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Mezi zakladni zobrazovaci metody v nefrologii
se fadi ultrasonografie (US), mikéni cystoure-
trografie (MCUG), intravendzni urografie (IVU),
scintigrafie, CT vySetfeni a nové i dynamicka
intravendzni MR urografie.

Viyhodou US vySetfeni je jeho dostupnost,
jednoduchd opakovatelnost a nulova zatéz pro
pacienta. US nam poskytuje informaci o morfologii
moCového systému. Timto vySetfenim je mozné
diagnostikovat vrozené vyvojové vady uropoe-
tického systému jiz prenatéiné a dale v ¢asném
novorozeneckém véku. Je pomocnou metodou pfi
diagnostice akutnich i chronickych zanétlivych stavi
mocového systému a Ize ji vyuzit i jako skriningovou
metodu pfi diagnostice stenéz rendinich arterii.

Ulohou MCUG je diagnostika refluxnich uro-
patii a poruch vyprazdriiovani mocového méchyre,
at jiz z ddvodu subvezikélni pfekazky nebo tzv.
neurogenniho moc¢ového méchyre.

IVU poskytuje kromé morfologickych infor-
maci o odvodnych mocovych cestach i bazalni
informaci o koncentraéni a vylucovaci schop-
nosti ledvin.

Jako doplfiujici vySetfeni Ize v uréitych indika-
cich vyuzit vyhod CT vySetfeni. V posledni dobé
se do diagnostickych algoritmd zavadi i dynamicka
MR urografie, ktera spojuje vyhody morfologické-
ho zobrazeni uropoetického systému s moznosti
posouzeni funkce ledvin a tato metoda tak mlze
nahradit vySetfeni scintigraficka.
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PROBLEMY PRI HODNOCENI *°TC DMSA U DETi
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Statickd scintigrafie ledvin (®*"Tc DMSA) je
nejastéji indikovana u infekci mocovych cest,
kde je od poloviny 80. let povazovana za zlaty
standard diagnostiky pyelonefritidy u déti. Tim,
Ze poskytuje informaci o pfitomnosti a zavaznosti
postizeni rendlniho parenchymu, fada nasleduii-
cich lé¢ebnych a vySetfovacich postupl se odviji
pravé od vysledku tohoto vySetfeni. Vzdor véemu
v8ak klinicka praxe pfinasi fadu probléma. Klinik
vyZaduje jasny zavér, ale scintigraficky obraz ne-
musi byt jednoznaény. | pfesvédéivé patologické
zmény pfi distribuci ®™Tc DMSA nemusi byt zapfi-
¢inény pyelonefritidou. Toto komplikuje interpretaci
ndlez(i. Tyto divody zahrnuji faktory technické:
napf. paravendzni aplikace radiofarmaka, pohyb
ditéte pfi akvizici (zvlasté nejmensi déti) a Cetnost
impulzli. Viysledek mohou ovliviiovat anatomické
poméry: napf. vrozené vady ledvin, asymetrie
ledvin, velikost dutého systému, cysty ledvin.

VySetfeni ovliviiuje i stav tubuldrniho systému,
coz je pfipad malych kojencu. Vzhledem k tomu,
Ze se jedna o neinvazivni vySetfeni, které posky-
tuje dulezitou informaci téz o relativni funkci paro-
vych organ(, je nutné tento ukazatel zodpovédné
interpretovat, zejména v pfipadé zamySlené
chirurgické intervence. Pfi posuzovéni nélez(
nelze pominout ani zkusenost hodnotitele. Casto
je obtizné rozliSit akutni a chronické postizeni
ledvin, proto musi klinik poskytnou Iékafi nukle-
arni mediciny dostate¢né informace o pacientovi,
pfipadné specifikovat své pozadavky. Moznost
opakovat *™Tc DMSA umozni sledovat dynamiku
vyvoje u jednotlivych pacientd. Nejednoznaéné
nalezy by mély byt diskutovany spole¢né klinikem
a lékafem nuklearni mediciny. V téchto situacich
je tfeba zohlednit klinické a ultrasonografické
nalezy, pfipadné cilené zvolit dalsi zobrazovaci
metodu.
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Static renal scintigraphy (*"Tc DMSA) is
the most often indicated examination in urinary
tract infections and has been considered the gold
standard for diagnosing pyelonephritis in children
since the mid-1980s. A number of subsequent
procedures and examinations are based on *"Tc
DMSA results as the latter furnishes information
about the presence and severity of renal paren-
chyma involvement. However, there are a number
of challenges in clinical practice. While the pe-
diatrician requires a clear-cut diagnostic opinion,
%mTc DMSA may not be unambiguous. Not all
%mTc DMSA changes are due to pyelonephritis,
a fact making interpretation difficult. The reasons
include technical ones such as extravenous radio-
pharmacon administration, movement of children
during acquisition, and low counts; anatomical
ones such as congenital renal defects, renal
asymmetry, size of the collecting system, renal

cysts, and state of the tubular system (in infants).
This non-invasive examination also provides im-
portant information about the relative function of
both kidneys as a paired organ, its results should
thus be interpreted carefully, especially so if
surgery is scheduled. The observer's experience
is a major plus when assessing the findings. In
%mTc DMSA, acute renal disease is often diffi-
cult to distinguish from chronic so the clinician
should furnish the nuclear medicine physician
(NMP) adequate information about the patient,
and/or specify the requirements. The possibility
to repeat *"Tc DMSA makes it possible to mo-
nitor the dynamics of development in individual
patients. Ambiguous scintigraphic findings should
be discussed jointly by the clinician and NMP. In
these situations, clinical and ultrasound findings
should be considered and/or another imagining
technique chosen.
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SPOLEHLIVOST MIKCNi CYSTOGRAFIE V PRUKAZU
VEZIKOURETERALNIHO REFLUXU (VUR)

Gut J.
Détské oddéleni NsP Ceskd Lipa

Mikéni cystografie (MCUG) zlstava i pfes
nékteré jeji nevyhody a pies pfichod novych metod
stdle standardem ve vySetfovacich algoritmech
u déti s uroinfekcemi, s funkénimi poruchami
a s podezfenim na vrozené uropatie (pfedevsim
VUR) vice nez 40 let. | kdyz patfi mezi jedno z nej-
rozifenéjSich rtg vySetfeni v pediatrii a i pfes snahu
0 jeji standardizaci (v ramci mezinarodni refluxové
studie IRS) byla a je opakované v poslednich letech
pfedmétem kritického zhodnocovani. Divodem
jsou: zavadéni novych metod (izotopova cystografie,
ultrazvukova cystografie s kontrastni latkou, videou-
rodynamické vySetfeni) a nové poznatky o funkci
dolnich moCovych cest a s tim souvisejici poznatky
0 intermitentnosti a proménlivosti VUR. Dnes se
znovu dostavaji do popredi klicové otazky: Kdy,
pro¢, kterou metodou a jakou metodikou provadét
zobrazeni dolnich moCovych cest?

V pfehledu jsou diskutovany tyto problémové
okruhy: teplota aplikované latky (20 nebo 37 stup-
Ad), poloha pfi vySetfeni (vieze na zadech, na

bfise nebo vsedé) sedace (bez sedace, chloral-
hydrat, midazolam ¢&i anestézie), zplisob snimko-
vani (pfedozadni a bocni snimky) a fluoroskopie,
rychlost a tlak pinéni méchyfe (vySka infize nad
stolem 40, 70 nebo 100 cm), Casovy odstup od
uroinfekce, kryti ATB. Rada téchto otazek neni
jednoznacéné zodpovézena. Nové moznosti otevira
tzv. modifikovand MCUG, ktera zlepSuje posou-
zeni intermitentniho sekundarniho VUR. Stejné
tak i cyklickda MCUG (dvoji pfipadné troji cyklus
plnéni a mogeni) ukazuje, Ze az u 24 % déti VUR
neni zachycen pfi jednom plnicim cyklu. Dokonce
v ojedinélych pfipadech i VUR IV. a V. stupné, coz
je dokumentovano dvéma kasuistikami chlapcd.
Ve snaze o pfiblizeni se k fyziologickym pomériim
pfi mikci se objevily prace s aplikaci kontrastni
latky do méchyfe suprapubickou cestou. Pfes
vSechny uvedené otazniky zlstdvd MCUG me-
todou volby pro anatomické posouzeni dolnich
mocovych cest zvlasté u chlapct a vstupné u déti
s febrilni uroinfekci.
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THE RELIABILITY OF VOIDING
CYSTOURETHROGRAPHY (VCUG) IN THE DETECTION
OF VESICOURETERAL REFLUX (VUR) IN CHILDREN

Gut J.
Paediatric Department, Ceska Lipa Hospital

VCUG remains a standard method of exami-
ning algorithms in children with urinary tract infecti-
on (UTI), voiding dysfunction and congenital uro-
pathies in spite of limitations, disadvantages and
an advent of new methods. Over the past 40 years,
it has repeatedly been the object of critical apprai-
sal and attempts for methodological standardisati-
ons. It has caused comparisons with new methods
(radionuclide cystography, videourodynamic and
echo-enhanced cystography), a new conception
in the functioning of the lower urinary tract and an
understanding of the variability and inconstancy of
VUR. We repeatedly return to several main ques-
tions: When, why, which method and how should
the methodology be used in the examination of
the lower urinary tract in children?

In this review, we will discuss further ques-
tionable topics: the temperature of the contrast
solution (room or body temperature), position

during the examination (supine, prone or sitting),
sedation for the procedure (without sedation,
midazolam, chloralhydrate, anaesthesia), speed
and height of the drip infusion above the table
(40, 70 or 100 cm), the lag interval between UTI
and the procedure, ATB coverage of the procedure
with catheterisation. For some of these topics we
don’t have simple or clear answers. It is obvious
that cyclic VCUG (double or triple filling cycle and
voiding) enhances the detection of VUR, some-
times of IVth or Vth grades. We document this
possibility through the presentation of 2 infants.
Some authors recommend filling the urinary blad-
der via the use of a suprapubic catheter to respect
physiological conditions during voiding. VCUG, in
spite of the abovementioned problems and unan-
swered doubts, remains the method of choice for
anatomical visualisation — especially in boys and
children with febrile urinary tract infections.
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VYZNAM STANDARDIZACE ULTRAZVUKOVEHO
VYSETRENI U DETi S DILATACI
KALICHOPANVICKOVEHO SYSTEMU.
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Postup pfi vySetfeni a oSetfovani novo-
rozence s pre- nebo postnatalné diagnostiko-
vanou dilataci kalichopanvickového systému
(KPS) je jednim z nejkontroverznéjSich témat
v soucasné détské urologii. VétSina novoro-
zencl s dilataci KPS nemd Zzadné klinické
obtize. OSetfujici Iékaf je postaven pfed ukol
co nejpresnéji odlisit pacienty s pouhou dilataci
KPS od pacientli s obstrukéni uropatii, ktefi
vyZzaduji v€asnou operaci k zachovani dobré
funkce ledviny.

Ultrazvukové vySetfeni je v soucasné dobé
zékladni vySetfovaci metodou. Jeho vyhodou je
neinvazivnost, nebolestivost, dostupnost, moznost
opakovani. Zobrazeni ledviny a kalichopanvic-
kového systému neni ovlivnéno zralosti ledvinné
tkané, coz umoznuje provést prvni, zakladni vy-
Setfeni velice brzy po narozeni a to i u pfedéasné
narozenych novorozenct.

Standardizace UZ vySetfeni je nezbytng, aby se
mohly srovnat nalezy pfi longitudinalnim sledovani.
Prvni ddlezitou méfenou veli€inou je velikost ledviny
v podéIné ose a jeji zaneseni do percentilovych ta-
bulek (napf. Dinkel). Dal$imi nutnymi tdaji je nejSirsi
intrarendini rozmér pénvicky v anterioposteriorni
projekci a Sife parenchymu nad stfednim kalichem
v pficném fezu. Pokud se kontralateralni ledvina
urychluje v ristu do délky je to zndmkou poklesu
funkce ledviny postizené hydronefrozou (Koff 1995).
Je to ale zndmka pozdni, operace v tomto momenté
jiz obvykle nevede k navratu pIné funkce. Pokles
Sife rendlniho parenchymu pfi opakovanych vySet-
fenich je statisticky vyznamnou zndmkou postizeni
ledvinného parenchymu.

Kvalitné provedené opakované UZ vySetfeni
vyznamné pfispivd k diagnostice obstrukéni
uropatie u déti a mize snizit potfebu isotopovych
a rtg vySetreni.
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VYSETROVANiI GLOMERULARNI FILTRACE (GF)
V DETSKEM VEKU POROVNANI JEDNOTLIVYCH

METOD
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GF je zakladni vySetfeni v nefrologii.
Existuji rizné moznosti stanoveni. Cil prace:
v souboru pacientl s riznymi chorobami po-
rovnat GF ziskanou rliznymi metodami: cystatin
C (CYS), clearence kreatininu a vypoctem dle
autord: Counahan-Barrat, Ghazali-Barratt, Shull,
Schwartz a Traub. Soubor: Od ledna 1999 do fij-
na 2002 bylo vySetfeno 180 pacientd, 117 chlapcl
(65%) a 63 divek, primémy vék byl 13,4+4,21
roku (21 mésicl az 18,99 roku), primérny s-kre-
atinin (s-kr) byl 78,0+25,6 umol/l (38-279), CYS
0,9+0,4 (0,5-3). CYS byl vySetfen nefelometric-
ky (pfistroj BN 100, firma Behring vCetné setl).
Nami vypoctené hodnoty GF jsme porovnali s GF
vypoctenou na zakladé CYS (GFcys) /126,8:
(CYS-21,7):60/, kterou jsme vzali za standardni
hodnotu.

Vysledky: Prokazali jsme statisticky vyznam-
nou zavislost ve vztahu mezi s-kr a CYS (r=0,66,
p<0,001). V&echny nami pouzité vzorce dobie ko-
reluji s hodnotami CYS (r=0,44-0,58). Abychom
mohli zhodnotit jednotlivé vzorce, porovnali jsme
primémé odchylky jednotlivych metod (d) od
hodnoty GFcys. Zjistili, Ze nejvice se blizi GFcys
vzorec dle Ghazali-Barratta (d=0,43+0,67), ktery
je v8ak pro klinickou praxi obtiznéji pouzitelny.
rec Schwartze (d=0,48+0,62). Ostatni diference
jsou statisticky vyznamné vy$si nez dle Schwartze
(p<0,01). Klasicka GF kreatininu je nejméné spo-
lehliva metoda (d=0,69+1).

Zavéry: Pro klinickou praxi je nejvhodnéjsi
jednoduchy vypocet GF dle Schwartze, GF krea-
tininu je pracnd a nespolehliva metoda.
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INVESTIGATION OF GLOMERULAR FILTRATION
RATE IN CHILDHOOD - COMPARISON OF VARIOUS

METHODS
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Glomerular filtration rate (GFR) is a basic
examination in nephrology. There are various
methods that can be used for estimation GFR.
Aim of study: Comparison of the values of GFR ob-
tained by various methods in the group of children:
with various diseases using s-Cystatin C (CYS),
creatinine clearence and calculated GFR accord-
ing to: Counahan-Barratt, Ghazali-Barratt, Shull,
Schwartz and Traub. Group of patients: From
January 1999 to October 2002 180 patients were
examined, 117 boys (65%) and 63 girls. Mean
age was 13.4£4.2 years (21 m.—-19 yrs), mean
s-creatinine (S-cr) was 78.0+25.6 umol/l (range
38-297), mean CYS 0.90+0.4 CYS was analysed
by nephelometry (Behring analyser BN 100 and
kits). Obtained results of GFR were compared with
GFR calculated by means of CYS /126.8:(CYS-

21.7):60/ which we considered a standard value.
Results: Statisticaly significant correlation between
S-crand CYS was found (r=0.39, p<0.001). There
is a good correlation between values of CYS and all
calcuted formulas. We compared mean deviations
(d) of calculated values from GFcys. We found
out the closest results to GFcys by Ghazali-Barratt
equation (d=0.43+0.67), but it is more complicated
in clinical practice. The second most convenient
prediction equation seems to be Schwartz equation
(d=0.48+0.62). Other differences are significantly
higher than in Schwartz equation (p<0.01).
Traditional creatinine clearance is the least reliable
method for estimation GFR. Conclusions: The most
convenient method of calculated GFR in clinical
practice is a simple Schwartz formula. Creatinine
clearence is an unreliable method.
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VYTEZNOST MAG3 SCINTIGRAFIE

A ULTRAZVUKOVEHO VYSETRENI PRI STANOVENI
PROGNOSTICKY VYZNAMNE PYELOURETERALNI
OBSTRUKCE V KOJENECKEM VEKU

Smakal O, Geier P.2, Hartmann 1., Michélkova K.
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2Détska klinika FN Olomouc
3Radiologické klinika FN Olomouc

Uvod a cile: Podle sou¢asnych kritérii je jako
vyznamna obstrukce pelviureteraini junkce (PUJ)
hodnocena takova, ktera vede k poSkozeni paren-
chymu a ke snizeni funkce ledviny. Zhodnotili jsme
pfinos ultrazvukového (UZ) vySetfeni a MAG3
scintigrafie pfi stanoveni zavaznosti obstrukce PUJ
u hydronefréz zachycenych prenatalnim & ¢asnym
postnatalnim UZ vySetienim.

Material a metody: Vyhodnotili jsme pfedo-
peraéni UZ a MAG3 nélezy u déti opero-vanych
pro hydronefrézu, u kterych byly pfi histologickém
vySetfeni perooperacné odebraného vzorku rendl-
niho parenchymu prokdzany zavazné histologické
zmény. Byly posouzeny nélezy 30 rendlnich
jednotek (RJ) u 24 déti. Pfi UZ vySetieni jsme
sledovali & panvicky v pfedozadni projekci a silu
parenchymu. MAG3 scintigrafii jsme vyhodnotili
relativni funkci ledviny a T'%. Histologické nalezy
byly hodnoceny dle Zhanga a do souboru byly
zafazeny déti s nalezem G3, G4.

Vysledky: U vSech RJ byl & panvicky
>15mm a redukce parenchymu pod 6 mm.
U 53% RJ byl & panvicky >20mm, u 47% RJ
byla redukce parenchymu na 2-3 mm. U 70%
RJ nedoSlo k poklesu relativni funkce ledviny
k uzndvané terapeutické hranici 40% a u 53% RJ
nebyla hodnota T2 svédgici pro obstrukci hornich
mocCovych cest.

Zaver: Primér panvicky >15mm a reduk-
ce parenchymu <6mm pfi UZ vySetfeni mize
svédCit pro obstrukci vedouci jiz k vyraznému
poSkozeni rendlniho parenchymu. Pfi priméru
panvicky >20mm a redukci parenchymu <3mm
je vyznamna obstrukce PUJ velmi pravdépodob-
nd. Pokles relativni funkce ledviny prokazatelny
MAGS3 scintigrafiii je opozdény za vznikem histo-
logickych zmén rendiniho parenchymu. Parametr
TY2 neni pfi diagnostice hydronefréz kojeneckého
véku spolehlivym ukazatelem vyznamné obstruk-
ce PUJ.
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THE EFFICACY OF MAG3 SCINTIGRAPHY AND
ULTRASOUND EXAMINATION IN DETERMINATION
OF PROGNOSTICALLY SIGNIFICANT PYELOURETERAL

OBSTRUCTION IN INFANTS

Smakal 0., Geier P.2, Hartmann 1.7, Michélkové K.3

'Dpt. of Urology, University teaching hospital Olomouc
’Dpt. of Paediatrics, University teaching hospital Olomouc
3Dpt. of Radiology, University teaching hospital Olomouc

Introduction and objectives: According to
current criteria, as a significant pelviuretal junction
(PUJ) obstruction is considered the one which
leads to parenchyme damage and to reduction
of renal function. We assessed the contribution
of ultrasound examination and MAG3 scintigraphy
to diagnosis of severe PUJ obstruction in patients
with prenatally diagnosed hydronephrosis.

Material and methods: We evaluated the
pre-surgery ultrasound and MAG3 examinations in
children who underwent surgery for hydronephro-
sis and who had serious histological changes on
renal wedge biopsy. The findings of 30 renal units
(RU) were evaluated in 24 children. We measured
the diameter of pelvis in antero-posterior projection
and parenchyme width on ultrasound.

We assessed relative kidney function and T2
by MAG3. Histological findings were evaluated
according to Zhang and children with G3 or G4
histology were involved in our study.

Results: In all RU the pelvis diameter was
above 15mm and parenchyme reduction un-
der 6mm. In 53% RU, the pelvis diameter was
>20 mm, in 47 % RU parenchyme was reduced to
2-3 mm. No reduction of renal function to the ac-
cepted therapeutic limit of 40 % was found in 70 %
RU and in 53% RU the T figure did not indicate
an obstruction of upper urinary tract.

Conclusion: The pelvis diameter >15 mm
and parenchyme reduction <6 mm on ultrasound
examination can indicate an obstruction already
leading to damage of renal parenchyme. If the
pelvis diameter is over 20 mm and parenchyme
is reduced to 3 mm and less, PUJ obstruction is
very likely. Reduction of renal function on MAG3
scintigraphy does not occur prior to histological
changes of renal parenchyme. The T parame-
ter is not a reliable indicator of significant PUJ
obstruction in diagnostics of hydronephrosis in
infants.
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ANALYZA A KOREKCE PORUCH ACIDOBAZICKE
ROVNOVAHY NA ZAKLADE STEWARTOVA-FENCLOVA

PRINCIPU

Matousovic K., Martinek V., Kvapil M.
Interni klinika UK 2. LF Praha

V roce 1983 navrhl P. J. Stewart zcela novy
pfistup k hodnoceni acidobazické rovnovahy té-
lesnych tekutin. Definoval tfi nezavisle proménné
veli€iny, jejichz hodnoty uréuji koncentraci vodiko-
vych iontd v roztoku:

1. parcialni tlak kyslicniku uhli¢itého (pCO,);

2. rozdil mezi kladnymi a zapornymi naboji na
Upliné disociovanych a chemicky nereaguji-
cich iontech (,strong ion difference”, SID);

3. celkova koncentrace slabych, neprchavych
kyselin (reprezentovanych hlavné albuminem)
aznaenych[A ].
Na podkladé této teorie navrhl V. Fencl no-

vou klasifikaci klinickych poruch ABR. Zafazeni

respiraéni acidézy a alkalézy je ddno zménami
pCO, a je stejné, jako pfi konvencnim pfistupu,

zalozeném na disociaCni rovnici kyseliny uhli¢ité.
Metabolicka acidéza nebo alkaléza je bud disled-
kem zmény SID nebo [A ] nebo obou. Hodnota
SID se zméni bud v dusledku dehydratace (alka-
l6za) a hyperhydratace (acidéza) nebo pii zméné
sérové koncentrace chléru (pfi vzestupu aciddza,
pfi poklesu alkaléza) nebo se zméni pfi vzestupu
koncentrace latek, které bézné nestanovujeme
(ketoaciddza, laktacidéza, exogenni kyseliny pfi
otravach). Hodnotu [A ] ovliviuje zejména sérova
koncentrace albuminu (alkaléza pfi hypalbumi-
némii, acidéza pfi hyperproteinémii). Stewartiv-
Fenclav pfistup k hodnoceni ABR umoziuje po-
chopit a pfedpovédét koncentraci vodikovych iontl
v roztoku a jeji odchylky od norméalu kvantitativné
upravovat za pouziti jednoduchych rovnic.
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ANALYSIS AND ADJUSTMENT OF ACID-BASE
DISTURBANCES ACCORDING
TO THE STEWART-FENCL PRINCIPLE

Matousovic K., Martinek, V., Kvapil, M.
Dept. Medicine Motol, Prague

In 1983, P. J. Stewart proposed a new approach
for evaluation of acid-base balance of body fluids.
He defined three independent variables responsible
for hydrogen ion concentration in body fluids:

1. the partial pressure of carbon dioxide (pCO,)

2. strong ion difference, SID, i.e. the difference
between the sums of all the strong (fully dis-
sociated, chemicaly nonreacting) cations and
sums of the strong anions

3. the total concentration of all the non-volatile weak

acids (mainly albumin) designated as [A_].

On the basis of this theory, V. Fencl invented
a new classification of clinical acid-base disturban-
ces. Respiratory acidosis and alkalosis result from
abnormalities of pCO,. The classifications of the
respiratory disturbances of ABR is identical as in
the conventional viewing which is based on the dis-

sociation equation of carbonic acid. Metabolic
acidoses or alkaloses result from derangements
of the SID and/or [A,_]. The change of SID value
is a consequence of either dehydration (alkalosis)
or hyperhydration (acidosis). Other mechanisms of
SID deviation are either changes of serum chloride
concentration (an increase causes acidosis, a de-
crease causes alkalosis) or an increase of con-
centrations of substances not routinely measured
(ketones, lactate, exogenous acids). [A, ] value is
determined mainly by the serum albumin concen-
tration (alkalosis in hypoalbuminemia, acidosis in
hyperproteinemia). The Stewart-Fencl approach to
acid-base balance enables to understand and pre-
dict what happens to hydrogen ions in body fluids
and to control the pH abnormalities quantitatively if
simple calculations are employed.

pPoOzndmky
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HISTORIE, PRITOMNOST A BUDOUCNOST
IMUNOSUPRESIVNI LECBY U DETI
PO TRANSPLANTACI LEDVIN

Dusek J., Vondrdak K., Simkové E., Seeman T., Kreisinger J., Dvordk P., Janda J.

2. lékarska fakulta UK Praha a FN Motol

Po dobu vice nez 100 let se mnoho I€kafi
snazilo zménit nepfiznivy osud pacientli s akut-
nim, ale zejména s chronickym selhanim ledvin.
Vechny Iékafe je tfeba obdivovat za nezmérné
Usili a pevnou viru ve zdar jejich Cinnosti. Stejné
je tfeba obdivovat odvahu a odhodlani pacientli
podstoupit nové nevyzkouSené lé¢ebné metody.
Cesta za uspéchem byla provazena Cetnymi
nezdary, které byly nutné k rozvoji poznani. Prvni
Uspésna transplantace lidské ledviny byla prove-
dena Dr. J. Murrayem v roce 1954, darcem byl
bratr pacienta — jednovaje¢né dvojée. U prvnich
pacientll po transplantaci nebyla pouzita zadna
imunosuprese, nic nebylo znamo o rejekcich, led-
viny se v kratké dobé odhojily. Jako imunosuprese
bylo pouzito celotélové rtg ozafeni, infuze kostni
dfené, nitrogen mustard a toluen, s nedobrymi
vysledky. Prvni prdlom v imunosupresivni 16¢bé
predstavuje zavedeni steroidd v roce 1950. Dal$im
meznikem bylo zavedeni 6-merkaptopurinu
Schwartzem a Dameshekem v roce 1959. Od roku
1961 byl 6-merkaptopurin nahrazen azathioprinem
(Hitchings a Elion), ktery je pouzivan dodnes.

Kombinace steroidli a azathioprinu vyznamné
zlepsila pfezivani pacientl i $tépl. Vyznamnym
meznikem byl rok 1970, kdy byl Borelem objeven
Cyklosporin A a od roku 1983 se stal zakladnim
kamenem imunosuprese. Kombinace steroidd,
azathioprinu a cyklosporinu A zlepsila pfezivani
$tépli i pacientll cca 0 20 %. Ale vyvoj pokraduje
déle, v poslednich letech pfichazeji do klinického
uziti mycophenolat mofetil, sirolimus, everolimus,
basiliximab, daclizumab, FTY 720. Dalsi imuno-
supresivni preparaty jsou ve fazi laboratorniho
zkouSeni. V blizké budoucnosti Ize ocekavat
nasledujici trendy: Individualizace imunosu-
presivni terapie, odstranéni kortikoid(, ale také
cyklosporinu A ze zakladnich imunosupresivnich
protokolli (nefrotoxicita pfi diouhodobé aplikaci!).
Ve snaze o zvySeni po¢tu transplantaci ledvin,
zejména od Zivych darcl, rozvoj transplantaci
pfes imunologické bariéry, rozsifovani programi
slouzicich k vyméné organt od Zivych darc(.
Indukce tolerance (transplantace ledvin a kostni
dfené). Stéle je také diskutovan problém xeno-
transplantace, také z hlediska etickych aspektu.

pPozndmky



HISTORY, PRESENT AND FUTURE OF
IMUNOSSUPPRESIVE TREATMENTIN CHILDREN
AFTER RENAL TRANSPLANTATION

Dusek J., Vondrdk K., Simkové E., Seeman T., Kreisinger J., Dvordk P., Janda J.

2" Medical School, Charles University Prague and Univ. Hospital Motol

The history of the immunosuppression after
transplantation is exciting story. For more than
100 years many doctors tried to change unfavo-
rable fortune of patients with end stage kidney
disease. Doctors and nurses working on this
excellent idea kept in their mind hope in the final
success. Not only the doctors were brave but the
patients were heroes also. They were willing to un-
dergo new therapeutic procedures with uncertain
results. 1954 Dr. Joseph E. Murray performed the
first successful renal transplantation in identical
twins in Boston. No immunosuppresion was used
at the first patients therefore graft survival was
short. As the first immunosuppressive “drugs”
were used X-ray, bone marrow infusion, nitrogen
mustard and toluene with the poor results. Real
breakthrough in the immunosuppression was the
introduction of steroids in 1950. 6-mercaptopurine
was used from 1959 (Dameshek). Discovering of
azathioprine in 1961 (Hitchings and Elion) was the
next step to better immunosuppression. In 1970
J. F. Borel discovered the Cyclosporine A (CsA),
which was used in human practice since 1983.
CsA, azathioprine and steroids become a basic

immunosuppression in patients after organ

transplantation. This combination dramatically

improved grafts and patients survival. During

the last years new immunosuppressive drugs

were released following: mycophenolate mofetil,

tacrolimus, sirolimus, everolimus, basiliximab,

daclizumab. This interesting and challenging

story is still going on. A lot of new immunosup-

pressives are in phase of trials (FTY 720, FK 614,

FK 778, CCI 779, FK 352B, CTV 3146 and many

others). In the future we can expect probably

following approach:

1. Individualization of the immunosuppression.

2. Withdrawing of steroids and replacement of
Cyclosporine A by another immunosuppres-
sive drugs.

3. Transplantation across compatibility barriers
(ABO, anti —HLA antibody).

4. Increasing of living donor exchange program-
mes.

5. Immune tolerance induction.

6. The role of xenotransplantation is discussed
since years, also having in mind its ethical
impact.

pPOzNdmky
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KLINICKE ROZHODOVANI V NEFROLOGII S VYUZITIM
PRINCIPU EVIDENCE-BASED MEDICINE (EBM)

Janda A, Feberové J.2, Kasal P.2

"Ustav imunologie FN Motol a 2. LF UK, Praha

2Ustav lékarské informatiky UK 2. LF, Praha

Sdéleni se zabyva metodologii prace s infor-
macnimi zdroji ve zdravotnictvi — Evidence-Based
Medicine” (EBM) — Cesky ,lékafstvi prokazanych
faktd“. EBM umozruje raciondlni klinické rozhodo-
vani na zakladé kritického hodnoceni zdravotnic-
kych informaci s rdznou silou diikazu. Pouzivani
zdrojd, které vznikly s pouzitim principl EBM, by

mélo také nefrologlim umozZnit racionalné vyuZzivat
vysledky klinického vyzkumu v praxi a tim zefektiv-
nit péci v této oblasti.

Kli¢ova slova: Evidence-Based Medicine, me-
dicina zaloZena na dlikazech, klinické rozhodovani
v pediatrii, hodnoceni informacnich zdrojd, kvalita
informace.

pozndmky



DECISION MAKING IN PAEDIATRICS WITH THE USE
OF PRINCIPLES OF "EVIDENCE-BASED MEDICINE”

Ales Janda "2, Theodor Adla’, Jitka Feberova’, Pavel Kasal’

"Institute of Medical Informatics

21t Dept. of Paediatrics, University hospital Motol and 2" Medical School, Charles

University

The methodology of handling with infor-
mation in a healthcare called Evidence-based
medicine is described. EBM helps physicians to
find relevant medical information resources and
enables them to make a decision after critical ap-
praisal of obtained information. The usage of this
technique should help paediatricians to make the
best of the outcomes of clinical research in their
daily medical practice and therefore to improve
a care for their patients.

Actual situation concerning EBM in Czech
Republic is discussed. The authors show how
to improve knowledge of EBM among medical

professionals and increase implementation of this
approach in medicine. A webpage is a part of the
solution. It is prepared within a project "Healthcare
on-line” coordinated by Ministry of Health of
Czech Republic according to the specifications
of European Union and the program "e-Europe+".
The webpage deals with a theoretical background
of EBM, lists relevant resources for physicians and
demonstrates its application in numerous exam-
ples from clinical setting.

Key words: Evidence-based medicine, clinical
decision making in paediatrics, evaluation of infor-
mation resources, quality of information

pPOzNdmMmKy
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URINARY TRACT INFECTIONS IN CHILDREN 2004 -
EVIDENCE BASED MEDICINE APPROACH

Feber J., Filler G.

Division of Nephrology, Department of Pediatrics, Children’s Hospital of Eastern

Ontario, Ottawa, Canada

Urinary tract infections (UTI) are the second
most frequent infections in infants, after respiratory
infections. UTl is defined as the invasion of the uri-
nary tract by pathogens (mostly bacteria). The
diagnosis and therapy of UTI seem to be straight-
forward. However, adequate management of UTI
still raises a lot of discussion, especially in small
children. The aim of this study is to use evidence
based medicine (EBM) approach to review current
knowledge on UTI.

The probability of UTI in a young child with
fever is approximately 5%, with a substantially re-
duced risk in circumcised boys (0.2 %) (Evidence
level 1ll). The gold standard for the diagnosis of
UTI remains urine culture (bacteria CFU > 10%/ml).
The best screening test for UTI is leucocyte este-
rase positivity (sensitivity 83-93 %) and nitrite po-
sitivity (specificity 98 %) on the dipstick (Evidence
level IIl). Systematic review of randomized trials
suggests that longer (7-10 days) courses of an-
tibiotic therapy are beneficial compared to short
courses (3 days), although no significant diffe-
rence was found (Evidence level Ib). In children
>2 years of age, there is no advantage of |V the-
rapy over oral therapy when treating a first episode
of a febrile UTI (Evidence level Il). The likelihood
of vesicoureteral reflux (VUR) in children with UTI
is approx. 30-40% (higher in infants, decreasing
with age) (Evidence level Ill). Although there is an
association between VUR and renal scarring, it is
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not clear whether VUR without UTI actually causes
the scarring (no evidence). However, VUR plus
UTI or upper UTI without VUR can cause renal
damage (Evidence level lll). There is also no direct
evidence that children who have routine diagnostic
imaging after a 1% UTI are better off than those
who do not. Nevertheless, imaging is recommen-
ded for children <2 years of age (“fair” evidence).
Although ultrasonography has a relatively good
specificity (65-99%) for the detection of renal
scarring compared with DMSA, it has low sensi-
tivity (37—47 %) and cannot be replaced for DMSA
(Evidence level lll). Likelihood of recurrence of UTI
after 1= acute UT! is 30 % in boys and 30 % in girls
within 1 year (40% overall) (Evidence level IlI).
There is no apparent relationship between the pre-
sence of VUR and the likelihood of recurrence
(Evidence level Ill). The available evidence for
using antimicrobial prophylaxis to prevent urinary
tract infection in children with normal urinary tracts
is of low quality. The rate of infections for patients
with normal urinary tracts ranged from 0 to 4.0 per
10 patient-years for the treatment groups and from
4.0 to 16.7 for the control groups.

In conclusion, current management of acute
and recurrent UTI in children is mostly based on
non-controlled, non-randomized observational
studies. High-level evidence is lacking. Well-
designed, randomized, placebo-controlled trials
are required.



CYKLOSPORIN A VERZUS CYCLOPHOSPHAMID
V LIECBE NEFROTICKEHO SYNDROMU

Podrackd L., Saginka M., Béér A.
Klinika deti a dorastu LF UPJS, Kosice

Ustav patologickej anatémie LF UPJS, Kosice

Nefroticky syndrém (NS) patri k najéastejSim
chorobam glomerulov v detskom veku. VécSina
pacientov je dobre citlivd na kortikoidy, ale pri NS
zavislom a rezistentnom na kortikoidoch je indi-
kovana lieCba cytotoxickymi imunosupresivami,
najma cyklosporinom A (CsA) a cyklofosfamidom
(CYC). Ci je Ucinnejsi cyklosporin A alebo cyklo-
fosfamid pri udrzani remisie nie je jednoznaéné.

Materidl a metddy: Autori zanalyzovali
v retrospektivnej Klinickej Stddii dlhodoby efekt
lieGby u 63 deti s NS sledovanych priemerne
74 r (1-16 r). Priemerny vek deti v Case prvej
manifesticie NS bol 6,19+4,30 rokov. Strnést
pacientov malo SSNS (22,2%), 33 deti SDNS
(52,4%) a 16 chorych SRNS (25,4%). U 54
deti sa vykonala oblickova biopsia. Naj¢astejSim
histologickym nalezom boli malé abnormality
glomerulov (40 deti, t.j. 63,5%), FSGS sa zistila
u 6 deti (9,5%), 4 mali MZPGN (6,3 %), 2 fokal-
nu glomerulonefritidu (3,2%), 1 pacient MPGN
a 1 IgA-nefritidu (1,6%). 15 chorych sa liecilo
iba kortikoidmi (23,8 %), 27 deti uzivalo aj CYC
(42,9%) a 38 CsA (60,3%). Sedemnast deti

z celého suboru si vyzadovalo terapiu obidvoma
imunosupresivami, t.. CsA aj CYC (27 %). U 2
chorych sa v lie¢be pouzil mykofenolat mofetil
a u 3 deti FK506. Porovnal sa pocet relapsov,
rychlost nastupu a dizka trvania remisie v skupi-
ne lie¢enej CsA a CYC.

Vysledky: Cyklosporin A. Pri SDNS sa do 2
rokov od vysadenia CsA zjavil relaps NS az u 84 %
chorych. Remisiu nedosiahli 8 pacienti so SRNS
(61,5%), u 5 deti (38,5%) nastupila remisia do
10 tyzdnov (4-20 tyzdfiov), ale 4 z nich mali novy
relaps pocas liecby. Iba 1 pacient so SRNS zotrval
v remisii 2 roky po ukonéeni liecby CsA.

Cyklofosfamid. 19 z 27 lieCenych deti CYC
dosiahlo remisiu (70,4 %), z nich 8 boli v remisii
aj 2 roky po ukonceni liecby (42,1%), 8 pacienti
(29,6 %) nedosiahli remisiu pocas liecby. Trvanie
remisie po cyklofosfamide bolo signifikantne dihsie
ako po cyclosporine A (Kaplanova-Meiyerova ana-
lyza, p=0,023, log-rank test).

Zéaver: Cyklofosfamid indukuje dlhodobu
remisiu nefrotického syndrdmu efektivnejSie ako
cyklosporin A.

pozndmky
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POLYMORFIZMUS G=3°°A GENU TNF U DETi
S NEFROTICKYM SYNDROMOM

Kovdcs L., Podracké L., Hladik M., Geier P.
2. detska klinika LFUK a DFNsP, Bratislava
Klinika deti a dorastu LF UPJS, Kosice

Detska klinika, LF Univerzity Palackého, Olomouc

Detské klinika, FN Ostrava

Patogenéza nefrotického syndromu (NS) u de-
ti nie je znama. Podfa st¢asnych Udajov porucha
tvorby TNF a/alebo expresie jeho receptora moze
ovplyvnit zavaznost priebehu NS a mdze byt fak-
torom uréujticim klinickii odpoved na steroidy u deti
s NS. Bodova mutécia -308 génu TNF (G-308A) je
spojena so zvySenou produkciou tohoto cytokinu.
Preto sme sa v danej praci rozhodli urcit vyskyt
tohoto polymorfizmu v zavislosti od klinickej odpo-
vede na lie€bu steroidov u deti s NS.

Metddy: Genotyp G-308A génu TNF sa ur-
¢oval u 102 detii s NS a tiez v skupine zdravych
kontrolnych os6b metddou PCR a RFLP. Pacienti
boli restrospektivne zaradeni do dvoch skupin:
78 z nich odpovedalo klinicky na lieCbu steroidmi
(SSNS, bez proteindrie po 4 tyzdiiovej terapii ste-
roidmi), kym u ostatnych 24 deti bol NS rezistentny
na steroidy (SRNS, pretrvavanie proteinrie aj po 4
tyzdiovej terapii steroidmi).

Vysledky: Prevalencia alely TNF alfa A-308
sa signifikantne neodliSovala v skupinach pacien-
tov a kontrolnych oséb (26,4 % vs. 22,0%, n. s.).
Zistili sme vSak signifikantne vy$Sie zastdpenie
nosiéstva alely A-308 v skupine SRNS v porov-
nani so skupinou SSNS (12/24, 50,0% vs. 15/78,
19,2%, OR: 4,2, Cl: 1,64-11,17, p<0,01).

Zavery: Terapeutickd odpoved na steroidy je
hlavnym uréujlcim faktorom progndzy NS u deti.
Nase vysledky podporuju hypotézu o dlohe TNF
v patogenéze nehereditarnych foriem NS u deti
a v uréovani typu odpovede na steroidnu terapiu.
Aj ked genotypizécia ukazala asi Stvorndsobne
zvySené riziko vzniku SRNS u nositelov alely TNF
A-308, tento ukazovatel nemusi byt dostatoény na
rozlienie patologického typu NS a typu odpovedi
pacientov na steroidnd liebu. Dalgie prospektivne
Studie u vacsieho poctu pacientov st potrebné na
overenie Klinického vyznamu tychto vysledkov.

pPozndmky
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TRANSPLANTACE LEDVIN U DETI V CESKE
REPUBLICE, STAV V ROCE 2004

Seeman T', Dusek J', Janda J', Kreisinger J', Morévek J?, Simkovd E',

Dvordék P, §patenka J3, Vondrdk K', Zeman L2

'Pediatricka klinika UK 2. LF Praha a FN Motol, Praha

*Klinika détské chirurgie FN Motol, Praha
*Transplantaéni centrum FN Motol, Praha

Transplantace ledviny je lécebnou metodou
volby pro détské pacienty s chronickym selhanim
ledvin (CHSL), nebot déti po transplantaci maji
lepsi dlouhodobé preziti i kvalitu Zivota nez déti di-
alyzované. VV CR byly zahéjeny transplantace led-
vin u déti v roce 1977 v IKEM, prvni transplantace
ledviny u ditéte ve Fakultni nemocnici Motol byla
provedena v roce 1981. V CR existuji tfi détskd
dialyzacni stfediska (Praha-Motol, Bro, Ostrava),
transplantace ledvin u déti jsou provadény pouze
ve FN Motol, tedy pro déti z celé CR.

Vysledky: Od roku 1981 do 30. 4. 2003 bylo
ve FN Motol provedeno celkem 173 transplantaci
ledvin. Do roku 2000 byly provadény pouze trans-
plantace ledvin od zemfelych dércd, v roce 2001
byla provedena prvni transplantace ledviny od ziji-
ciho pfibuzného darce. Primérny vék piijemcu byl
12,3 let (2,1-20,2). Primérnd doba od zafazeni na
¢ekaci listinu do doby transplantaci je 6,8 mésicu.
Primérné preZiti pacientd €ini po péti letech 95 %,
primémé 5leté preZiti transplantovanych ledvin-
nych $tépd je 70 %.

K 31. 8. 2003 bylo v détském transplantac-
nim centru FN Motol sledovano celkem 54 déti
s funkEnim Stépem. Primérny sérovy kreatinin
byl 118 pmol/l (rozmezi 53-199). VétSina déti
byla Ié¢ena trojkombinaci imunosupresiv: kor-
tikosteroidy (n=53), takrolimus (n=32) nebo
cyklosporin (n=22) a mykofenolat (n=29) nebo
azathioprin (n=20). Akutni rejekci prodélalo
41 % déti, pouze u tfech déti se jednalo o korti-
ko-rezistentni akutni rejekci. Nejcastéjsi kompli-
kaci po transplantaci jsou infekce, zejména mo-
Cové, a arterialni hypertenze (91%). Primérny
poCet uzivanych antihypertenziv na dité byl 2,5
(v€etné diuretik).

V roce 2003 bylo provedeno deset transplan-
taci (jednou od zivého darce), v letodnim roce
k 30. 4. 2004 dal3i ¢tyfi transplantace.

Zéver: Vysledky transplantaci ledvin u déti
v CR jsou piné srovnatelné s vyspélymi zapadoev-
ropskymi nebo severoamerickymi staty.

Podporovéno grantem IGA MZ CR
reg. ¢. NE/7629-3.
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CASNE KOMPLIKACE PO TRANSPLANTACI LEDVIN

U DETI V CESKE REPUBLICE

Vondrdk K., Dusek J.", Hladikové M.2, Kreisinger J.!, Seeman T*,

Simkovd E*, Janda J.

"Pediatrickad klinika, Fakultni nemocnice Praha-Motol

2Ustav léka¥ské informatiky, Fakultni nemocnice Praha-Motol

Od r. 1981 bylo v Ceské republice provedeno
vice nez 180 transplantaci u déti. Casné kom-
plikace po transplantaci ledvin (KTx) vyznamné
ovliviiuji kone¢ny vysledek.

Cilem studie bylo zjistit vyskyt komplikaci
v prvnich $esti mésicich po KTx u déti v CR a po-
rovnat je s dostupnymi daty Evropské pediatrické
studijni skupiny (European Pediatric Study Group).

Metody: Retrospektivné jsme zhodnotili dplna
data ve vztahu k ¢asnym komplikacim po KTx
(v pribéhu Sesti mésicu), kterd jsme ziskali od 80
pacientl transplantovanych mezi roky 1993-2002.
NaSe vysledky jsme porovnali s vysledky studie
196 KTx, které publikovala ,European Pediatric
Study Group“ (EU group) v Pediatric Nephrology
vr.2002. Ke statistické analyze byly pouzity x?
nebo Fisherlv exaktni test .

Vysledky: Jednactyficet pacientd (51,3%)
ze skupiny 80 Ceskych pacientl prodélalo 54
epizod akutnich rejekci (AR), v EU skupiné
prodélalo 99 pacientl (47,5%) 146 epizod AR.
Pétatficet epizod (64,8 %) v prazské skupiné bylo
steroid-senzitivnich (SSAR) a 19 (35,2 %) steroid-
rezistentnich (SRAR), v EU SSAR bylo 112 (76,7 %)
a 34 (23,3%) bylo SRAR. Refrakterni k lécbé
z(stalo pét epizod v obou skupinach, 9,3 % resp.
3,3%. Pfi pouZiti novéjSich dat prazské skupiny
(1999-2002), byl pocet SSAR a SRAR obdobny,
78,6% a 21,4%. Hypertenzi mélo 69 pacient(
(86,2%) v prazské a 128 pacientli (65,3%) v EU
skupiné. Infekce se vyskytly 68 (85%) Eeskych
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pac. 43,8 % (35 pacientd) infekci jsme klasifikovali
jako zavazné. 47,9% bylo bakteridiniho, 42,1%
virového, 10% plisfiového plvodu. CVM nemoc
se vyvinula upéti pacientd (6,3%). Infekce
moCovych cest byla diagnostikovana u 42
pacientl (52,5%) v Praze au61 (31,1%) vEU
skupiné. Inzulin-dependentni diabetes mellitus
se vyskytl jen v EU skupiné. Dialyzu v prvnich
Sesti mésich vyzadovalo 21 (26,3%) prazskych
pacientl a 30 EU pacientl (15,3%). Malignita
se vyskytla ujednoho (1,3%) naSeho pacienta
aupéti (2,6%) zEU skupiny. Osm (10%) vs.
23 (11,7%) Stépu bylo ztraceno, 2 (2,6 %) vs.
6 (3,1%) déti zemrelo. V prazské skupiné se
akutni tubularni nekroza vyskytla u 18 pacient(
(22,5%), opozdény nastup funkce Stépu u 14 pts.
(17,5%) a dialyzu z tohoto divodu vyzadovalo 12
pacientli (15%). Chirurgické komplikace byly
u 21 pacienttl (26,3 %) prazské skupiny. Nicméné,
ty, které vyzadovaly chirurgickou intervenci, byly
pozorovany pouze u 14 pacientu (17,5 %). Ostatni
komplikace (napf. hematologické) byly vzécné.
Zaveér: Ve vétSiné posuzovanych parametrd
byly vysledky srovnatelné vobou skupinach.
V prazské skupiné byla signifikantné vySSi
incidence hypertenze, IMC a nutnost dialyzaéni
léCby. VysSSi incidence hypertenze by mohla byt
v, disledku” ABPM, které rutinné provadime
uvdech naSich pacientd po KTx. Dosazené
vysledky pfi pouziti novéjSich dat (prazska skupina
1999-2002) jsou shodné nebo velmi podobné.



EARLY COMPLICATIONS AFTER KIDNEY
TRANSPLANTATION IN CHILDREN IN THE CZECH

REPUBLIC

Vondrak K", Dusek J.", Hladikova M.?, Kreisinger J.!, Seeman T,

Simkova E." Janda J.!

'Dpt. of Pediatrics, University Hospital Prague-Motol

’Dpt. of Statistics, University Hospital Prague-Motol

Early complications after kidney transplan-
tation (KTx) play the significant role regarding the
final outcome. Since 1981 more than 190 KTx have
been performed in children in the Czech Republic.

Objectives of study: To establish the
incidence of complications within the first 6 months
after KTx in the Czech Republic and to compare
them with the data from the European Pediatric
Study Group if available.

Methods: In a retrospective study complete
data obtained from 80 patients transplanted
between years 1993-2002 (94 pts.) have been
evaluated with respect to early posttransplant
(postTx) complications (within 6 months post Tx).
We compared our results with the data from the
study of 196 KTx published in Pediatric Nephrology
in 2002 by the European Pediatric Study Group
(EU group). 2 or Fisher’s exact test was used for
statistical analysis.

Results: 41 pts. (51.3%) from the group of
80 Czech pts. experienced 54 acute rejection
(AR) episodes compared to 146 AR episodes in
99 pts. (47.5%) in EU group. 35 episodes (64.8 %)
were steroid-sensitive (SSAR) and 19 (35.2%)
were steroid-resistant (SRAR) in the Prague
group, in EU group SSAR were 112 (76.7%)
and 34 (23.3%) were SRAR. Refractory to any
treatment remained 5 episodes in both group,
9.3% and 3.3% respectively. Comparing more
recent data of the Prague group (1999-2002),
numbers of SSAR and SRAR are similar, 78.6 %

and 21.4%. Hypertension presented 69 pts.
(86.2%) in Prague group and 128 pts. (65.3%) in
EU group. Infections appeared in 68 pts. (85 %).
43.8% (35 pts.) were classified as serious. 47.9%
of bacterial, 42.1% of viral, 10% of fungal origin.
CVM disease developed in 5 pat. (6.3%). Urinary
tract infection was diagnosed in 42 pts. (52.5 %)
in Prague and in 61 (31.1%) in EU group. Insulin-
dependent diabetes mellitus appeared only in
EU group. Dialysis within the 6 months required
21 pts. (26.3%) of Prague pts. and 30 EU group
pts. (15.3%). Malignancies developed in 1 pat.
(1.3%) in our group and in 5 (2.6 %) in EU group.
8 (10%) vs. 23 (11.7 %) grafts were lost, 2 (2.6 %)
vs. 6 (3.1%) children died. In Prague group
acute tubular necrosis was observed in 18 pts.
(22.5%), delayed graft function in 14 pts. (17.5%)
and dialysis due to delayed graft function required
12 pts. (15%). Surgical complications appeared
in 21 pts. (26.3%) in Prague. However, serious
ones requiring surgical intervention were observed
only in 14 pts. (17.5%). Other complications (eg.
hematological) were rare.

Conclusion: the results were similar in most
compared data in both group. Significantly higher
incidence was found in rate of hypertension, UTI
and dialysis dependence in Prague group. The
higher incidence of hypertension could be a result
of ABPM performed in all our KTx patients. When
comparing more recent data (1999-2002 of Prague
cohort) results are the same or very similar.
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OSLABENY NOCNIi POKLES KREVNIHO TLAKU
JE SPECIFICKOU ZNAMKOU SEKUNDARNI

HYPERTENZE U DETi

Seeman T.', Palyzovd D.2, Dusek J.", Vondrdk K.", Dvordk P, Janda J.

Pediatrické klinika FNM a UK 2. LF, Praha

2Klinika déti a dorostu FNKV a UK 3. LF Praha

Ambulantni 24hodinové monitorovani krevni-
ho tlaku (ABPM) se v poslednim desetileti stalo
ddleZitou metodou pfi diagnostice hypertenze
(HT) i v détském véku. Studie s ABPM na dospé-
lych pacientech ukézaly, ze jedinci se sekundarni
HT maji niz8i noéni pokles krevniho tlaku (TK)
ve srovnani s pacienty s primarni HT, oslabeny
notni pokles je tedy povazovan za znamku
mozné sekundarni HT. U déti nebyl obdobny
rozdil v no€ni poklesu TK na malém kolektivu ne-
Iéenych déti prokazan. Cilem této retrospektivni
studie bylo zjistit na velkém kolektivu détskych
pacientd s HT, zda existuje rozdil v noénim
poklesu TK mezi détmi s neléCenou primarmni
a sekundarni HT.

Metody: Zhodnotili jsme 145 ABPM od nelé-
¢enych déti s HT. Hypertenze byla definovana jako
primémy nocni a/nebo denni systolicky a/nebo
diastolicky TK vice nebo roven 95.percentilu no-
mograméi dle Soergelové. Ctyficet pét déti mélo
primarni HT a 100 déti sekundami HT (90 reno-
parenchymatdzni, 5 renovaskularni a 5 endokrinni
HT). Oslabeny nocni pokles (non-dipping) byl

definovan jako noéni pokles systolického TK <5%
a/nebo diastolického TK <10 %.

Vysledky: Déti se sekundamni hypertenzi
mély nizSi nocni pokles systolického i diastolické-
ho TK nez déti s primarni hypertenzi (8/14 % u déti
se sekundarni HT vs. 14/22 % u déti s primarni HT,
p<0.0001). Zadné z déti s primami hypertenzi
nemélo oslabeny noéni pokles, zatimco 26 % déti
se sekundarni hypertenzi mélo oslabeny nocni
pokles systolického TK a 21 % diastolického TK.
Specificita nalezu oslabeného no¢niho poklesu TK
pro predikci sekundarni hypertenze byla 100 %.

Zavéry: Oslabeny nocni pokles systolického
nebo diastolického TK je u déti vysoce specifickou
zndmkou sekundarni hypertenze. VSechny déti
s oslabenym no¢nim proto musi byt podrobné vy-
Setfeny k odhaleni pficiny hypertenze. Vzhledem
k nizké senzitivité oslabeného noéniho poklesu TK
v predikci sekundarni hypertenze v§ak norméaini
nocni pokles TK nevyluCuje pfitomnost sekundarni
hypertenze.

Podporovano grantem IGA MZ CR reg.¢.
NE/7629-3.

pPozndmky
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REDUCED NOCTURNAL BLOOD PRESSURE
DIP IS A SPECIFIC MARKER OF SECONDARY
HYPERTENSION IN CHILDREN

Seeman T.', Palyzovd D.?, Dusek J.", Vondrdk K.!, Dvordak P, Janda J.
'Department of Paediatrics, University Hospital Motol, Prague

’Department of Pediatrics, University Hospital Krdlovské Vinohrady, Prague

Objective: To investigate in a large num-
ber of untreated hypertensive children using
ambulatory blood pressure monitoring (ABPM)
whether nocturnal BP dip and nighttime BP
values are different in patients with secondary
hypertension compared with patients with pri-
mary hypertension.

Methods: One hundred forty-five ABPM
studies obtained from 145 children with untreated
hypertension were retrospectively analyzed.
Forty-five children had primary hypertension
and 100 children had secondary hypertension
(renoparenchymal n=90, renovascular n=5
or endocrine n=5). The mean patient age was
15.7+3.4 in children with primary and 11.8+4.2 in
children with secondary hypertension.

Results: Children with secondary hypertension
had significantly lower nocturnal BP dip for systolic
and diastolic BP in comparison to children with
primary hypertension (8/14% in children with se-
condary hypertension and 14/22 % in children with
primary hypertension, p<0.0001). No one child

with primary hypertension was classified as non-
dipper. In children with secondary hypertension
there was 26 % non-dippers for systolic BP and
21% non-dippers for diastolic BP, the sensitivity
of the non-dipping phenomenon for predicting
secondary hypertension was 100%. Children
with secondary hypertension had higher systolic
and diastolic BP loads during the nighttime
than children with primary hypertension. The
most significant thresholds for the prediction of
secondary hypertension were found to be 60 % for
nighttime systolic BP load and 85 % for nighttime
diastolic BP load.

Conclusions: Reduced nocturnal BP dip and
severe nighttime BP elevation are highly specific
markers of secondary hypertension in children
with untreated hypertension. Children with blunted
nocturnal BP dip or severe nighttime hypertension
have to be thoroughly investigated for underlying
secondary cause of hypertension.

Supported by grant IGA MZ CR reg.No.
NE/7629-3.

pPOzNdmky
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DETSTi PACIENTI V CESKEM REGISTRU RENALNICH
BIOPSIi — 9 LET ZKUSENOSTI

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

Cesky registr biopsii ledvin (CRB)

Cil prace: prace uvadi vysledky CRB. Jedna
se 0 soubor 1327 biopsii ledvin (RB) u déti
a mladistvych do 18 let, ktery vznikal v letech
1994-2002. Soubor CRB vznikl v rdmci . interni
kliniky 1. LF UK v Praze v roce 1994 a obsahuje
prakticky vSechny RB vlastnich ledvin u déti,
které byly provedeny v deseti pediatrickych
centrech, v nasi vlasti. Vysledky: primérny vék
souboru byl 12,645 roku (2,5 més.-18 r.),
chlapcti bylo 55,5 %, divek 44,5%. 9,3% bylo déti
<5 let, 21,5% bylo 5-10 let, 35. 6% bylo 10-15
let a 33,6 % <18 let. Nejvice se vyskytla primarni
glomerulonefritis (GN) (70,2%) a sekundarni
GN (24,8%). NejcastéjSi primarni GN byla IgA
nefropatie (24,7%) a nefroticky syndrom s mini-

malnimi zménami (19,6 %). Ze sekundarnich GN
bylo nejvice: syndrom tenkych membran (11,6 %),
Alportiiv syndrom (4,5 %), lupusova nefritis (3,8 %)
and Henoch-Schonleinova purpura (3,8%). Ze
véech RB se vyskytla mikroskopickd hematurie
v 60,2%, makroskopickd hematurie v 14,2%
a proteinurie 65 % (23,6 % bylo >3,5g/24h). 11,4 %
pacientti mélo hypertenzi s vyznamné vy3si protei-
nurif a hladinou sérového kreatininu. 78 % RB bylo
provedeno pod kontrolou ultrazvukem, ve 26 % byl
pouzit biopsy gun. Klinicky zavazné komplikace
se vyskytly u 3,6% pacientli (makrosk. hematu-
rie, hematom). Zavéry: CRB poskytuje dllezité
informace o epidemiologii, indikacich a moznosti
spoluprace u GN v nasi zemi.

poznamky

28



CHILDREN IN CZECH REGISTRY OF RENAL
BIOPSIES - 9 YERS OF EXPERIENCE

Kolsky A., Rychlik I., Jancova E., Dusek J., Hladik M., Skdlova S., Pellantovd Z., Geier P.,
Skibovd J., Kolska M., Stejskal J., Janda J., Tesar V. 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
1327 renal biopsies (RB) in children and adoles-
cents <18 years in the years 1994-2002. 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 55.5%.,
girls 44.5%. 9.3% of children were <5 yrs,
21.5% were 5-10 yrs, 35.6 % were 10-15 yrs and
33.6% were <18yrs. Concerning the occurrence
of renal diseases, primary glomerulonephritis
(GN) (70.2%) and secondary GN (24.8%) were
the most frequent. The most common primary GN
were IgA GN (24.7 %) and minimal change disease

(19.6%). Secondary GN included thin-membrane
glomerulopathy (11.6 %), Alport syndrome (4.5 %),
Lupus nephritis (3.8%) and Henoch-Schonlein
purpura (3.8 %). Out of all RB microscopic hematu-
ria (HU) was present in 60.2 %, gross HU in 14.2 %,
proteinuria (PU) in 65 % (23.6 % 23,5g/24h). 11.4%
of patients were hypertonic and had significantly
higher PU and level of plasma creatinine. 78%
of RB were performed using ultrasound needle
guidance, in 26% biopsy gun was used. Clinically
serious complications were in 3.6 % of patients (gro-
ss HU, hematoma). Conclusion: CRB 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.

pPoOzndmky
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VYSETRENI KALCIURIE A AKTIVITY N-ACETYL-
-BETA-D-GLUKOSAMINIDAZY (NAG) V MOCI

U DETI S ENUREZOU

Skélovd S, Kutilek $.2, Pali¢ka V.3

'Détska klinika FN a LF UK Hradec Kréalové

2Osteocentrum FN a LF UK Plzen

3Ustav klinické biochemie a diagnostiky FN a LF UK Hradec Krélové

Hyperkalciurie je povazovana za jednu z moz-
nych pfi¢in noéni enurézy (NE) u déti.

Citlivym markerem tubuldmiho postizeni
a dysfunkce je lysozomalni enzym N-acetyl-beta-
D-glukosaminidaza lokalizovany v bufikéch proxi-
malnich tubuld .

ZvySena aktivita NAG v modi byla popsana
u pacientd s hyperkalciurii.

Cilem naSi prace bylo stanoveni aktivity NAG
v moci a kalciurie u pacientd s no¢ni enurézou.
Soubor tvofilo 13 déti s primarni nocni enurézou
(10 chlapct a 3 divky, primérny vék 6,8 roku,
SD£1,6 roku, rozmezi 5-10 let). U pacientd
jsme vySetfili index calcium/kreatinin (U-Ca/Cr)

a index NAG/kreatinin (U-NAG/Cr) z druhého
ranniho vzorku mo¢i. Ziskané hodnoty jsme
vyjadfili jako Z-skdre. Hodnoty U-Ca/Cr se neli-
Sily signifikantné od referennich dat (p=0,61).
Hodnoty U-NAG/Cr u Ctyf pacientl (30,8 %) byly
nad 95. percentilem hodnot pro dany vék a v celé
skupiné 13 déti s NE byly hodnoty U-NAG/Cr
signifikantné vy$Si pfi porovnani s referenénimi
daty (p<0,002). Neshledali jsme korelaci mezi
U-NAG/Cr a U-Ca/Cr, ani korelaci s vyskou,
hmotnosti, BMI a osmolalitou mogi.

Zavér: Hyperkalciurie neni bézny nalezem
u déti s NE, tubularni dysfunkce je vSak pacientt
s NE velmi pravdépodobna.

poznamky
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THE EVALUATION OF CALCIURIA AND URINARY N-AC
ETYL-BETA-D-GLUCOSAMINIDASE (NAG) ACTIVITY
IN CHILDREN WITH NOCTURNAL ENURESIS

Skalova S.', Kutilek S.?, Pali¢ka V.3

'Department of Paediatrics, Medical Faculty Teaching Hospital, Charles University,

Hradec Krdove

2Centre for Metabolic Bone Disorders, Medical FacultyTeaching Hospital, Charles

University, Pilsen

3Institute for Clinical Biochemistry and Diagnostics, Faculty of Medicine, Charles

University, Hradec Kralove

Hypercalciuria has been repeatedly observed
in children with nocturnal enuresis (NE). 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. As
increased urinary NAG activity has been previ-
ously reported in patients with hypercalciuria, our
objective was to evaluate the urinary NAG and
calciuria in patients with NE. Thirteen patients
(10 boys and 3 girls, mean age 6.8 years+1.6
SD, range 5-10 years) with primary NE had their
urinary calcium/creatinine ratio (U-Ca/Cr) and uri-
nary NAG/creatinine (U-NAG/Cr) assessed in urine

collected after the first morning void and expressed
as Z-scores. The values of U-Ca/Cr did not differ
significantly from the reference data (p = 0.61).
In 4 patients (30.8 %), the U-NAG/Cr values exce-
eded the age-related 95" percentile range and in
the entire group of 13 NE patients, the U-NAG/Cr
values were significantly higher in comparison to
the reference values (p<0.002). There was no
correlation between U-NAG/Cr and U-Ca/Cr, ne-
ither did these parameters correlate with height,
weight, body mass index, or urine osmolality. In
conclusion, hypercalciuria might not be an obliga-
tory finding in children with NE, however, tubular
dysfunction is probable in patients with NE.

pPOzNdMmKy
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CO SA SKRYVALO ZA DIAGNOZOU HEMORAGICKA

CYSTITIDA

Cervefiové O., Cernianska A.
|. DK LFUK a DFNsP, Bratislava

Makroskopickd hemattria a dysurické tazkosti
sU zdanlivo neklamnym symptdmom hemoragickej
cystitidy. V raritnych pripadoch vSak méze byt
pri¢ina ind, ako sme sa presved¢ili aj u nasich
pacientov.

PrinaSame nasledovné kazuistiky:

Stvorroéné dievéatko liegené pre osteogén-
ny sarkém bolo vySetrené pre dysurické tazkosti
a makroskopick hematuriu. V anamnéze bola
chemoterapia, ale nevylu¢oval sa ani pad z troj-
kolky. USG vySetrenim sme pozorovali echokon-
trastny tied v moCovom mechuri. Pri cystografii
sme zistili vlasovu sponku v moéovom mechuri.
U pacientky doSlo k spontdannemu odchodu
sponky.

Jedenastroéné diev€atko priSlo s rovna-
kymi tazkostami po pobyte v krytom bazéne.
V anamnéze bola urolitidza u otca a jeho matky.
USG vySetrenim bola znovu dokdzana vlasova

sponka v mo¢ovom mechure. Toto cudzie teleso
bolo vybraté cystoskopicky.

Trojrotné dievéatko bolo prijaté pre Udaj
makroskopickej hematirie a bolesti brucha.
V sedimente bola zéplava erytrocytov, neboli
pritomné baktérie, ani leukocyty. USG nélez na
obli¢kach bol negativny. Nativna snimka brucha
bez litidzy. Gynekologickym vySetrenim bolo doka-
zané krvacanie z uteru. Dieta bolo dojéené, pred-
pokladali sme vplyv matkinych estrogénov, ktoré
prechadzaju do materského mlieka. Po ukonéeni
dojcenia hematuria vymizla.

5-ro¢né dievcatko bolo prijaté pre makrosko-
picku hematuriu a dysdriu. V mo€i chybali baktérie
a leukocyty. Anamnesticky iSlo o pad na brucho
pri plom mo¢ovom mechuri. Cystoskopicky bolo
dokdzané poranenie mo¢ového mechdra.

Napriek tomu, Ze su tieto pri€iny raritné, tfeba
na nich v diferencidlnej diagnostike mysliet.

pPoOznamky
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KORTIKOREZISTENTNI NEFROTICKY SYNDROM
NA PODKLADE MUTACE GENU PRO PODOCIN

(NPHS2) - KAZUISTIKA

Skalova S.', Vondrdak K.%, Podhola M.?

'Détska klinika FN a LF UK Hradec Krdlové

2Pediatricka klinika 2. LF UK a FNM, Praha

3Fingerlanduv dstav patologie FN a LF UK Hradec Kralové

Mutace genu pro podocin (NPHS2) byly
prokazany u pacientl s familiarnim i sporadickym
kortikorezistentnim nefrotickym syndromem na
podkladé FSGS. Pro tyto pacienty je typicky
zaCatek onemocnéni do tfi let véku, rezistence
na lé¢bu a Casta progrese do chronické rendini
insuficience.

U 16letého chlapce byl nefroticky syndrom di-
agnostikovan v péti mésicich véku (10/1988), kdy
byla pfi ndhodném vy3etfeni zjiSténa proteinurie,
mikroskopickd hematurie a hypoalbuminémie.
Lécba kortikoidy, levamizolem a ketotifenem byla
bez efektu. Prvni rendlni biopsie (11/1992) prokézala
FSGS. Lécba cyklofosfamidem (12/1992 — 3/1993)
nevedla k ovlivnéni proteinurie. V r. 1992-1997
bylo onemocnéni bez progrese, proteinurie kolem
19/24 h, chlapec byl bez 1éCby. Od r. 1997 se po-
stupné zhorSovala proteinurie nad 3g/24 h, druhd
rendini biopsie (9/2002) s ndlezem FSGS bez zna-
mek histologické progrese onemocnéni. Zahajena
lécba cyklosporinem A, pfechodné v kombinaci

s kortikoidy a symptomaticka lécba enalaprilem
a losartanem. | pfes tuto kombinovanou Iécbu
proteinurie doséhla 9g/24 h, objevovaly se inter-
mitentné otoky. 6/2003 byla u pacienta prokdzana
kombinovana heterozygotni forma mutace genu
NPHS2 (prof. F. Hildebrandt, Ann Arbor, USA)
kompatibilni s diagnézou autozomalné recesiv-
niho kortikorezistentniho nefrotického syndromu.
Pro progresi onemocnéni a po dohodé s rodici
pistoupeno k 1é¢bé plasmaferézou (PF). Celkem
provedeno 10 PF. Po této 16¢bé doslo k Upravé
hypercholesterolémie, zahdjeno opét podavani
cyklosporinu A Po Sesti mésicich od skoneni PF
je chlapec bez otokU, proteinurie kolem 3g/24 h,
rendini funkce v normé. Pokraduje lé¢ba cyklospo-
rinem A, enalaprilem, losartanem a fenofibratem.

Zavér: Geneticky podminény nefroticky syn-
drom je rezistentni na kortikoidy a vétSinou i na
ostatni imunosupresiva. Plazmaferéza predstavuje
jednu z moznosti, jak se pokusit ovlivnit nepfiznivy
pribéh onemocnéni.

pPOzNdmky
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STEROID-RESISTANT NEPHROTIC SYNDROME (SRNS)
DUE TO MUTATION IN THE NPHS2 GENE ENCODING

PODOCIN — CASE REPORT

Skdlové S.', Vondrak K.2, Podhola M.3

'Department of Pediatrics, Hradec Krdalové Teaching Hospital

’Department of Pediatrics, 2nd Medical Faculty, Charles University, Prague

3Department of Pathology, Hradec Krdlové Teaching Hospital

Mutationsinthe NPHS2 gene encoding podocin
are associated with both familial and sporadic
steroid-resistant nephrotic syndrome (SRNS) in
childhood. Patients usually present with focal
segmental glomerulosclerosis (FSGS). The typical
signs are onset of disease before 3 years of age,
steroid resistance and frequent progression into
end-stage renal disease. Our patient is a 16-year old
boy, who was diagnosed with nephrotic syndrome
at the age of 5 months (October 1988) due to
accidental finding of proteinuria, microscopic
hematuria and hypoalbuminaemia. Treatment
with  corticosteroids, ketotifen and levamisole
had no effect on the disease. First renal biopsy
(November 1992) revealed FSGS. The following
therapy with  cyclophosphamide (December
1992-March 1993) had no effect on the degree
of proteinuria There was no further progression
between the years 1992 and 1997, with proteinuria
not exceeding 1g/24h, therefore treatment was
not considered as necessary. After 1997 there
was a rise in proteinuria, exceeding 3g/24 h. On
the second renal biopsy (September 2002) the
diagnosis of FSGS was confirmed, with no further

histologic progression. Cyclosporine A therapy
was initiated, in combination with corticosteroids,
enalapril and losartan. In spite of the therapy,
proteinuria increased to 9g/24h, and oedemas
appeared intermittently. Mutational screening
revealed compound heterozygotic mutation in the
NPHS2 gene (June 2003, prof. F. Hildebrandt,
Ann Arbor, USA), fully compatible with the
diagnosis of autosomal recessive steroid-resistant
nephrotic syndrome. Due to further progression
of the disease, plasmapheresis (PF) was
initiated. After 10 courses of plasmapheresis we
observed an improvement in serum cholesterol
level. Therefore, therapy with cyclosporine A
was administered again. 6 months after the PF
was terminated, the patient has no oedemas,
proteinuria is approx. 3 g/24 h, renal functions are
within reference ranges. The patient is currently on
cyclosporine A, enalapril, losartan and fenofibrate.

Conclusion: Genetically determined nephrotic
syndrome is steroid-resistant and other
immunosuppressive agents are of little benefit
as well. Plasmapheresis is considered as a
likely therapeutic option in these patients.

pPozndmky
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MEMBRANOZNIi NEFROPATIE SPOJENA S LECBOU
PENICILLAMINEM A AUTOIMUNNI THYREOIDITIDOU

Suldkové T, Suldkovd A", Dusek J.2, Stejskal J.2

'DK FNsP Ostrava
DK FN v Motole Praha
3Ustav patologie FN v Motole Praha

Uvadime kazuistiku 16leté divky s Wilsonovou
chorobou a autoimunni  thyreoiditidou (AIT). Po
2,5 letech 1é¢by penicillaminem se manifestoval
nefroticky syndrom (NS) s tézkou proteinurii (PU).
Pacientka méla normdini tiak a GF. V séru byly
pfitomny protildtky proti Stitné zlaze (A-TPO), ANA
pozitivita a ds-DNA negativita. Nebylo mozno
jednoznacné rozhodnout, zda se jedna o penicil-
laminovou nefropatii nebo zda NS souvisi s AlT.
Penicillamin byl vysazen a nahrazen zinkem
a soucasné byla zahajena terapie ACEIl. DoSlo
k pfechodnému snizeni PU (8,5-1,9-10 g/d), GF
z(istala stala (143-106 mi/min). Byla provedena
RB s néalezem membrandzni nefropatie (MN),
WHO gr. 3, s pozitivni IF (IgA, G, C3). Inkubace
séra pacientky s normalini ledvinou vedla k inten-
zivni fluorescenci glomeruldrnich a tubulérnich
bunécnych jader s ANA pozitivitou. Byla zahajena
léba Prednisonem - 1 mg/kg/den Sest tydnd

s pfechodem na alternativni podavéani. Béhem
Sesti mésicl po vysazeni penicillaminu a nasazeni
steroidd doSlo k vymizeni a-TPO, ale pfetrvavala
PU v nefrotickém rozmezi (3-12 g/d). Proto byla
ukoncena lécba steroidy a k ACEI byly pfidany
blokatory receptoru angiotenzinu Il (ARB) v tera-
peutické davce. Béhem této 1é¢by doslo v pribéhu
tfi tydnd k poklesu PU pod 1 g/d a po dalSich tfech
mésicich proteinurie kompletné vymizela.

Zaveér: O kauzativnich vztazich Iécby penicil-
laminem a roli AIT pfi vzniku MN Ize pouze spe-
kulovat. Penicillamin jako hapten antigen by mohl
stimulovat tvorbu autoimunnich protilatek. Pfipady
MN spojené s penicillaminem u déti a adolescentt
jsou velmi vzacné. Také MN ve spojeni s AlT je
vzécnd a typickd pro dospély vék. Lécba kortikoidy
neovlivnila proteinurii, ale kombinace ACEIl a ARB
vedla rychle ke kompletni a zatim trvalé remisi PU
pii stabilnich hodnotach GF.
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MEMBRANOUS NEPHROPATHY ASSOCIATED
WITH PENICILLAMINE THERAPY AND AUTOIMMUNE
THYREOIDITIS — CASE REPORT

Suldkové., Suldkovd A., Dusek J., Stejskal J.

Dpt. of Paediatrics, University Hospital Ostrava

We present 16-year-old girl with Wilson di-
sease (H1069Q/H1069Q), who was treated with
penicillamine (PNL) for 2.5 years period. She con-
comitantly suffered autoimunne thyreoiditis (AIT).
Clinical and laboratory symptoms of nephrotic
syndrome (NS) occurred then. Normal GFR and
blood pressure were present. The patient also
presented antibodies against thyroid gland (a-
-TPO) with ANA positivity, but ds-DNA-Ab were
negative. It wasn’t possible to unambiguously
decide whether pathogenic process of NS was
triggered due to PNL or AIT. We replaced PNL
with zinc and simultaneously started therapy with
ACEI. Proteinuria (PU) decreased from 8.456 g/d
to 1.932 g/d, GFR remained normal. One month
later PU increased again to 8-10 g/d. Renal
biopsy was indicated and revealed membranous
nephropathy (MN) (WHO stage 3) with positive
immunofluorescence (IgG, IgA, C3). Incubation
of patient’s serum with normal kidney resulted in
intensive fluorescence of glomerular and tubular

cell's nuclei and revealed evidence of ANA-Ab.
Corticosteroid therapy (KS) was started. PU
didn’t disappeared during the 6-month period af-
ter discontinuation of PNL and during steroid the-
rapy (3-12 g/d) whilst a-TPO became negative.
We decided to introduce angiotensin Il receptor
blocker (ARB). PU very shortly decreased below
1 g/d during next 3 weeks and disappeared after
3 months therapy.

Conclusion: We do present a very rare case
of MN in a patient with M. Wilson and AIT. One only
can speculate about causative relations of PNL for
triggering of MN and the role of AIT. PNL could
serve as a hapten antigen for stimulation of autoi-
munne antibodies. PNL induced MN is very rarely
in children and adolescents. Also, MN associated
with AIT is rare and typical for adults. KS didn’t
effect on nephrotic range PU but combination of
ACEI and ARB very shortly resulted in complete
remission of PU, which persisted until now and
GFR remained stable.

pPozndmky
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ULOHA SESTRY PRI VYSETROVANI DITETE
S CHOROBAMI LEDVIN RADIONUKLITIDOVYMI

METODAMI

Saberzanovova P, Liskovd J.', Kolsky A.", Buncovd M.?

'Pediatricka klinika IPVZ FTN Praha 4
2|IKEM Praha 4

V soucasné dobé se v détské nefrologii
nejcastéji uziva statickd scintigrafie ledvin (*"Tc
DMSA) a dynamickd scintigrafie ledvin (*"Tc
MAG3). Tyto metody proti RTG vySetfeni maji
mendi radiacni zatéZ a piinaSeji specifické infor-
mace jako napf. moznost vySetfit separovanou
funkci kazdé ledviny. Principem izotopového
vySetfeni je sledovani pasaze a distribuce malé-
ho mnoZstvi radiofarmaka v ledvinach, které se
aplikuje intraven6zné. Vlastni vySetfeni vyzaduje
velmi sloZité pfistrojové vybaveni. %™"Tc DMSA se
uziva zejména k prikazu zanétlivych zmén v tkani
ledvin. *"Tc MAG3 podavé informaci o poruse
drendZe dutym systémem mocovych cest. Sestra
objednava vySetfeni na oddéleni nuklearni medici-
ny (NM). Kazda tato metoda ma své indikace, které
nelze zaménit. Ddlezita je dochvilnost na vySetfeni,
protoze pozadovany izotop ma pomérné krétkou
dobu Uéinnosti a pfipravuje se t&sné pred vySetie-

nim pfimo na pracovisti NM. Riziko radioaktivniho
zafeni na NM neni veliké, pfesto maji pracovisté
NM specidlni rezim, aby se zabrdnilo riziku za-
feni u pacientt a zdravotnikd. Z toho divodu na
oddéleni NM nemaji pfistup téhotné zeny. Proto
nelze v den vySetfeni soucasné provadét sbéry
moci, protoze mo¢ je v den vySetfeni radioaktivni.
Obdobné je nutno Casto ménit pleny kojencdm.
Pacient pfi vySetfeni nemusi byt lacny, naopak
je nutné, aby byl fadné hydratovan, coz je dilezité
zejména u *"Tc MAG3. VySetieni je nékdy Casové
narotné, coz klade naroky na doprovod vcetné
péce o zajisténi vendzni linky. Kromé radioizotopu
se pii ®¥"Tc MAG3 nékdy i.v. aplikuje i furosemid,
ktery pomUZze v diagnostice pfekdzky v mo€ovych
cestach. Pfi vlastnim vySetfeni u obou metod je
nutny klid ditéte. Z vySe uvedenych dlvodu je
podil détskeé sestry pfi vySetfovani déti na oddéleni
NM nezastupitelny.

pPoOzndmky
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MERENI KREVNIHO TLAKU U KOJENCU A BATOLAT

Kemelova R., Jureckova B.

Détska klinika Fakultni nemocnice v Olomouci

Méfeni krevniho tlaku v kojeneckém a bato-
lecim véku z(stava pres veliky technicky pokrok
stale obtizné. Rutinni sfyngomanometrické mé-
feni TK u malych déti narazi na problém Spatné
slySitelnych fenoménti a u neklidnych déti je do-
konce problematické. Neinvazivni oscilometrické
méfeni automatickym monitorem Céstecné fesi
i nefeSi situaci. Vyhodou je neinvazivni meto-

da, rychla dostupnost a jednoduchost méfeni.
Nevyhodou méfeni vSak z{stava rusivy moment
komprese pfi nafouknuti manzety u spicich déti,
projevy neklidu, pla¢, strach déti, dofukovani
manzety béhem méfeni a dalsi komprese ruky.
Pfednaska bude popisovat a hodnotit méfeni
TK na naSem oddéleni. Zavérem chceme vyzvat
k diskusi vlastni praxe.

poznamky
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ABDOMINALNi COMPARTMENT SYNDROM

Z RENALNI PRICINY

Hladik M.', Zaoral T, Jourové 1.}, Bohd&ové A.', Mainer K.2, Cufik R.3

'Oddéleni pediatrické resuscitaéni a intenzivni péce FNsP Ostrava

2Urologické oddéleni FNsP Ostrava
3Ustav patologie FNsP Ostrava

Intraabdomindlni  hypertenze (IAH) je
zvySeni tlaku v dutiné bfiSni nad hodnotu
15-20 cm H,0. Lze ho urovat pfimym méfe-
nim pomoci intraperitonedlniho katétru nebo
nepfimym méfenim pomoci Zaludeéni sondy.
V soucasnosti se nejvice pouzivd nepfimé
méfeni intravesikalni cestou po zacévkovani
mocového méchyre.

Stuperi IAP (cm H,0) Doporuéeni
l. 10-15 normovolemie
Il. 16-25 negativni vodni bilance
M. 26-30 dekomprese
V. >35 dekomprese + explorace

Pokud pfi intraabdomindini hypertenzi vznik-
ne organova dysfunkce, hovofime o abdominal
compartment syndromu (ACS). U déti vznikd jiz
pfi IAH=17 cm H,0. U dospélych tvofi primami
abdominalni etiologie 85 % ACS, u déti 60 %.

Pfiznaky ACS se projevuiji v respiraci, cirku-
laci, zménach funkce GIT, ve zhorSeni rendlnich
funkci a ve zméné intrakranialniho tlaku.

Létba spociva ve vcasné dekompresi.
Rozhodnuti mezi konzervativnim a invazivnim
postupem zalezi na stupni IAH spolu se zhodno-
cenim klinickych pfiznakad.

Autofi v kazuistice dokumentuji rozvoj ACS pfi
vrozeném postizeni ledvin s navazujicim respirac-
nim selhanim a s jeho feSenim.

pPOzNdMmKy
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RENAL CAUSE OF ABDOMINAL COMPARTMENT

SYNDROME

Hladik M.', Zaoral T, Jourové |}, Bohd&ové A., Mainer K.2, Cufik R.3

'Department of Pediatric intensive care, University Hospital Ostrava

“Department of Urology, University Hospital Ostrava

*Department of Pathology, University Hospital Ostrava

Increased pressure in abdominal cave above
15-20 cm H20 is named intraabdominal hyperten-
sion (IAH). Intraabdominal pressure can be mea-
sured directly with peritoneal catheter or indirectly
e. g. with gastric tube. Nowadays, measurement of
intravesical pressure via urethral catheter is used
more frequently.

Grade IAP (cm H,0)  Recommendation
. 10-15 Normovolemia

I 16-25 Negative water balance
M. 26-30 Decompression

Intraabdominal hypertension can induce multi-
ple organ dysfunction or failure. This case is called
abdominal compartment syndrome (ACS).

ACS is induced via primary abdominal ethiology
by adults up to 85% and by children up to 60 %.

Signs of ACS are detectable in respiratory and
circulatory systems, in GIT systém, in impairment
of renal functions and in increased intracranial
pressure.

Early decompression of abdomen is the most
effective therapy.

Authors demonstrate a case report of deve-
lopment of ACS caused by inherited renal defect
resulting to respiratory failure and its solution.

poznamky
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HEMOLYZA S ,HEMATURII“ — KAZUISTIKA

Dolezel Z., Dostdlkova D., Blatny J., Starha J., Gerykovad H.

Il. détska klinika LF MU a FN Brno

RA i OA bezvyznamné. Ve véku 15 r. divka
z plného zdravi mocila tmavé hnédou mo¢, méla
soucasné neurcité bolesti bficha. U PLDD nebyla
z4dnd abnormita v klin. ndlezu prokdzana, vy-
Setfeni moCi (test. prouzek): pH 6, bilk. 1, krev 2,
ubg 2. Za tfi tydny opét epizoda tmavé mogi a koli-
kovitych bolesti bficha.

Pfijeti na kliniku: tfesavka, subikterus kize,
pharyngitis; coca-cola barva mogi. Srdecni/
dechova frekvence 100, resp. 24/min, TK 130/
7212cm/PHK, tél.teplota 38,1°C. Abnormalni
labor.hodnoty: SE 38, Bi celk/volny 52/
27,6 umol/l, CRP 118,9 mg/l, LDH celk. 63,2 pkat/l,
LDH1 37,4%, haptoglobin <0,07 g/l, Hb 93¢/,
HTK 0,28, Ery 2,83 x 10'% (makrocyt6za), trom-
bocyty 94,9 x 10%I, retikulocyty 5,9 %, volny hemo-
globin 188 mg/l, D-dimer 6,38 pg/l, Coombs(yv test
(pf. a nepf.) negat; mo¢ — chemicky pH 7, bilk. 4,
krev 5, ubg 4, keto 4; v sedimentu 5-7 eumorfnich
ery, 1-4 leukocyty. Elektroforézou byl v modi zjis-
tén hemoglobin.

Pracovni diagnéza: Hemolyticka anémie s hemo-
globinurii. Rozhoduijici zavér pfinesla analyza pomoci

pritokové cytometrie (FCM), kdy byla prokdzana
snizend exprese antigenu CD59 na erytrocytech.
Definitivni diagnéza: Paroxyzmalni noéni hemo-
globinurie (PNH).

PNH je vzacné onemocnéni, obvykle je
fazena mezi ziskané intravaskuldmi hemolytické
anémie. Jde vSak také o chorobu tzv. klondini, kdy
je primamé alterovana kmenova burika a nasledné
jsou produkovany abnormalni bunééné populace.
Recentni patofyziologie PNH: jde o X-vazanou so-
matickou mutaci genu PIG-A. Klinicky obraz PNH
je modelovan tfemi skupinami pfiznak:

1. intravaskuldrni hemolyza s hemolytickou ané-

mii
2. trombdzy velkych  Zl  (jaterni/liendlni/

mesenteridlni/ledvinné/mozkové)
3. defekini hematopoéza.

Moderni diagnostika PNH vyuziva FCM nebo
jeji modifikaci oznacovanou FLAERT.

Lécba PNH je obtizna. U ¢asti pacientli s PNH
dochazi k rozvoji chronického selhani ledvin (je
to dusledek akumulace hemosiderinu v ledvinach
v kombinaci s dal$imi faktory).
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A GIRL WITH HEMOLYSIS AND ,,HEMATURIA“ —

CASE REPORT

Dolezel Z., Dostalkova D., Blatny J., Starha J., Gerykova H.
1" Dept. of Pediatrics, University Hospital Brno

A 15-year-old-white girl presented with history
of vague abdominal complaints and first morning
dark-colored urine. No family history for renal
disease was obtained. The girl had otherwise
been healthy and had appropriate imunizations.
On physical examinations by her pediatrician she
appeared healthy, with normal blood pressure
(BP), no rashes, edema, or lymphadenopathy. The
liver and spleen were not palpable and there was
no abdominal pain/distension. Urine dipstick reve-
aled pH 6, protein 1+, blood 2+, urobilinogen 1+,
glucose negative, nitrite negative, ketone negative.
No other laboratory investigations were performed.
After 3 weeks girl passed again in the moring
period dark-colored urine with mild abdominal
colicky pain.

On presentation in our department, the physi-
cal examination was notable for chills, mild icterus,
heart/respiratory rate 100/min, resp. 24/min,
BP 130/72 mmHg, and body temperature 38.1°C.
She had anorexia and two vomiting episodes of
gastric juice shortly after admission.

The abnormal  biochemical/hematological
results were: sedimentation rate 38 mm/h, bilirubin
52 pmol/l, direct bilirubin 27.6 umol/l, C-reactive
protein 118.9 mg/l, total LDH 63.2 ymol/l, LDH1
37.4%, haptoglobin <0.07 g/l, hemoglobin 93 g/,
red blodd cells 2.83 x 10 (macrocytosis),
platelets 94.9 x 10%, reticulocytes 5.9%, free
hemoglobin 188 mg/l, D-dimer 6.38 ug/l; urinaly-
sis — pH 7, protein 4+, blood 5+, urobilinogen 4+,
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ketone 4+. Urine microscopy showed 4-5 eu-
morphic erythrocytes and 1-4 white blood cells
per high-power field. Hemoglobin was detected
in the urine by electrophoresis. These findings
suggested a diagnosis of hemolytic anemia with
hemoglobinuria. An extensive work-up revealed
the following: Coombs' tests negative, positive
acidified serum-lysis test and sugar-water test.
Diagnosis of paroxysmal nocturnal hemoglobinuria
(PNH) was confirmed by flow cytometry (FCM) with
lack of protein CD59 on erythrocytes.

PNH is a rare disorder of unknown frequency.
PNH is unique among hemolytic anemias in being
an acquired intrinsic abnormality of the erythrocy-
tes, but it is also a clonal hematopoietic disorder
affecting all hematopoietic elements. PNH is
caused by a null-somatic mutation in the X-linked
phosphatidyl-inositol glycan class A (PIG-A) gene.
As a result of these mutation erythrocytes become
more sensitive to complement-mediated intravas-
cular hemolysis. PNH presents in any of the three
syndromes or set of symptoms:

1. intravascular hemolysis with hemolytic ane-
mia

2. tendency to thromboses in large vessels

3. deficient hematopoiesis.

The more definitive laboratory method for
diagnose of PNH is FCM or FCM quantification
method (FLAER).

Optimal management of PNH is difficult, pati-
ents can develop chronic renal failure.



TROMBOZA RENALNICH ZIL (TRZ)
U NOVOROZENCE — KAZUISTIKA

Dolezel Z.', Elstnerovad L., Blatny J.2, Wechsler D.!, Prochdzka J.3, Jankovd M.!

"Il. détska klinika LF MU a FN Brno
20ddéleni klinické hematologie FN Brno

®Klinika détské radiodiagnostiky LF MU a FN Brno

V 27. tydnu gestace doSlo u téhotné k tézké
preeklampsii. Pro sou¢asny nalez extrémné sni-
Zené perfuze velkych cév placenty/pupecniku byla
gravidita ukoncena operativné. U novorozence
Zenského pohlavi (PH 930 g/36 c¢m) byl kratce po
narozeni aplikovan surfaktant a zahdjena uméla
plicni ventilace. V dal$im obdobi doSlo u ditéte
ke dvéma atakdm z&vazné sepse provazené sys-
témovou hypotenzi a intrakranidlnim krvacenim.
Ultrasonograficky (UZV) byla 18. den po narozeni
U novorozence prokdzana oboustranna TRZ.

Pii pfijeti na Kliniku byla TRZ potvrzena,
navic byla detekovana trombéza (UZV, Doppler)
dolni duté Zily (DDZ) od subhepatélni oblasti az po
bifurkaci (perfuze v aa.renales byla intaktni, odtok
Zilni krve z ledvin/dolni poloviny téla byl pfes roz-
sahlé paravertebralni kolaterdly). U novorozence
doslo k rozvoji akutniho selhani ledvin (max. S,
263 umol/l), které bylo zvliadnuto konzervativni 1é¢-

bou. V 168bé TRZ byl podavan nizkomolekularni
heparin (LMWH), kterym se podafilo Caste¢né
obnovit perfiizi v ledvinovych Zilach i DDZ. Délka
oxygenoterapie byla 24 dnu.

Rozsah neobvyklé trombdzy inicioval rozsahlé
spektrum hematologickych vySetfeni, kterd pro-
kazala: matka je heterozygot mutace FV Leiden,
otec heterozygot FIl G20210A a MTHFR (G677T),
novorozenec heterozygot FIl G20210A. Po pro-
pusténi zlstava kojenec v trvalém nefrologickém/
hematologickém sledovani, profylakticky je poda-
van LMWH a do3lo ke zlepSeni krevniho pritoku
v DDZ. Prognéza zlistavé nejista, nebot 60-100%
neonatalnich TRZ vede k renéini atrofii a chronic-
kému selhani ledvin. Doposud neni pfijato zadné
L,evidence based medicine” lé¢ebné schéma pro
TRZ, je tak mozno volit mezi terapii trombolytickou/
vysoce — nizce davkovanym heparinem/pouze
symptomatickou.

pozndmky
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NEONATAL RENAL VENOUS THROMBOSIS - CASE

REPORT

Dolezel Z.', Elstnerovd L., Blatny J.2, Wechsler D.!, Prochdzka J.3, Jankové M.
lI"d Dept. of Pediatrics, University Hospital Brno

2Dept. of Hematology, University Hospital Brno

3Dept. of Pediatric Radiology, University Hospital Brno

During 27" week of gravidity severe preeclamp-
sia was developed. Very low/zero Doppler signal was
detected in placenta and umbilical arteries/vein and
pregnancy was finished per sectio Caesarea. The ar-
teficial ventilation and surfactant therapy was started
by extreme premature neonate (female, weight 930,
lenght 36cm). During next days was developed two
episodes of sepsis with severe systemic hypotension
and intracranial hemorrhage. Doppler ultrasound
examination (USV) showed bilateral renal venous
thrombosis (RVT) on day 18 after delivery.

By admission on our department RVT was
confirmed. In addition was detected thrombosis
of vena cava caud. (TVCC). Acute renal failure
was developed (max. P, 263 umol/l) but dialysis
was not necessary. We used low molecular weight

heparin (LMWH) in the therapy of RVT/TVCC.
During LMWH application improved blood perfusi-
on was occured in renal veins and vena cava caud.
Oxygen therapy was necessary for 24 days.

Results of detailed hematological examinati-
ons: mother is heterozygote of FV Leiden, father
is heterozygote of FIl G202104 and MTHFR
(G677T), and neonate is heterozygote of FlI
G20210A. The infant is in a long-term pediatric
nephrology/hematology follow-up with LMWH
prophylaxy. The prognosis is uncertain because
60-100% of neonatal renal venous thrombosis
still leads to irreversible kidney damage. To
date there is no generally accepted therapeutic
regimen for RVT as controlled clinical trials are
lacking.

pPozndmky
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ARI - PRIEBEH, PROGNOZA A KOMPLIKACIE U DETi
V NASOM SUBORE V ROKOCH 1998-2003

Baltesova T., Mrdzova M., Podracka L., Kurdk M., Pisaréikova M., Saddové E.,

Tluéékova M., Kurcinova H.

Klinika deti a dorastu, LF UPJS a DFN, Kosice

Zhodnotili sme vysledky lieCby deti s akutnou
renalnou insuficienciou (ARI), ktoré sme hospitali-
zovali na naSej klinike v rokoch 1998-2003.

V subore bolo 92 deti (46 chlapcov a 46
diev€at) — 31 novorodencov, 24 deti vo veku do
jednoho roka a 37 deti starSich ako jeden rok.
Najvacsiu podskupinu tvorili deti s prerendlnym
typom ARl (52,3%), rendlne priciny ARI boli
u 37 % deti, postrendine u 2% a kombinovany typ
ARI u 8,7 % deti.

Celkova mortalita v naSom subore bola 43 %,
vyznamne nizia bola u pacientov s rendlinym
typom ARI (23,5 %) v porovnani s ostatnymi typmi
(53,5%), u ktorych sme zistili nasledovné faktory
nepriaznivej prognézy — syndrdm multiorgdnovej
dysfunkcie (p<0,001), oliguria dihia ako 24 hodin
(p<0,05) a pritomnost vrodenej vyvojovej chyby
(p<0,05). Eliminacnu lieCbu vyzadovalo 20 deti

(21,7%), 14 malo peritoneélnu dialyzu a 8 hemo-
dialyzu. U dvoch deti sme naviac robili plazma-
ferézu (SLE + TTP, CNS komplikacie D + HUS).
Zhodnotili sme oblickové funkcie 26 deti (76,4 %)
s renalnym typom ARI (54 % glomerulové choroby,
15% vrodené vyvojové choroby, 19,5% tubulo-
intersticidlne postihnutie, 8% malignita, 3,5%
trombdza rendlnej vény). Doba sledovania bola
4 mesiace—4 roky. 5 deti je v chronickej rendlnej
insuficiencii, 4 pacienti maju proteindriu do 0,5 g/d,
2 pacienti mikroskopickl hematuriu, 3 pacienti
poruchu koncentra¢nej schopnosti obliciek a 1 pa-
cient hypertenziu.

Men3i poCet pacientov v naSom stbore neu-
mozfiuje urCit dalSie rizikové faktory pre prezivanie
a rendlne dosledky akutnej rendlnej insuficiencie.
Mortalita naSich pacientov je porovnateind s pub-
likovanymi udajmi.

pPoOzndmky
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PETILETE ZKUSENOSTI S VYUZITIiM NOOTROPNICH
PREPARATU PRI KOMBINACNI LECBE DETSKYCH

ENUREZ

Liska J., Kepkova M., Holecek V., Kuthanova S.

Mulaéova nemocnice v Plzni

V praci jsou shrmuty zkuSenosti se skupinou
nejupornéjSich enuresis nocturna (EN), u kterych
efekt Iéby Adiuretin kapky, nebo Ditropan thl, nebo
této kombinace, byl jen 60%. Jednalo se celkem
0 62 déti — 42 chlapcl a 20 dévcat ve stafi 9-13 let.

Jak jsme jiz referovali na sjezdu pred dvéma lety
(tehdy skupina 24 déti), zaCali jsme u téchto pacientli
pidavat nootropni preparaty (Geratam 800). Procento
efektu 16¢by se zvySilo na 88%. Zaméili jsme se
zvlasté na pacienty s poruchami spanku, vychazeli
jsme z praci o roli spanku v etiopatogenezi EN.

Pi zjisténi pfiznivého efektu Ié¢by jsme nej-
dfive redukovali a posléze vysazovali Adiuretin
spolu s redukci ditropanu, nakonec jsme
vysazovali nootropica. Rodi¢e nadale uvadéli
u téchto zlepSenych pacientll podstatné lehéi
bezproblémové probouzeni, orientaci v prostoru
i ase v dobé probuzeni a mnohdy i schopnost
v noci odpovédét na otazku. Pfi I6¢bé v sou-
hlase se zahraniénimi literarnimi ddaji nebyly
zjitény zadné problémy, snasenlivost lékd byla
vyborna.

pPozndmky
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ROCNIi ZKUSENOSTI S LECBOU MINIRINEM TBL.

U DETSKYCH ENUREZ

J. Liska, M. Kepkovd, V. Holecek, M. Levorova

Mulaéova nemocnice v Plzni

Za uvedenou dobu jsme Iécili celkem 10 déti
s enuresis nocturna (EN) ve véku 9-13 let, neodpo-
vidajicich efektivné ani na trojkombinaci Adiuretin
+ Ditropan + Geratam. Jednalo se o pacienty, ktefi
samozfejmé méli normani krevni biochemismus,
sonografii i normaini opakované nalezy v mo¢i.

Pacienty jsme Iécili Minirinem (desmopre-
sinem 0,2), pfislusné pojistovny jsme seznémili
s prubéhem nemoci a resistenci na lécbu a na
zaCatku pozadali o zvySenou Uhradu. U vSech

pacientl nam bylo vyhovéno, zvlasté pfi secteni
financniho rozsahu trojkombinace. Zprvu jsme
nechavali u nékterych pacientd (celkem 4) s poru-
chami probouzeni nootropicum pfi pocinajici [é¢bé
minirinem. Efekt [éCby Minirinem tbl byl u vSech
deseti pacientl velmi promptni. | kdyz jde o velmi
malou skupinu pacientli — avSak se zvlasté tpor-
nou EN - je efekt v soucasné dobé velmi dobry.
Také jednoduchost aplikace, zvlasté v kolektivu,
neni zanedbatelna.

pPOzNdMmKy
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MULTICYSTICKA DYSPLAZIA OBLICKY

Cernianska A.", Vicianové K'., Klesken P.?, Cervernové O. "'

'I. detska klinika, DFNsP, Bratislava

?]. gynekologickd klinika, FN ak. Derera Bratislava

Multicysticka dysplazia oblicky bola pred zave-
denim USG skriningom ako samostatna jednotka
popisovana zriedkavo. U deti mdZe tato anomalia
prebiehat asymptomaticky, mdze svojou vefkostou
spdsobovat Utlak okolitych Struktur a v niektorych
pripadoch sa v takto zmenenej oblicke moze vy-
vinit maligna transforméacia tkaniva.

V naSej praci uvadzame pripad dievéatka,
u ktorej bolo vyslovené podozrenie na tuto ano-
maliu prenatalne a na zéklade klinického priebehu
bola v prvych hodinach Zivota indikovana chirurgic-
ka intervencia.

Kazuistika: V rodine pacientky sa nevyskytlo
Ziadne zévazné ochorenie. Dieta bolo z 1. rizikovej
gravidity, pre USG diagnostikovant anomaliu uro-
poetického traktu v 20. tyzdni — dilatécia dutého
systému pravej oblicky. Pérod bol v 39. tyzdni,
Apgarovej skdre 7/9/9. Pre zli popdrodnu adap-
taciu bolo dieta vo veku 2 hodin prelozené na
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oddelenie patologickych novorodencov |.detske;
kliniky DFNsP. Pri prijati dieta postonkavalo, malo
perioralnu cyanézu, tachypnoe a mierne dyspnoe.
Pri fyzikdlnom vySetreni bolo ndpadné obrovské
brusko, hrudnik so $irSou dolnou apertirou, v pra-
vom hypogastriu prominujuci Utvar, a ni$Sie nasa-
dajuce usnice. Sonograficky sa potvrdila VVCH
obli¢iek — multicysticka dysplazia oblicky.

Pre zly Klinicky stav bola zavedena punkéna
nefrostémia, pri ktorej bolo vypungovanych 450 ml
Cirej tekutiny. Nasledne sa klinicky stav dietata
rapidne upravil. 30. defi sme pre afunkciu obli¢ky
indikovali nefrektémiu.

NaSou kazuistikou sme chceli poukdzat na
skutoénost, ze napriek tomu, Zze vacSina deti
s multicystickou dyspléziou oblicky je bez pri-
znakov ochorenia, mdze tato anomalia prebiehat
dramaticky. Toto vyZaduje Uzku spolupracu gyne-
koldga, pediatra a uroléga.



SLEDOVANI DETi S UNILATERALNI MULTICYSTICKOU

DYSPLAZIi LEDVINY

Flégelova H.', Smakal 0.2, Geier P, Michdlkové K.3, Jufen&dk R.

"Détska klinika FN Olomouc
2Urologicka klinika FN Olomouc
*Radiologickd klinika FN Olomouc

Uvod: Rozvoj ultrazvukového vysetteni (UZ)
umozfiuje stanovit diagnézu multicystické dyspla-
zie ledviny (MCDKD) jiz prenatéiné. V poslednich
letech se zménil pfistup k vySetfovani a terapii déti
s MCDKD. Nas$im cilem je posoudit na zakladé
analyzy vlastniho souboru, zda je konzervativni
postup bezpecny.

Pacienti ametody: Provedlijsme retrospektivni
analyzu souboru 46 déti (27 chlapct, 19 divek) hos-
pitalizovanych na nasi klinice v letech 1995 az 2003
pro MCDKD. Diagnéza MCDKD byla stanovena UZ
vySetfenim. U vSech déti byla potvrzena afunkce
ledviny (scintigraficky nebo vyluovaci urografii).
U 42 déti (91 %) byla provedena mikéni cystografie.
U vSech pacientli byly sledovany UZ nalezy, vyskyt
infekci moCovych cest (IMC) a krevni tlak (TK).

Vysledky: Anomdlie kontralaterdlni ledviny
byly zjistény u 20 déti (43 %) a to vezikoureteralni
reflux (VUR) gr. I-IV u 13 déti (28%), obstrukce
v pelviureterdini junkci u 3 déti a primarni ob-

strukéni megaureter u 4 déti. Nefrektomie pro
MCDKD byla do roku 1999 provedena u 17 z 23
déti, po roce 2000 u 5 z 20 déti. U konzervativné
|éCenych pacientd doSlo k Upiné regresi UZ néle-
zu u 15 ze 24 déti. IMC se vyskytly pouze u déti
s VUR, a to u péti déti (4x primoataka, 1x recidi-
vujici IMC). Hypertenze byla zaznamenana u tfech
déti, z toho u dvou pfechodnd. ZvySend hladina
sérového kreatininu byla pfitomna u jednoho ko-
jence s hydronefrézou kontralateralni ledviny.
Zavér: Pro diagnézu MCDKD je podstatné
ultrazvukové vySetteni, pfi nejasnosti UZ nélezu
je tfeba potvrdit afunkci ledviny scintigraficky.
Vzhledem k Castému vyskytu VUR do kontra-
lateralni ledviny je vhodné provedeni mikéni
cystografie. TK je tfeba dlouhodobé sledovat
u déti konzervativné IéCenych i operovanych.
Konzervativni postup je bezpeény, nefrektomie
by méla byt indikovana individudiné na zakladé
klinickych potiZi a nepfiznivého UZ nélezu.

pozndmky
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FOLLOW-UP OF CHILDREN WITH UNILATERAL
MULTICYSTIC DYSPLASIA OF KIDNEY

Flégelova H.', Smakal 0.2, Geier P!, Michdlkové K.3, Jufen&dk R

'Dpts. of Paediatrics, University Hospital, Olomouc

2Urology, University Hospital, Olomouc
3Radiology, University Hospital, Olomouc

Background: Enhancement of diagnostic
ultrasound (US) enables already prenatal
diagnosis of multicystic dysplasia of kidney
(MCDKD). The diagnosic and therapeutic appro-
ach toward these patients has changed recently.
Based on analysis of our group of patients, this
study aims to determine whether conservative
treatment is safe.

Methods: A retrospective chart review of 46
children (27 boys, 19 girls) with MCDKD admitted
to our department between 1995 and 2003 was
performed. The diagnosis of MCDKD was based
on US findings. Renal afunction was confirmed in
all children either by scintigraphy or intravenous
urography. Blood pressure (BP), US findings and
occurence of urinary tract infection (UTI) were
followed-up in all patients.

Results: Contralateral kidney anomalies were
found in 20 children (43%): vesicoureteral reflux
(VUR) grade I.-IV. in 13 children (28 %), obstruction
of pelviureteral junction in 3 children and primary

obstructive megaureter in 4 children. Nephrectomy
because of MCDKD was performed on 17 out of
23 children until 1999 and on 5 children out of
20 after year 2000. 15 out of 24 conservatively
treated patients had complete US findings regres-
sion. UTI occured only in patients with VUR — in
5 patients (4x single episode, 1x repeated UTI).
Hypertension was found in 3 children and was
transient in two of them. Increased level of serum
creatinine was detected in 1 infant with contralate-
ral hydronephrosis.

Conclusion: US is crucial for the diagnosis of
MCDKD. However, if not clear, it has to be confir-
med by scintigraphy. MCUG should be performed
because of frequent presence of contralateral
VUR. Long term BP monitoring is necessary in
both conservatively and surgicaly treated patients.
Conservative treatment is safe, nephrectomy
should be considered individually depending on
clinical signs and US findings (non-involuting
dysplastic kidney).

pPozndmky
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NOVODIAGNOSTIKOVANU ESENCIALNU
HYPERTENZIU U ADOLESCENTOV SPREVADZA

ENDOTELOVA DYSFUNKCIA

Mrdéz M., Spurny P.2, Podrackd L.
Klinika deti a dorastu LF UPJS, KoSice

2Vychodoslovensky dstav srdcovych choréb, Kosice

Endotelova dysfunkcia, ako primarny moment
v patogenéze kardiovaskularnych choréb, spaja
negativne posobenie vSetkych rizikovych faktorov
aterosklerdzy na drovni cievnej steny. Vysledkom
je dlhodoba porucha vaskulamej homeostazy
sprevadzana zvySenou vaskularnou permeabilitou,
trombogénnou a vazokonstrikénou pohotovostou,
remodeldciou cievnej steny a proinflama¢nym sta-
vom. Proces aterosklerdzy je v Stadiu endotelovej
dysfunkcie eSte reverzibilny, a dd sa pomerne
spolahlivo diagnostikovat. V¢asné zachytenie
a liecba rizikovych pacientov by preto mohli byt
kli€om k znizeniu celkovej kardiovaskularnej
morbidity a mortality nasej populacie.

Ciel: Porovnat endotelovu funkciu adolescen-
tov s novodiagnostikovanou esencidlnou hyper-
ternziou so zdravymi normotenznymi kontrolami.

Material a metddy: Do Studie sme zahrnuli 10
adolescentov s novodiagnostikovanou esencialnou
hypertenziou potvrdenou ABPM a 23 zdravych
kontrol (zdravi normotenzni nefajCari s normalnou
hmotnostou). Vykonali sme rutinne biochemické
vySetrenia, stanovenie mikroalbumintrie z 8 hod.

noéného mocu, oéné a kardiologické vySetrenie.
Endotelovd funkciu sme stanovili prostrednictvom
flow-mediated dilatation (FMD) a. brachialis.

Vysledky: Priemerna FMD a. brachialis bola
v skupine hypertonikov 3,90% (SD 2,86), v sku-
pine zdravych adolescentov 11,57% (SD 4,41).
Rozdiel bol Statisticky signifikantny, 3,90% vs
11,57%, p<0.0001. V skupine novodiagnosti-
kovanych hypertonikov sme vySetrenim mikro-
albumindrie, ofného pozadia ani EKG nezistili
poSkodenie ciefovych organov.

Zaver: Novodiagnostikovanu esencialnu hy-
pertenziu u adolescentov sprevadza endotelova
dysfunkcia. Je odrazom véasnych, reverzibilnych
aterosklerotickych zmien v cievnej stene. Cielové
organy eSte nie su poSkodené hypertenziou.
Vé&asnd diagnostickd a terapeutickd intervencia
preto zasadne zlepSuje progndzu pacientov,
a je jednou z moznosti na znizenie celkovej
kardiovaskularnej morbidity a mortality dospelej
populacie.

Kricové slova: endotelova dysfunkcia, atero-
sklerdza, hypertenzia, adolescenti, prevencia

pozndmky
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ENDOTHELIAL FUNCTION IS IMPAIRED IN NEWLY
DIAGNOSED HYPERTENSIVE ADOLESCENTS

Mréz M.!, Spurny P. 2, Podrackd L.

'Department of Paediatrics, Safarik University, Kosice

?Division of Cardiology, Department of Cardiovascular Diseases, Kosice

Objective: There is a radical change in
the approach to vascular endothelium in the last
decades. Nowadays, it is not only the monolayer
of cells lining blood vessels, but also the largest
human endocrine organ with crucial role in main-
taining vascular homeostasis. Dysfunction of
endothelial cells as seen in e. g., hypertension, di-
abetes mellitus, hyperlipidemia, smoking and obe-
sity, is the first, but reversible step in atherogene-
sis. An early diagnosis and treatment of endothelial
dysfunction among risk groups of individuals may
therefore significantly decrease the cardiovascular
morbidity and mortality in adult population. With
such intention, we evaluate and compare arterial
endothelial function in hypertensive adolescents
with otherwise healthy individuals.

Methods: 10 adolescents with ABPM-
confirmed newly diagnosed essential hypertension
and 23 healthy controls (aged 15 — 18 years) were
enrolled into the study. Endothelial function was

evaluated on brachial artery using flow-mediated
dilatation (FMD).

Results: Mean FMD in hypertensive indivi-
duals was 3,90% (SD 2,86), while mean FMD
in healthy controls was 11,57% (SD 4,41). FMD
was significantly decreased in hypertensive ado-
lescents compared with healthy controls (mean
3,90% vs 11,57 %, P < 0.0001).

Conclusion: Essential hypertension is asso-
ciated with endothelial dysfunction in adolescents.
This may be relevant to the pathogenesis of athe-
rosclerosis in later life. Interventions like risk factor
modification and treatment may improve endothelial
function and thereby, potentially prognosis. Hence,
given its reversibility, endothelial dysfunction may be
an attractive primary target in the effort to optimize
individualized therapeutic strategies to reduce cardi-
ovascular morbidity and mortality.

Key words: endothelial dysfunction, athe-
rosclerosis, hypertension, adolescents, prevention.
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CYCLOSPORIN A DEPENDENTNI
KORTIKOREZISTENTNI NEFROTICKY
SYNDROM (NS) - KAZUISTIKA

Suldkové T, Suldkovd A", Bosékovd A, Slany J.!, Cufik R.2

'DK FNsP Ostrava
2stav patologie FNsP Ostrava

Uvadime pfipad divenky, pfijaté ve dvou le-
tech s otoky, hypoalbuminémii, téZkou proteinurii
(PU) (3,987 g/d), hematurii, hypertenzi (HT). Po
stanoveni diagnézy NS byla zahdjena standardni
terapie Prednisonem (6+6), ACEIl a diuretiky.
Rezistence na kortikoidy vedla po 8 tydnech k re-
nalni biopsii (RB). Ve vzorku bylo 35 glomeruld,
které ve 100 % jevily znamky FSGS. Lécba pulzy
methylprednisolonu a cyclophosphamidem (CP)
(2 mg/kg/d) celkem 12 tydnd rovnéz neméla vliv
na PU (1,8-4,5 g/d). Divka méla stale mirnou HT,
zévaznou hypoalbuminémii a vyzadovala 1é¢bu
diuretiky. Po ukonceni lécby CP byla zahdjena
lé¢ba Cyclosporinem A (CyA) (5 mglkg/d), pfi-
¢emz davka se pfizplsobovala plazmatickému
rozmezi 50-150 ng/ml. PU poklesla po 16 tyd-
nech této 1é¢by (0,3-0,5 g/den) a zlistala zavisla
na hladiné CyA (zvySeni PU pfi nizkych hladi-
nach CyA). Dlouhodoba hypoalbuminémie se po
16 tydnech 1écby CyA zlepSila a postupné zcela
normalizovala. GF poklesla z 444 na 96 ml/min

a z0stala dale stabilni. Kombinace ACEI a beta-
-blokatord vedla ke kontrole HT béhem dne,
pretrvavala ale HT v noci. Béhem terapie CyA
se vyskytly dvé epizody akutni CyA-nefrotoxicity
s poklesem GF (66 a 43,32 ml/min), s dpravou
po kratkém pferuSeni 1&Cby. Zcela vysadit nebo
snizit CyA se vSak nedafilo pro nasledny vzestup
PU. Po 3,5 letech Ié¢by byla provedena dalsi
RB. Ve vzorku s 20 glomeruly bylo 30% z nich
kompletné hyalinizovanych a zaniklych s mimou
intersticidlni infiltraci v okoli a 15% s periglo-
merulari  fibrézou a Casteéné segmentainé
zjizvenych. Zbylé glomeruly (55%) byly mirné
zvétdeny, bez znamek CyA-toxicity. Nasledné
byly pfidany blokatory receptoru pro angiotenzin
Il (ARB), které umoznily snizeni davky CyA bez
vzestupu PU a poklesu GF.

Zaveér: Vice nez Ctyfletd 1éCba CyA vedla
k parcidlni remisi zévazného kortiko-rezistentniho
NS na podkladé FSGS a k signifikantnimu zlepSe-
ni renalni morfologie.
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