a lesser extent icterus and fever. The signs of relapses were sometimes discreet — haemolytic
syndrome and minor renal abnormalities. Four patients had acute renal failure. Renal biopsy was performed in
one patient and proved arteriolar type of thrombotic microangiopathy. Four patients developed hypertension
with necessity of long-lasting therapy. Three patients already had neurological symptoms in their early
childhood. The therapy included fresh frozen plasma substitution, plasmapheresis, symptomatic therapy and
before 1990s also corticoids (without effect).

The fresh frozen plasma substitution is permanent with two patients, the others are given this substitution
according to regular blood count investigation. We have not noticed any serious organ defects in our patients in
case of early or regular plasma therapy. In 2004 and 2005 we investigated ADAMTS13 (< 6%), antibodies
against ADAMTS13 (negative) and mutation analysis of ADAMTS13 gene with all the patients. The molecular
genetic analysis revealed congenital form TTP with all the patients and the proven mutation indicates the
"founder effect.”

Conclusion: The course of disease is different in each case and this suggests that there are other factors in
addition to common genetic defect that are important for clinical picture of TTP. The performed genetic
examinations with our patients indicate the "founder effect.”




URODEX — NOVY }NJ]:ZKCNi IMPLANTA’I: K ENDOSKOPICKE LECBE
VEZIKOURETERALNIHO REFLUXU U DETI

Tichy S.”, Drlik M.”, Kolsky A.?, Jirousova K. ¥
YOddeélent détské urologie Kliniky deétské chirurgie a traumatologie 3.LF UK a FTNsP, Praha
2 Pediatrickd klinika 1.LF UK a IPVZ, FTNsP Praha

Cil sdéleni: prezentace prvnich zkuSenosti s novym biokompatibilnim implantatem — UrodeX, v endoskopické
lécbe vezikoureteralniho refluxu (VUR) u déti. Material a metodika: autoii prezentuji 11 refluktujicich
uretralnich jednotek u 7 pacientek ve véku 2-10 roka oSetfenych endoskopicky od ledna 2006 do ¢ervna 2006
injekénim implantaitem — Urodex, coz je gelova substance skladajici se z dextranomerovych mikrocastic a
piiéné zesitované kyseliny hyaluronové. Jednotliva davka Urodexu se pohybovala od 0,6ml do 1ml v zavislosti
na hmotnosti pacientek a stupni insuficience ureteralnich ustich. Jedna pacientka méla VUR do zdvojeného
mocovodu, ostatnich 6 divek do jednoduchého mocovodu. K endoskopické 1écbé byly indikovany divky
s VUR sttednich stupiiti ( 2x s VUR II. stupné, 3x s VUR IIL stupné) a 2x s VUR IV. stupné, které byly do té
doby indikovany k chemoprofylaxi. Za 4-6 tydni po provedené endoskopické korekci VUR byly provadény
k ovéfeni spolehlivosti kontrolni cystouretrografie, vétSinou piimé radioisotopové. Pfi pretrvavani VUR byly
pacientky indikovany k reinjekci. Vysledky: po aplikaci 1 davky Urodexu nebyl VUR prokazan u 7 z 9
nezdvojenych mocovodu, tj. uspésnost byla 82%. U jedné pacientky se zdvojenym pravostrannym mocovodem
nebylo dosazeno tspéchu, VUR pfetrvaval do obou mocovodi. Celkové byla uspéSnost vcetné této pacientky
po aplikaci prvni davky 66%. Zavér: endoskopicka korekce VUR je neinvazivni alternativni metoda, kterd ve
vybranych ptipadech dokaze ve vysokém procentu odstranit VUR a nahradit tak dlouhodobou konzervativni
nebo slozitou chirurgickou 1é¢bu. Na nasem pracovisti je provadéna od r. 1993. Metoda prodélala i na nasem
pracovisti uréity vyvoj, zejména v pouzitych materidlech. Od ptivodné uZzivané teflonové pasty, pies bovinni
kolagen (Zyplast), dextranomer (Deflux) az k soucasné pouzivanému Urodexu. Sdéleni je predkladano jako
prvni informace.

URODEX - NEW PRODUCT OF AN IMPLACEMENT THERAPY FOR THE ENDOSCOPIC
TREATMENT OF VESICO URETHRAL REFLUX IN CHILDREN

Tichy S.Y, Drlik M.Y, Kolsky A Jirousova K. 2

UDepartment of Pediatric Urology of the Dept. of Pediatric Surgery and Traumatology, 3" Medical Faculty
Charles University, Thomayer Teaching Hospital, Prague

Dept. of Pediatrics, 1 Medical Faculty, Thomayer Teaching Hospital, Prague

Aim of study: Presentation of the first experiencies with a new biocompatible implant — Urodex, in the
endoscopic treatment of Vesico Urethral Reflux (VUR) in children. Materials and Methods: Authors describe
11 reflucting urethral unions in 7 girls aged from 2 — 10 years endoscopically treated by injected implant
Urodex in the period between 1/2006 to 6/2006. Urodex is a steril, viscous gel consisting of a suspension of
microparticles and crosslinked hyaluronic acid of non-animal origin. Single dose of Urodex moved between 0,6
to 1 ml depending on the patient’s weight and on the insufficiency of the urethral orifice. One girl had a VUR
into ureter duplex, the 6 other girls had a VUR of the middle grade (2x VUR of 2nd grade, 3x VUR of 3rd
grade and 2x VUR of 4th grade) and till the operation they were treated by chemoprophylaxy. 3-4 weeks after
this endoscopic operation authors executed a control cystourethrography, mostly direct radioisotopic
cystourethrography. When VUR persisted, girls were indicated to a reoperation. Results: after single dose of
Urodex VUR was not approved at 7 from 9 girls, that means effectiveness was 82%. In the case of the girl with
ureter duplex this therapy was ineffective, VUR persisted in both ureters. Including this patient the total
effectiveness was 66%. Conclusions: endoscopic treatment of VUR is a non-invasive alternative method,
which is able, in choosen cases, to substitute long term conservative treatment or difficult surgical treatment. In
our department this method is used since 1993. This method went through some developments even in our
department, mainly in used materials. Initially teflon paste was used, then bovine collagen (Zyplast), then
dextranomer (Deflux). Now Urodex is used. This message is presented as a first information.




LATE DIAGNOSTIC OF POSTERIOR URETHRAL VALVE

Tkachyk O.%, Michalkova K.%, Smakal O.%, Flgelova H. ', Kutrova K."
'Dept. of Paediatrics, “Dept. of Radiology, *Dept. of Urology
University Hospital in Olomouc

Introduction: The goal of the renal ultrasound screening is to detect the congenital anomalies of the uropoetic
tract and prevent the development of the urinary tract infections, kidney damage or failure of renal functions.
We present the case report of a boy whose congenital anomaly was diagnosed late even by today's medicine.
Case report: 2.5 years old boy was transferred to our clinic from the district hospital for hyperazotemia, with
an ultrasound finding of the dysplastic kidneys with the dilated urinary tract and parenchyma reduction at the
both sides.

During the hospitalization for the first attack of acute pyelonephritis at the age of 2.5 years, a pathologic US
renal finding and hyperazotemia has been discovered. The boy had no clinical problems until that epizode.
Prenatal and postnatal renal screening was normal, the boy urinated normally according what the mother said.
But can we believe it?

We confirmed the pathological US renal finding and hyperazotemia, which persisted also when the acute
pyelonephritis was cured. Hypertension has also been found. Bilateral vesicouretral reflux of degree Il1.-1V. on
both sides and enlarged vesicle bladder with pseudodiverticula have been discovered by the voiding
cystography.

X-ray picture during miction was not performed due to non-cooperation of the child. Cystoscopy confirmed the
diagnosis of posterior urethral valve. Valvular discission was done and the drainage was provided by
epicystostomia. By providing the drainage urinary tract dilation decreased, but the hyperazotemia persists.
Hypertension is treated by ACE-inhibitors.

Conclusion: Posterior urethral valve is a severe anomaly of urinary tract; the long-term prognosis depends on
early statement of diagnosis and treatment. This case report set out the question, whether the US screening in
our republic is on such level to detect all the children with that diagnosis.




POZDNI DIAGNOSTIKA CHLOPNE ZADNI URETRY
POSTER

Tkachyk O.%, Michalkova K.%, Smakal O.°, Flogelova H. *
"Détska klinika, “Radiologicka klinika a *Urologicka klinika
Fakultni nemocnice v Olomouci

Uvod: Cilem ultrazvukového (UZ) screeningu vad ledvin je zjistit tyto vady v&as a predejit infekcim mo&ovych
cest a poruse funkce ledvin. Popisujeme kazuistiku chlapce, u né¢hoz byla i v dnesni dob¢ zjiSténa vada
uropoetického traktu pozde¢.

Kazuistika: 2,5-lety chlapec byl pfelozen na nasi kliniku ze spadové nemocnice pro hyperazotémii, a
ultrazvukovy nalez dysplastickych ledvin s dilataci kalichopanvi¢kovych systémi a mocovodi a redukci
parenchymu obou ledvin. Hyperazotémie i patologicky UZ nélez na ledvinach byl zjistén az ve 2,5 letech veku
pti l.atace akutni pyelonefritidy. Do té doby bylo dité bez potizi. Prenatalni a rovnéz postnatalni UZ ndlez na
ledvinach byl dle dokumentace normdlni, dle matky chlapec mocil proudem. Lze tomu véfit ?

Potvrdili jsme patologicky ndlez na ledvinach a také hyperazotémii, ktera pretrvavala 1 po pieléceni akutni
pyelonefritidy. Dale byla zjisténa hypertenze. Pfi mik¢ni cystografii byl prokazan pasivni vezikoureteralni
reflux 111-IV.stupné oboustranné a véts§i mocovy méchyi s pseudodivertikly. Pro nespolupraci ditéte se nepodatil
rentgenovy snimek pii mikci, nasledna cystoskopie vSak potvrdila chlopen zadni uretry. Byla provedena discize
chlopné a zajisténa drendz mocového méchyte epicystostomii. Po zajisténi drendze ustoupila dilatace dutych
systému ledvin, hyperazotémie zatim trva. Hypertenze je 1écena ACE-inhibitorem.

Zavér: chlopenn zadni uretry je zavazna vada ledvin a mocovych cest a dlouhodoba prognéza funkce ledvin
zavisi na v€asné diagnostice a 1écbé této vady. Tato kazuistika vyvolava otazku, zda je UZ screening u nas na
takové urovni, aby byly v¢as diagnostikovany vSechny déti s touto vadou.




AUTOIMMUNE THYROIDITIS AND ANTINEUTROPHIL CYTOPLASMIC ANTIBODY-
ASSOCIATED GLOMERULONEPHRITIS IN TYPE 1 DIABETES MELLITUS
POSTER

K Vondrak, Z Sumnik, E Simkova, Jifi Dugek, T Seeman, J Kreisinger, P Dvoiak, J Stejskal1 and J Janda
Dept. of Pediatrics, Dept. of Pathology", University Hospital Motol, Prague, CZ

Antineutrophil cytoplasmic antibody (ANCA) glomerulonephritis (GN) is a very rare disease in
childhood. The association of ANCA GN and type | diabetes and chronic lymphocytic thyroiditis as well has
been described until now only in one child.

Case report: A girl aged 14 years has been treated for 6 years for type | diabetes with good compensation.
First symptoms of vasculitis (butterfly rash, slight ANA positivity) appeared 1.5 year before diagnosis. Further
inflammatory symptoms — fever, polyarthritis, high ESR together with hematuria, nephrotic proteinuria (PU)
(2.3g/day), significant myeloperoxidase (MPO)-ANCA and proteinase 3 (PR3)- ANCA positivity resulted in
renal biopsy. Light microscopy and immunofluorescence proved focal pauci-immune GN without changes
typical for diabetic nephropathy. Crescents were present in 21/46 glomeruli. Serum creatinine, BUN and blood
pressure (BP) were normal. Pulses of methyl-prednisolone (MP) and cyclophosphamide followed by CyA
revealed only temporary effect - PU decreased to 0.16g/day within five months, ESR, PR3-ANCA and MPO-
ANCA decreased and clinical symptoms disappeared. As expected, the patient required very high doses of
insulin during the MP treatment. Subsequently, the vasculitis relapsed (polyarthritis, high ESR, PR3-ANCA and
MPO-ANCA high titer again). Switch to mycophenolate mofetil did not bring any improvement, repeated
pulses of MP had only a transient clinical effect. Despite unfavourable clinical course, renal function and BP
remain normal (PU < 0.5g/day)

Conclusion: this case report shows the association of MPO- and PR3-ANCA GN with diabetes mellitus
and other autoimmunity. This association has not been described up to date.
Supported by the grant FNM 00064203/6906




HEMOLYTICKO-UREMICKY SYNDROM U DETI

K Vondrak, K Blahova, E Simkova, J Kreisinger, J Dusek, T Seeman, J Gut, K Zdrahalova, P Dvotak, I Hrachovinova a J Janda.
Pediatricka klinika UK Praha 2.LF a FN Motol, V Uvalu 84, 150 06 Praha 5, CZ.

Definice hemolyticko-uremického sy. (HUS): mikroangiopaticka hemolyticka
anémie, trombocytopenie, akutni selhanim ledvin.

U déti je HUS typicky ve spojeni s prodromalnim prajmem (D+ HUS). Nékteré sérotypy E. coli
(O157:H7,0111,06:H12) produkuji enterotoxin - Shiga-like toxin (Stx). Stx zptsobi mikrovaskularni 1ézi kolon s krvavym
prijmem. Dochazi k rychlé vazbé Stx na receptory Gb3 (buriky ledviny) a P1 antigen (erytrocyty) a nasledna
mikrovaskularni trombodza vede k poSkozeni ledvin. Rezervoarem Stx-E. coli je hovézi dobytek, kontaminovana voda,
mléko. Incidence D+ HUS je 2,1 ptipadi/ 100000 déti/rok (max.do 5 let). V klinickém obraze dominuje prajem, bledost,
subikterus, petechie, hematurie, otoky a oligoanurie. V laboratornich nalezech hemolyticka anémie se schistocyty,
trombocytopenie a hyperazotémie (klasicka triada D+ HUS). Lécba je podptrna, < 5% dospéje do chronického selhani
ledvin (CHSL), mortalita je do 3%.

U dospélych je ¢astéjsi HUS bez prodromalniho prajmu, bez priukazu Stx (D- HUS). Jedna se o heterogenni skupinu
onemocnéni. D-HUS muize byt vyvolan fadou spoustécich mechanizmi. U nefamiliarnich (sporadickych) forem se jedna o
infekci, zejm. Str. pneumoniae (60%) a viry, 1éky, antifosfolipidovy sy., gravidita aj.

Mezi geneticky determinované D- HUS patii typ s deficienci faktoru H a typ s redukci MCP (membrane cofactor protein).
Alternativni cesta aktivace komplementu je inhibovand, vysledkem je depozice C3 nebo porucha jeho Stépeni. Prognoza je
velmi Spatné (50% CHSL).

TTP (tromboticka trombocytopenicka purpura) je charakterizovana mikroangiopatic- kou hemolytickou anémii,
trombocytopenii, horeckou, dominantnim organovym postizenim CNS a postizenim ledvin (pentada).V patogenezi
onemocnéni se uplatiluje deficit §tépici (cleaving) proteazy vW faktoru (ADAMTS-13). AR forma (mutace ADAMTS-13
genu) a ziskana forma s prikazem inhibitoru (IgG protilatky) ADAMTS-13 jsou spojeny s vyraznym snizenim enzymatické
aktivity (< 5%). Casto se poji s chronickymi relapsy onemocnéni s moznym pocatkem jiz v kojeneckém véku (u genetické
formy). V 1é¢bé se podle typu TTP pouziva Cerstva mrazena
plazma (genetické formy), plazmaferéza, kortikoidy, imunosupresiva, event. monoklonalni protilatky (formy s inhibitorem).
Prognoza je nejista.

Zaveér: nové patofyziologické poznatky umoznuji diferencovat jednotlivé
subtypy s moznosti volby terapeutického piistupu, ktery vyrazné ovliviiuje prognozu.

Podpoteno vyzkumnym zamérem FNM 00064203/6906

HEMOLYTIC-UREMIC SYNDROME IN CHILDREN

K Vondréak, K Blahova, E Simkova, J Kreisinger, J Dusek, T Seeman, J Gut, K Zdréahalova, P Dvotéak, I Hrachovinové a J Janda.
Pediatric Dept., 2™ Medical School, Charles University Prague, University Hospital Motol, V Uvalu 84, 150 06 Prague 5, CZ.

Definition of the hemolytic-uremic sy. (HUS): microangiopathic hemolytic anemia, thrombocytopenia, acute renal failure.

HUS is, in children, typically associated with a prodromal diarrhoea (D+ HUS). Some E. coli serotypes
(0157:H7,0111,06:H12) produce an enterotoxin - Shiga-like toxin (Stx). Stx iduces colon microvascular leasion with
bloody diarrhoea. Rapide linkage of Stx onto Gb3 receptors (kidney cells) as well as P1 antigen (erythrocytes) and
subsequent microvascular thrombosis leads to renal impairment. Cattle, conta- minated water, milk are the Stx-E. coli
reservoirs. The incidence of D+ HUS is 2,1 cases/100000 child population/year (max. till 5 years). Diarrhoea, jaundice,
capillary bleeding, hematuria, edema and oliguria dominate in the clinical picture. Laboratory findings of hemolytic anemia
with schistocytes, thrombocytopenia and hyperazotemia creates “classical D+ HUS trias”. The treatment is supportive, <
5% developes renal failure (CRF), mortality is below 3%.

HUS in adults is more frequent without prodromal diarrhoea and Stx as well (D- HUS). D- HUS is the group of
heterogenous diseases. Many triggers are recognized. Bacterial, namely Str. pneumoniae (60%) and viral infections, drugs,
antiphospholipid sy., pregnancy etc. are the causes of non-familial (sporadic) forms. Both, factor H deficiency and MCP
reduction (membrane cofactor protein) D-HUS belong to genetically determinated types. The inhibition of alternate
complement activation results in either C3 deposition or defect of its splitting. Prognosis is very poor (50% CRF).

TTP (thrombotic thrombocytopenic purpura) is characterized by microangiopathic hemolytic anemia, trombocytopenia,
fever, CNS and kidney involvement (pentade). The deficiency of vW factor cleaving proteaze (ADAMTS-13) plays the
major role in the pathogenesis. Marked decrease of enzyme activity (< 5%) is found in both, AR form (ADAMTS-13 gene
mutation) and acquired one with ADAMTS-13 inhibitor (1gG antibodies). Chronic relapses are common with the possible
early onset (in infancy — genetic forms). The treatment based on the TTP type consists of fresh frozen plasma (genetic
forms), plasmapheresis, corticoids, immunosuppressants, monoclonal antibodies (forms with inhibitor). Prognosis remains
uncertain.

Conclusion: new insights into HUS pathogenesis allows differenciate various
subtypes and related treatment markedly influences final prognosis.

Supported by the grant FNM 00064203/6906




Akutni selhani ledvin po intoxikaci dichromanem draselnym

Zaoral T., Hladik, M.
Oddéleni détské dialyzy a nefrologie, OPRIP, FNsP Ostrava

Kazuistika

Chrom je prvek volné se vyskytujici v pfirodé¢ v nékolika formach. Nejcastéjsi formou je chrom (Cro),
trojmocny chrom (Cr'") a Sestimocny chrom (Crv'). cr' se prirozené vyskytuje v okolnim prosttedi a pro lidské
télo predstavuje dulezitou zivinu. cr' a cr® vznikaji az primyslovym zpracovanim. Chrom se dostava do
organismu dychanim vzduchu, konzumaci potravin a vody, pouzivanim zbozi ur¢ené¢ho pro domadcnost, v
Cisticich prostfedcich a také v textilu. Chronické ptisobeni cr'acrV pii dlouhodobé nékolikaleté pracovni
expozici vdechnutim je podrobné popsano (drazdéni hornich dychacich cest, krvaceni z nosu az vznik viedi v
nosni pfepazce).

O akutni intoxikaci chromem je v literatufe minimalni zminka.

Autofi popisuji ojedinélou kasuistiku pacientky po poziti roztoku dichromanu draselného. Jednalo se o 17letou
pacientku s psychiatrickou anamnézou po umyslném poziti roztoku dichromanu draselného (K,Cr,O7) v
suicidialnim Gmyslu.

Sestimocny chrom ma vysokou rozpustnost, schopnost pronikat do bunék a silnou oxidaéni schopnost. Uklada
se Vv jatrech, ledvinach (akutni tubularni nekroza) a v pfistitnych téliskach. Vzhledem Kk rychlému rozvoji akutni
rendlniho selhdni (ARS) s anurii byla zahajena eliminacni terapie (CVVHD, HD). D¢lka hospitalizace byla
25dnii. Stav pacientky komplikoval rozvoj hepatdlni insufficience, téZké koagulopatie, hypoalbuminémie,
anémie a trombocytopenie.

Zavér: Pacientka byla po 25 dnech po Upravé rendlnich a hepatalnich funkci, jiz bez nutnosti dalsi eliminace,
ptelozena na psychiatrické odd¢€leni s pfetrvavajici trombycytopenii. Ambulantné¢ je sledovéna
vV hematologické, nefrologické a psychiatrické ambulanci.

Acute renal failure after rare intoxication by hexavalent chromium

Zaoral T., Hladik, M.
Oddéleni détské dialyzy a nefrologie, OPRIP, FNsP Ostrava

Case report:

Chromium (Cr) is a naturally occurring element in the environment in several different forms. The most
frequent form is trivalent chromium (Cr+3) and slightly less frequent is chromium(0) and hexavalent
chromium(Cr+6). Trivalent chromium(Cr'") is important nutrient for human body. Chromium(0) and
hexavalent chromium (Cr+6) are synthetically produced unlike Cr"'. Chromium gets into the human body by
breathing, consumption of food, drinking of poluted water, using cleaners and detergents at home. Chronic
long-term exposure by Cr'" a Cr*" is well known from impact on factory workers by inhaling (irritating upper
airways, epistaxis, ulcers in nasal septum). Literature and experience with acute chromium intoxication and
poisoning is however pretty scanty.

Authors present uncommon case report of adolescent girl after willing attempted suicide with ingestion of Cr+6
solution. 17-years-old-girl with psychiatric personal history was admitted because of voluntary drinking up
aqueous solution of Cr+6 (K,Cr,07). Cr+6 is considered to be the greatest threat because of its high solubility,
ability to penetrate cell membranes and its strong oxidizing ability. It deposits in liver, kidneys (acute tubular
necrosis) and parathyreoid glands.

Due to rapid onset of anuric acute renal failure(ARF) continuous venovenous hemodialysis (CVVHD) was
started. In the following course CVVHD was switched after 3days to intermitent hemodialysis. Lenght of stay
in our ward was 25days. Lenght of complete hospitalization was 3months. Apart from ARF was the course
was complicated by hepatal insufficiency, severe coagulopathy, anaemia and thrombocytopenia.

Conclusion:

The girl was after 25 days with repaired renal and hepatal functions, however with persisting thrombocytopenia
transferred to psychiatry. She is now regulary followed by hematology, nephrology and pediatric psychiatrist in
outpatient’s department.




