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NAZEV PRIPRAVKU: Cervari™ injekEni suspenze v piedpinénd injekcni stiikatce. Vakcina profi lidskému papilameaving [typy 16, 18] {rekombinantni, adjuvivand, adsorbavand). KLINICKE GDAJE Slozeni: | itk (0 5 ml} obsahuie: Papillomaviri humani typ 16 L1 pratein
20 mikrogrami 2 typ 18 L1 protein 20 mikragrami ve formé neinfekénich, viru podobnjeh E4stic (YLP. virus-fike particles) adjuvovany na ASD4 obsahujici. 3-0-deacyt-4 -monafosforyHipid A (MPL) 50 mikrogeami adsarbovany na hydrasid hlinity, hydratovany (AOH) ) celkem
(15 miligramu A, Indikace: Corvaris™ je vakoina urbend k prevencl vysokého stupné premalignich cenvikainich 1621 a cenvikalniho karcinomu. klerd jsou kauzding spojeny s idskgm papilomavirem (HPY) typu 16 3 18, Indikace je zaloZena na prokdzané Gtinnosti Cervarixu u Zen
vaviku 15 a7 25 letana prokdzang imunagenicith této vakeiny u divek a Jenve veku 10 a2 25 let, Pousiti Cervarkeu musi bt v souladu s oficidlnimi doporutenimi. Dévkovani a zplisob podani: Doporucend oikovaci schamaje 0., 1., 6. mésic, Potieba podani posilovaci dévky
nefyla stanovena. Daporucuje se, aby osoby, kterd dostanau jako prvni ddvku Canvari™ dokaongily Jddvkove ofkovaci schéma ravné? vakcinou Carvaria™. Cervari™ je urien k intramuskuldri aplikaci do oblasti deltového svalu. Cervarix™ nesmi bjt v 2adném pfipadé apiikovan
intravaskulmé nebo intradermaing, Udaje o subkutdnnim podani Cervariag nejsou k dispozicl, Kontraindikace: Hypersanzitivita na l&5we itky nebio na kteroukoliv pamocnou ltku. Aplikace vakoiny Cervari™ musi bit odlaZena u asob rpicich akutnim vazngm harenatjm
onemocninim, Pritamnost lehké infekee, jako je nachlazent, nent kontraindikact pro imunizacl. ZviaStni upozornéni a opatieni pro pouditi: Stejn jako u viech injekEnich vakein musi byt | po aplikact t6to vakeiny pro pripad vedcnd se vyskylujicr anafylaktické reakce
okamiité k dispozici odpovidajici ikafskd péte a dohlad. Stejné jako u jinjch vakein aphkovanyeh intramuskulim musi byt i Cervarb™ paddvén opatmé osobdm s trombacytopenit nebo & jakoukoll poruchou koagulacs. protoZe po inframuskadamim poddni miige u takowyeh nsab
dajt ke kredceni. Stejng jako u jinjch vakein nemusi byt u viech okovanjch jediney dosafeno ochranné imunitni odpovedi. Cervari™ chrani proti nemaci zpdsobend HEY typu 162 18. Karcinom déloZnihio 2ipku véak mahou zpdsobit i jiné onkogenni typy HPY, proto zistévd ndinni
cenvikdlni screening kriticky ditesity a mélo by se v ném pokradovat podie mistnich doporuteni. 0ckovdni nenahrazuie pravidelny cervikdini screening ani bezpetnostnd opatfent proti expozici HPY a sseding prenosnym nemocem. Neprokdzalo se, 2 by Cervarie™ mé! terapeuticky
elekl. Vakeia proto neni uriiena k 1EEb cervikdiniho karcinomu. cenvikdlniintraspitelidlni neaplasie (CIN) nebo jakyehkoliv jinjeh zjiStEngich 16z souvisejicich s HPY. Cervaris™ nechrni Zeny pred 6aemi souvisejicimi s HPY, pokud ji2 byly v dob ofkovdni infikovdny HPY-16 nebo
HPY-18. Téhotenstvi a kojeni: Specilni sturie zabjvajici se vakcinaci thotnyh 7en nebyly provedeny. DEkovant vakeinou Cervari™ béhem kojeni by sa mélo provdt jen tehdy. pokud moiné wihody ofkovdni prevadi mofnd rizka. NeZadouci d&inky: Nejtastijim
nezidoucim dinkem pozorovanym po podani vakeiny byla bolest v mistd vpichu, kterd se vyskytia v 78 % viech davek Vitéina téchin reakei. které netrvaly diouha, méla mimy a2 stiedni pribéh, Dale se vyskytovaly: rezke v misté vpichu vietng bolesti, zanudnuti. otoky; inava.
bolest hlavy, astrointestinglni symplomy vietng nauzey, amaceni, prajmu a bolest bricha, svdéni/ pruritus, vyrazka, kopfivka, myalgie. arthralgie. FARMACEUTICKE UDAJE Inkompatibility: Cervari™ nesmi byt misen s jingmi léGivimi pripravky. Doba pouZitelnosti:
4 oky. Zvidstni opatfeni pro uchovavani: Uchovivejte v chladnitoe {2 °C - B °C). Chrafile pfed mrazem, Uchovdveite v pivodnim obalu, aby byl pifpravek chrdngn pfied svétlem, PFi uchovdvn lahwicky 5 vkeinou se milde wytvofit jemng bitj sediment a Eirf bezbany
supernatant. To viak neni zndmkou znehodnocent vakciny. Vakeina musi bt pred aplikaci Fadn@ protfepdna. Pred aplikact mus? byt obsah latwicky pfed | po proffepdni vizuding zkontrolovén, zda neabsahuje jakekol cizf Edstice a,/nebo jestl nemd zméndny vzhled. Ja-l patmd jakakolly
ména vhledu, je feba vakeinu vyiadit Druh obalu a velikost baleni: 0.5 ml suspenze v piedpingnd injekni stfikacce (sklo typu 1) s pistovou zatkou (butylpry?). s jehlami nebo bez jehel, o velikost baleni 12 10. Na trhu nemust byt viachny velikosti baleni DRIITEL
ROZHODNUTI O REBISTRACI: GizsoSmithiine Gialogicals s.a. Rue del Insttut 82, B-1330 Rivensart, Beloie. REGISTRAGNI €1SLO: £U/1/07/419/001002, DATUM PRVNI REGISTRACE/ PRODLOUZENI REGISTRACE: 20, 9. 2007. DATUM REVIZE
TEXTU: 23, 11, 2008, Padrobnd informace o lomto pripravku jsou uveiejnény na webovich strnkach Evropske lakovs agentury (EMEA) hitg:/ fwnw.2mea.europa.eu/ . Pripravek je véizdn na l8karsky predpis a nenf hrazen 2 vefejngho zdravotniho pojistént. Upinou informaci
peo pedepisovdni naydete v Souhrmy Gdaji o pfipravky nebo se obrafte na adresu spolefinosti GlaxoSmithKline s.r.0, Na Pankrdcl 171685, 140 21 Praha 4, tel. 222 001 117, fax; 222 001 444, www.gsk.cz, Verze SPC platnd ke doi vyddni materidh (20. 4, 2010).

REFERENGE: 1. Gall SA et 2|, Substantial impact on precancerous lesions and HPY infiections through 5.5 years in women vaccinated with the HPY-16/18 YLP AS04 candidate vaccine. Presented at the 2007 mesting of the AACR, Los Angeles. CA, Aprl 14-18, 2007
Abstract 4800, 2. Harper DM et al. Sustained efficacy up to 4.5 years of a bivalent L1 virus-like particle vaccine against human papillomavirus types 16 and 18: follow-up from a randomised cantrol trial. Lancet 2006: 367 12471285, 3. Schwartz TF: Expert Review
Vaccines 7(10), 1465- 1473 (2008). 8. Giannini SL et al. Enhanced humoral and memary B cellular immunity using HPVIB,/ 18 L1 YLP vaccine formulated with the MPL/aluminium salt combination {AS04) compared to aluminium salt only, Vaccing 2006;
24; 537-5349. 8. SPC piipravky Cervarix.* Diouhodobé sledovéni pokratiuje,
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IX. CESKY PEDIATRICKY KONGRES

S MEZINARODNI UCASTI

v tradici kongresu pediatrii a detskych sester XXVIII. dnii prakticke a nemocnicni pediatrie

Véazeni kolegové, mili pratelé,

mame tu Cest byt poradatelem IX. pediatrického kongresu s mezinarodni ucasti, ktery je pripravovan
pod zastitou rektora Univerzity Palackého a primatora mésta Olomouc. Garanci prevzala Ceska pe-
diatricka spoleénost CLS JEP.

Dovolte mi, abych Vas co nejsrdeénéji pozval na diskusi o tématech naseho vyznamného oboru — pe-
diatrie, ve kterém v prithéhu nékolika poslednich desetileti doslo k podstatnym zménam. Uéast nasich
i zahrani¢nich vyznaénych osobnosti zarucuje, Ze jejich rozsahlé znalosti a zkuSenosti obohati vSechny
ucastniky kongresu o nové poznatky a piispéji tak k vysokému odbornému standardu kongresu.

Predpokladame, ze IX. pediatricky kongres s mezinarodni déasti navstivi kolem 1200 déastnikd.
K setkani jsme vybrali zcela nové kongresové centrum, které bude slavnostné otevieno pied zahajenim
naseho kongresu. Je jim NH Hotel Olomouc, budovany v blizkosti univerzitni sportovni haly.

IX. ro¢nik kongresu jsme volili tak, aby pi¥inesl fadu novych poznatkua pro éeské a slovenské pediat-
ry a byl po odborné strance jiz tradi¢né zajimavy i pro stiedni zdravotnicky personal. Témata kongresu
by méla reflektovat aktualni vyvojové trendy pediatrie v kontextu nasi evropské integrace.

Za organizatory kongresu si Vas dovoluji pozvat na tuto akei a véi#im, Ze jarni Olomouc roku 2010 Vam
nabidne kromé odbornych podnéta také fadu spoleéenskych a kulturnich zazitka.

Olomouc je dnes modernim univerzitnim méstem, v niz je evropska historie zaznamenana jedineénym
zpusobem. Umisténa primo v srdci Evropy, otevirena navstévniktm, patii Olomouc pravem mezi pied-
ni kongresova mésta.

Nase mésto se svou bohatou kulturni a védeckou historii Vas o¢ekava. Zveme Vas, vazeni pratelé,
srde¢né do Olomouce ve dnech 19.—22. kvétna 2010 k utuZeni starych piatelstvi a vytvoreni novych.

Viadimir Mihdl
prezident kongresu, mistopredseda CPS CLS JEP
a prednosta Détské kliniky LF UP a FN Olomouc
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Program

Streda 19. kvétna

Podvecerni slavnostni zahajeni v Kapli boziho téla

Ctvrtek 20. kvétna

Salé. 1
8.15 Slavnostni zahajeni
8.30-10.00 Plenarni prednasky

» Rotavirova infekce — nejenom epidemiologicky a ekonomicky problém
T. Vesikari

» Meénici se alergie v ménicim se svété
V. Spiéak

» Ceska détska hematologie a onkologie 19902010
J. Stary

10.00-10.30  Prestdavka

10.30-12.30 Psychosomaticka onemocnéni - garant J. Seifertova, J. Kocourkova

» Psychologické aspekty psychosomatickych poruch
J. Kocourkova
» Je psychosomatizace v ordinaci praktického détského 1ékaie ¢asta?
J. Seifertova
» Jak to vidi gastroenterolog?
0. Pozler
» Primarni bolesti hlavy v neuropediatrické praxi
M. Kunéikova, M. Kvardova, H. Medricka
» Psychiatricka onemocnéni s prevahou somatickych piiznaka
J. Koutek

12.30-14.00 Obéd / Firemni sympozia

» GlaxoSmithKline jako partner v ockovani pediatra:
Ockovani proti HPV, jakou roli hraje pediatr v prevenci HPV?
J. Slama
Ochrana celé rodiny proti pertussi za¢ina jiz v ordinaci pediatra
» Nutricia: Novinky z vyzkumu spole¢nosti Nutricia
K. Uxova
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14.00-15.30

15.30-16.00

16.00-17.30

17.30-18.30

10.30-12.00

Infektologie — garant M. Statikova, D. Sedlacek

» Déti exponované viru lidské imunodeficience a jim infikované
H. Rozsypal, D. Jilich, M. Statikova, J. Zdhumensky, M. Holub
» Drogova problematika déti a mladistvych ve vztahu k infekénim nemocem
J. Hobstova
» Zavazné neuroinfekce u déti
L. RoZnovsky
» Chiipka u déti
Z. Blechova, V. Maresova
» Klinické projevy lymeské boreliézy v détském véku
L. Krbkova
» Détska izolaéni luzka resuscitaéni péce pro pacienty s infekénimi a/nebo vysoce
nakazlivymi nemocemi
V. Dedek, H. Houstkova, M. Fajt, H. Rohacova, P. Camprova, M. Sadlo,
L. Sedlackova, J. Havranek, P. Heinige, K. Brosch

Prestavka

Pravni a etické aspekty pediatrické péce — garant J. Slany, L. Prudil

» Neékteré etické problémy soucasné pediatrie
J. Slany

» Aktualni etické otazky pocatku lidského Zivota: od embryonalnich kmenovych bunék
k baby-boxtim
K. Sipr, H. Siprova

» Nahradni matefstvi (vyptijcena déloha) — pohled pediatra
F. Schneiberg

» Sikana o¢ima déti
E. Kadlecova, M. Veleminsky a kol.

» Pravni a etické aspekty pediatrické péce
L. Prudil

Firemni sympozia

» Merck Sharp & Dohme IDEA
Kvadrivalentni vakcina v klinické praxi
J. Stépan
Rotaviry — umime je 1é¢it a predchazet jim?
N. Szitanyi
» Astellas Pharma: Antibiotické myty a jejich racionalni feSeni
Z. Blechova

Sal €. 2

Kardiologie - garant M. Samanek, B. Huéin

» Péce o déti se srdeéni vadou v CR
dJ. Skovranek

» Pozdni nasledky Fontanovy cirkulace u jedinct s funkéné jedinou srdeéni komorou
V. Chaloupecky, T. Tlaskal, R. Gebauer, V. Tomek, O. Reich, P. Tax, H. Bartakova,
P. Kubusg, J. Radvansky, J. Lisy, I. Hadac¢ova, J. Skovranek
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12.00-13.30

13.30-15.00

15.00-15.30

15.30-17.00

17.00-17.15
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» Prenatélni kardiologie v Ceské republice
V. Tomek, J. Skovranek, J. Gilik, J. Marek
» Lécba srde¢nich vad u déti katetrizaénimi intervencemi
P. Tax, O. Reich
» Kardiochirurgie v Détském kardiocentru v Motole
B. Hucin
» Piedchazet nejéastéjsi pii¢iné umrti musi pediatii
M. Samanek

Obed

Neonatologie - garant Z. Stranak, L. Kantor

» Neonatologie, co nového od kongresu v Jihlavé?
L. Kantor
» Aktualni postupy u novorozencu s poruchou poporodni adaptace
Z. Stranak
» Soucasné moznosti chirurgické ligace oteviené tepenné duceje u déti s nizkou
porodni hmotnosti v Ceské republice
T. Maté&jka, P. Vojtovié, T. Tlaskal, J. Skovranek, M. Cerny, K. Ligka, P. Huml,
L. Kantor, Z. Kokstein
» Nezraly novorozenec v pé¢i PLDD
J. Dort, E. Dortova
» Infekéni onemocnéni v novorozeneckém véku
J. Janota

Prestavka

Détska hematologie a onkologie - garant D. Pospisilova, J. Stary

» Soucasné moznosti diagnostiky a 1é¢by imunitni trombocytopenické purpury u déti
D. Pospisilova

» Transplantace kmenovych bunék krvetvorby s pouzitim alternativnich darca
P. Sedlaéek, P. Keslova, R. Formankova, L. Krél, M. Matulovéa, A. Stetsko, P. Riha,
P. Hubacek, J. Stary

» Symptomatologie a sou¢asné 1é¢ebné postupy u vybranych embryonalnich nadoru
(retinoblastom, hepatoblastom, nefroblastom)
J. Malis

» Von Willebrandova nemoc v détském véku
J. Blatny

» Osud déti 1lé¢enych pro akutni lymfoblastickou leukémii podle protokoltt ALL-BFM 90
a ALL-BFM 95 — dlouhodobé sledovani
P. Smisek, J. Stary, I. Janotova, P. Gajdos, B. Blazek, Z. Cerna, J. Hak, H. Hrstkova,
Y. Jabali, V. Mihal, D. Prochazkova, J. Stérba

» Metronomicka léc¢ba v détské onkologii jako nova lé¢ebna metoda
D. Bronisova, P. Mudry, V. Baj¢iova, D. Valik, L. Dubsk4, P. Mazanek, K. Zitterbart,
Z. Pavelka, L. Deéak, N. Andre, J. Stérba

Prestavka




17.15-18.15

8.00-9.45

9.45-10.15

10.15-12.15

12.15-13.45

Pediatrie a CARO (sympozium Ceské aliance proti chronickym respiraénim
onemocnénim)

» CARO - jeho vznik a cile
V. Kolek

» Pediatricky program GARD — chronicka onemocnéni hornich cest dychacich
V. Spigak

» Chronicka respira¢ni onemocnéni u déti
F. Koptiva

Patek 21. kvétna

Sal €. 1

Plenarni pirednasky

» E-Learningovy portal Slovenskej lekarskej komory
D. Mesko, M. Dragula, M. Jurigova, M. Turcek

» Piedani Brdlikovy ceny za celoZivotni prinos ¢eské pediatrii a predani
Ceny Ceské pediatrické spoleénosti za védeckou &innost

Prestavka

Adolescentni medicina - garant M. Snajderova, L. Teslik

» Hormonalni kontraceptiva u adolescentnich divek
M. Snajderova
» Hormonalni antikoncepce v ambulanci détského gynekologa
L. Teslik
» Vrozené trombofilni dispozice a hormonalni antikoncepce
I. Hadacova
» Hormonalni kontraceptiva v dermatologii
H. Korandova
» Naplin a provadéni preventivnich prohlidek u adolescentd, zkuSenosti s HAK
v ambulanci PLDD
H. Cabrnochova
» Nase zkuSenosti s tromboembolickou chorobou u adolescentnich divek s hormonalni
antikoncepci
D. Pospisilova

Obéd / Firemni sympozia

» Hamé

» Hipp: Nova mlé¢éna kojenecka vyziva HiPP
H. Bujnova

» IPSEN PHARMA: Nové trendy v 1é¢bé zacpy u déti a adolescenta
J. Nevoral
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13.45-15.45

15.45-16.15

16.15-18.15

18.15-18.30

18.30-20.00

Gastroenterologie, hepatologie a vyZiva — garant O. Pozler, P. Frithauf

» Ikterus novorozencu a kojenct
R. Kotalova
» Racionalni indikace probiotik
J. Nevoral
» Cileny screening celiakie
P. Friihauf
» Nespecifické stievni zanéty — diagnostika a terapie
O. Pozler

Prestavka / Firemni sympozium

» Nestlé: Vliv bakterialniho osidleni na rozvoj obezity
P. Frithauf

Primarni péée - garant H. Cabrnochova, P. Neugebauer

» Ockovani détské populace v CR v roce 2010
H. Cabrnochova
» Nova doporuceni v oblasti nepovinnych o¢kovani, aktualni informace o o¢kovacich
latkach
R. Chlibek
» Syndrom nahlého umrti kojence v roce 2010
H. Houstkova
» Kraniosynostézy a deformity neurokrania — pediatrické minimum
H. Krasni¢anova
» Hodnoceni stavu vyzivy v pediatrii — kritéria eutrofie, podvahy, dystrofie, nadvahy
a obezity
H. Krasni¢anova
» Déti s porodni hmotnosti pod 1500 g vySetiené v rizikové poradné v 5 letech véku
M. Kasparova, P. Kagpar, B. Fisarkova, M. Nec¢asova
» WHO studie nékterych antropologickych udaju sedmiletych déti
B. Prochazka
» Hyperkineticka porucha u déti
M. Hrdli¢cka

Prestdvka
Workshop Molekularni biologie v pediatrii — garant M. Hajduch, V. Mihal

» Molekularni technologie v mediciné
A. Béday

» Mnohocetna lékova rezistence
F. Koptiva

» DNA microarrays
J. Srovnal

» Molekularné biologické aspekty anémii
D. Pospisilova

» Molekularni biologie solidnich nadora détského véku
T. Eckschlager, A. Vicha

» Klinicky vyznam prognostickych znakt v 1é¢bé détskych leukémii
V. Mihal
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7.15-7.45

10.00-11.30

11.30-12.00

12.00-13.30

13.30-14.30

14.30-16.00

Sal €. 2

Ranni setkani spoleénosti Novo Nordisk

» SNIDANE S EXPERTEM: Jak se Zije divkam a Zenam s Turnerovym syndromem
v Ceské republice (ale ne viem — je stale mnoho pacientek, jejichZ diagnéza nebyla
dosud stanovena)
J. Zapletalova

Diabetologie - garant J. Venhaéova, Z. Sumnik

» Viry v patogenezi prediabetické autoimunity — které, pro¢ a jak
0. Cinek, G. Tapia, K. S. Ronningen
» Lécba détského diabetu v Evropé a u nas: projekt SWEET
Z. Sumnik, O. Cinek, J. Lebl, T. Danne
» Inzulinové pumpy u déti
dJ. Skvor
» Kontinualni monitorace glukézy — moznosti a ptinos v 1é¢bé déti s diabetes mellitus
J. Venhacova, P. Venhacova
» Co prinasi diagnostika monogenniho diabetu détskym pacienttim?
J. Lebl, S. Pruhova, P. Dusatkova, Z. Sumnik, S. Kolouskova, M. Snajderova, O. Cinek

Prestavka

Neurologie - garant H. Oslejskova, V. Komarek

» Co je podstatné a co nové v détské epileptologii?
V. Komarek
» Neepileptické zachvaty: nejéastéjsi omyly v diferencialni diagnostice epileptickych
zachvatt
H. Oslejskova
Multidisciplindrni management neurovyvojovych poruch
H. Oslejskova, P. Cahova, P. Pejéochova
EEG a zobrazovaci metody u neurovyvojovych onemocnéni
V. Komarek
Nahla a neotekavana ohrozeni Zivota v détské neurologii
V. Komarek
Projekt c¢asné diagnostiky Pompeho nemoci u vysoce rizikové populace déti
a mladistvych v CR
H. Oslejskova, S. Rustidkova, S. Vohatika

Y VY Y Y

Obéd

Endokrinologie - garant J. Zapletalova, J. Lebl

» Poruchy pohlavniho vyvoje
J. Zapletalova, R. Pomahacova, 1. Plasilova, J. Lebl
» Zahada vegetarianské divky
J. Zapletalova, K. Michalkova
» Zahada hubnouci divky
L. Plasilova, O. Pozler
» Zahada pomoceného chlapce
R. Pomahaéova
» Zahada jednovajeénych dvojéat
dJ. Lebl
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16.00-16.30

16.30-18.00

18.00-18.30

8.30-10.00

10.00-10.15

10.15-12.15

228

Prestavka

Systémova onemocnéni pojiva - garant P. DoleZalova, J. Hoza

» Diferencialni diagnostika artritidy v détském véku
P. Dolezalova, D. Némcova, J. Hoza
» Etanercept v 1é¢bé JIA — nage zkuSenosti
D. Némcova, P. Dolezalova, M. Macku, J. Hoza
» Metotrexat v 1é¢bé juvenilni idiopatické artritidy: klinick4 doporuceni
J. Tukova, P. Dolezalova, D. Némcova, J. Hoza
» Extraartikularni projevy revmatickych onemocnéni u déti
M. Macku, J. Franova, M. Schiller

Firemni sympozia

» Medindex — Zptisob 1é¢by akutnich zanétt dychacich cest provazenych kaslem a 1é¢ba
chronickych bronchitid
I. Sulc

Sobota 22. kvétna

Sal é. 1
Plenarni pirednasky

» Obezita a metabolicky syndréom u deti a adolescentov
L. Kovacs

» Uloha vrodenej imunity v patogenéze infekcii mocovych ciest
L. Podracka

» Pediatrie 21. stoleti: technologie versus nemocné dité
J. Feber, P. Geier

Prestavka

Détska pneumologie - garant P. Pohunek, F. Kopiiva

» Vyvoj epidemiologickych ukazatelt a dat o zavaznosti détského astmatu ve svété
avCR
P. Pohunek, T. Svobodova

» Genetika astmatu a jeji vyznam v pediatrické praxi
F. Kopfiva

» Zanét dychacich cest u détskych respiraénich onemocnéni a jeho neinvazivni
vySetirovani
J. Chladkova

» Obtizné 1é¢itelné astma u déti a moznost jeho cilené 1é¢by
T. Svobodova, K. Urbanov4, J. Uhlik, V. Povysilova, P. Pohunek

» Ciliarni dyskineze — jak se mtzZe stara znama nemoc zménit v novou vyzvu
J. Djakow, T. Svobodov4, J. Uhlik, O. Cinek, P. Pohunek

» Diferencialni diagnostika dusnosti pii télesné namaze
P. Basek




12.15-12.45

12.45-13.45

7.45-8.15

10.15-11.45

11.45-12.15

12.15-13.45

Prestavka

Détska psychiatrie — garant D. Stanéikova, M. Koranda

» Dité, rodi¢ a navykové latky
I. Preslova
» Moznosti terapeutické prace s dospivajicimi problémovymi uZivateli drog
(Model pracovisté CESTA Revnice)
I. Platz
» Specifika adiktologické péce u déti a mladistvych uzivateld drog
M. Koranda
» Zneuzivanie psychotropnych latok u deti a dospievajtcich v Slovenskej republike
J. Kresanek, K. Furkova, S. Plackova, B. Caganova

Sal €. 2

Snidané s firmou Pfizer
» Pneumokokova onemocnéni a nova vakcina Prevenar 13

Nefrologie — garant J. Janda, Z. Dolezel

» Polyurie a polydipsie
Z. Dolezel, J. Starha, D. Dostalkova

» Co je nového v diagnostice a 1é¢bé infekce mocovych cest, doporuéeni pro praxi
J. Janda

» AASI (Ambulatory Arterial Stiffness Index) a pulzni tlak u déti s diabetes mellitus
1. typu (DMT1)
T. Sulakova, J. Janda, J. Cerna, V. Janstova, J. Feber

» Evropska doporuceni pro diagnostiku a lécbu arterialni hypertenze u déti
a adolescentu
T. Seeman

Prestavka

Intenzivni péée o déti a dorost — garant V. Vobruba, J. Wiedermann

» Détska intenzivni medicina v CR v roce 2010
J. Kobr, V. Vobruba
» Program umaélé plicni ventilace v domaci pééi v Ceské republice
K. Dlask, D. Blazek, P. Pavli¢ek
» Polytrauma u déti — urgentni oSetieni a zajisténi
M. Prchlik
» Mirné traumatické poranéni mozku
J. Wiedermann, V. Smolka, E. Klaskova, D. Aleksijevié, J. Zapletalova
» Respiraéni selhani
M. Fedora, J. Zurek
» Uc¢ime rodice kiisit! Kurz zaklad resuscitace pro rodice
L. Dolezalova, L. Ryba, H. Lzi¢aiova, H. Nadvornikova, P. Senkova
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Postery

Sobota 22. kvétna

Sekce diagnostika - moderator M. Hladik

» Nefrologické a urologické komplikace u Kawasakiho nemoci
dJ. Gut, L. Kocinova, S. Kuéerova, J. Popelka
Kdo uveéri?
L. Ryba, R. Stiskalkova, M. Janka
Vysledky zatézového testu s BH4 u 18 HPA/PKU pacienta a korelace s genotypem
D. Prochazkova, S. Pouchla, P. Kone¢na, H. Vinohradska, J. Jagerova, Z. Dolezel
Pylorostendza a gastroezofagealni reflux (GER) — tskali sonografické diagnostiky
J. Zikmund
Gastrointestinalni hormony a diabetes mellitus typu 1 v détském véku
M. Huml, J. Sykora, J. Varvarovska, K. Siala, R. Pomahacova, M. Karlikova, J. Kobr
Déti v ¢eském registru renalnich biopsii 1994-2008, 15 let zkuSenosti
A. Kolsky, E. Jancova, J. Dusek, M. Hladik, S. Skalova, K. Vondrak, P. Geier,
V. Smréka, J. Starha, Z. Pellantova, J. Skibova, J. Stejskal, J. Janda, I. Rychlik,
V. Tesar et al.
» Prekvapujici pozitivni Guéinek desmopresinu s nootropikem u déti s rezistentni
enuresis nocturna
J. Liska, V. Holeéek, S. Sobotova, B. Culakova, M. Kepkova
» Kvantitativni stanoveni hladiny hepcidinu v krvi a mo¢i u détskych pacientt
s nespecifickymi stfevnimi zanéty metodou ELISA a pomoci hmotnostni spektrometrie
J. Houda, P. Dzubéik, B. Ludikov4, O. Pozler, D. Pospisilova
» Méieni davky ionizujiciho zatreni pti CT vySetieni déti a moznosti jejiho snizovani
S. Tama, K. Danickova, P. Zavoda, M. Polovinéak, M. Rocek
» Inflamometria a jej vyznam v manazmente detskej astmy
M. Jesenak, E. Babusikova, Z. Havlicekova, J. Krystofova, T. Turcan, Z. Michnova,
Z. Rennerova, M. Barreto, P. Banov¢in
» Invazivni pneumokokové infekce na JIRP DK FN Plzen v letech 2007-2009
J. Fremuth, J. Kobr, K. Pizingerova, L. Sagek
» Vyznam hypersignalnich lozisek v T2 vazenych obrazech na MRI vySetieni mozku
pro stanoveni diagnézy neurofibromatosis von Recklinghausen typ 1
B. Petrak, J. Lisy, M. Kaluzova, J. Kraus
» Nova varianta diagnozy phacomatosis pigmentokeratotica?
B. Petrak, S. Capkova, K. Blahova, D. Kodetova, V. Skalicka, J. Lisy, J. Malis,
M. Kaluzova
» Monogenni hypertenze
Z. Dolezel, D. Dostalkova, J. Starha
» Efektivita novorozeneckého screeningu v Ceské republice
F. Votava, V. Kozich, S. Stastna, P. Chrastina, T. Adam, D. Friedecky,
H. Vinohradska, P. Kra¢mar, M. Balas¢akova, T. Piskackova, M. Macek Jr.,
R. Gaillyova, Z. Svagera

Y Y Y Y Y

Sekce hematoonkologie - moderatorka H. Hrstkova

» Neékteré funkéni parametry plic u pacient po onkologické 1é¢bé
H. Hrstkova, J. Stastna, I. Tomaskova, Z. Novakova, N. Honzikova
» Zavazné komplikace v prubéhu imunitni trombocytopenické purpury
u adolescentnich divek
B. Ludikova, D. Pospisilova, Z. Novak, I. Stejskalova, J. Houda
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» Pripad komplikovaného prubéhu akutni formy ITP

L. Dolezalova, Z. Cerna, J. Kobr, T. Votava

» Klinicky pfinos molekularné genetické analyzy Rb1 genu u déti s retinoblastomem

T. Kepak, 1. Valvéékové, J. Malig, J. Zrastova, V. Petiasova, K. Senkova, R. Autrata,
R. Gaillyova, J. Stérba

» Sarkomy u déti a mladych dospélych

P. Muadry

» Soucasny vyskyt neonatalni aloimunitni trombocytopenie a Wiskottova-Aldrichova

syndromu u novorozence

L. Sulovska, D. Pospisilova, B. Ravéukova, T. Freiberger

Pouziti betablokatort v 1é¢bé problematickych hemangiomt — prvni zkusenosti
S. Cyprova, J. Mali§, M. Ganevov4, V. Stara, M. Kyndl, J. Stary

Sekce kazuistiky - moderator J. Gut

>

>

>

Yy Y Y Y

Epulis congenitus — vzacny nador novorozeneckého véku

Z. Dolezel, D. Wechsler, D. Janeéek

Raritni pti¢iny nalezu zanétlivych zmén v mozkomisnim moku

P. Heinige, M. Fajt, V. Dedek, M. Sadlo, J. Pohl, J. Havranek

Viacpocetné mikroabscesy v slezine u 2-mesa¢ného kojenca

Z. Havliéekova, M. Jesenak, J. Mikler, L. Zubrikova, P. Banovéin

Raritny pripad kongenitalnej hypopléazie kosti pravej hornej koncatiny s aplaziou
pravého laktového kibu

I. Kusnerova

Prekvapiva (?) mozna pricina bolesti na hrudniku u divky s epilepsii a non-compliance
K. Bouchalova, M. Neklanova, E. Karaskova, V. Mihal

Klub dvojéat a viceré¢at Olomouc

Z. Starostikova, P. Tenglerova

Ibandronat v 1é¢bé osteoporézy u dorostence

S. Kutilek, I. Plasilova, V. Némec

Trombéza renalni zily s plicni embolizaci jako prvni pfiznak lupusové nefritidy

S. Skalova, L. Minxova, A. Lukes, P. Dédek, M. Podhola

Sekce sester

20.-21. kvétna, Slovansky dum Olomouc

9.00-10.40

Ctvrtek 20. kvétna

Osetrovatelska pécée v neonatologii — garant J. Fendrychova

>

>

>

>

Bezpecnost osetrovatelskych postupti v pééi o novorozence

J. Fendrychova

Etické a pravni aspekty v pé¢i o nemocného novorozence

J. Saxlova

Moderni trendy v oSetiovatelské péci o fyziologického novorozence
A. Machova, I. Brabcova

Kdyz zhasne nejkrasnéjsi hvézdicka

V. B¥izova, A. Stejskalova
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» Uloha sestry v prevencii intraventrikularnej hemoragie u extrémne nezrelych
novorodencov
G. Magyarova, K. Demova, F. Bauer
» Retinopatie nedonoSenych déti
M. Hiiblova, M. Ticha
» Aliancia NNN pre rizikovych novorodencov
M. Boledovicéova, E. Kristofova
» Sympozium Nestlé: Probiotika v kojenecké vyzivé
S. Legnerova

10.40-11.00  Piestavka

11.00-13.00 Osetrovatelska péce v intenzivni mediciné - garant J. Kamenic¢kova

» Sympozium GlaxoSmithKline: EUNIO — internetové vzdélavani — Lekce o vakcinaci
» Kazuistika o ditéti s traumatickou amputaci koncetin
L. Novotna
» Polytrauma u déti
S. Gustarova
» Domaci uméla plicni ventilace u ditéte s glykogendzou II. typu
Z. Bantova
» Historie resuscitace
J. Kamenic¢kova
» Rok se SaSou — transverzalni 1éze misni
D. Ceéilova, M. Peckova. R. Sedlackova
» Sympozium MARK DISTRI: Caj pro kojici matky prokazatelné ovliviiuje nastup
laktace a poporodni adaptaci ditéte
0. Zelenka

13.00-14.30  Obed

14.30-16.30 Osetirovatelska pécée v détské hematoonkologii - garant S. Kasubova

» Sympozium Nutricia: Novinky z vyzkumu spole¢nosti Nutricia
K. Uxova
» Pouziti podkoznich venéznich portt
L. Cervinkova
» Specifika u jednotlivych typt transplantaci krvetvorné tkané na Klinice détské
onkologie FN Brno
A. Jankovidova, D. Schwetzova
» Zivot s hemofilii
H. Cingilova
» Krvacivé komplikace gynekologického ptivodu u divek s idiopatickou
trombocytopenickou purpurou — kazuistiky
L. Frélichova, H. Nemeradova, J. Vlckova
» Trombocytopenie
M. Schinerova, E. Hulkova, M. Hrebenarova
» Détska izolaéni luzka resuscitaéni péce pro pacienty s infekénimi a/nebo vysoce
nakazlivymi nemocemi
L. Sedla¢kova, V. Dedek, P. Camprova
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Patek 21. kvétna

10.30-12.30 Osetiovatelska pécée v primarni sfére — garant J. Marounkova

» Kompetence détskych sester v primarni péci
J. Marounkova
» Lékaiska sluzba prvni pomoci — souéast Pracovisté détské mediciny
J. Uhlirova
» Domaci uméla plicni ventilace u pediatrickych pacientt
J. Sifova
» Epizodni zdznamniky kardiologickych obtizi
R. Vorbova
» Diagnostika a 1ééba vyvojového vykloubeni kyc¢elnich kloubt
J. Skapova, L. Hanzlova
» Diagnostika nervového systému (dlouhodobé video EEG, noéni polysomnografie)
L. Drbalova, M. Dvoiakova
» Sympozium HiPP: Nova mlééna vyziva HiPP
H. Bujnova

12.30-14.00  Obed

14.00-17.00 Pravni a etické aspekty v pediatrickém oSetiovatelstvi —
garant O. Dostal, S. Specianova

» Kompetence studentt 1ékatskych fakult Univerzity Karlovy k prevenci syndromu
sexuélniho zneuzivani déti
J. HanuSova
» Pravni tprava ochrany déti pied tyranim, zneuzivanim ¢ zanedbavanim ze strany
zdravotniku
S. Specianova
Informovany souhlas v pediatrické praxi, povinna a dobrovolna o¢kovani, ochrana
prav nezletilych a rozhodovani zakonnych zastupct
0. Dostal
Zdravotnicka dokumentace a povinna mléenlivost, oznamovaci povinnost zdravotnika
L. Kotyzova
Pravni odpovédnost sester, novy Trestni zakon, pravni ochrana zdravotnika
S. Holub
Realizace prav détskych pacientt v klinické praxi
E. Zacharova
Kulturni kompetence sestry — posouzeni déti z minorit
D. Novakova

\
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Zmény v programu a zarazeni publikovanych abstrakt v jednotlivych sekci jsou vyhrazeny.

Poznamka: Za obsah abstrakt zodpovidaji autoti. Abstrakta neprogla autorskou korekturou.
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KOJENECKA VYZIVA

Jakou cestu zvolite vy
pro své dite?

.. my Hamanka od Hamé!

Dopfejte svému drobeckovi
pestrou skladbu jidelnicku,
kterou dokaiete pfipravit
béhem chvilky.

iz

www.hamanek.cz

Hamanek to je Siroky vybér
zeleninovych, masozeleninovych a ovocnych
kojeneckych vyZiv a ndpoju

Kojenecké vyZivy Hamanek jsou pfipravovény s péti a laskou tak, aby poskytovaly malym miminkim
nutri¢né vyvaienou stravu a prispivaly tak k jejich plnohodnotnému vyvoji.

Dnes jiZ nemusite vymyslet jidelni¢ek a ztracet ¢as michdnim a mixovdnim,

Hamének od Hamé, éeského vyrobce kojeneckych vyiiv, je nejen plny chuti a viiné Eerstvého ovoce
a zeleniny, ale diky Setrné sterilaci si uchovavéd mnoistvi duleZitych latek jako jsou vitaminy a mineraly.
K vyrobé kojeneckych vyiiv Hamanek nejsou pouZivana uméla barviva, aromata,
konzervacni latky ani dochucovadla.



Ctvrtek 20. kvétna

PLENARNI PREDNASKY

MENICI SE ALERGIE V MENICIM SE
SVETE

Spicak V.
Deétské oddéleni FN Na Bulovce, Praha

Prof. MUDr. Vaclav Spiéak, CSc.

Absolvent Fakulty
détského IEkarstvi UK
(1948-1953). 1954 oz
1972 1. détskd klinika
prof. Svejcara. 1972
az 1981 védecky pra-
covnik, alergolog, z&-
kaz pedagogické
Cinnosti. Od r. 1981
dosud FN Na Bulovce
Praha (do r. 1996 pri-
map. 1957 - CSc.;
1968 — docent; 1995 - profesor pediatrie. Cestny
pfedseda Ceské spolecCnosti alergologie
a klinické imunologie, zakladatel Ceské iniciati-
vy pro astma a Sdruzeni na pomoc chronicky
nemocnym détem. Mistopredseda Ceské alian-
ce profti chronickym respiracnim onemocnénim.
Pfedseda oborové komise VR CLK. Séfredaktor
Casopist Alergie a Alergie — Astma - Bronchiti-
da. Clen Evropské akademie alergologie
a klinické imunologie (1977-1981 viceprezident),
Clen expertt WHO pro globdini strategii péce
o astma (1992-1995). 170 praci, editor uCebnice
Alergologie (s P. Panznerem). 2005 Cena J. E.
Purkyné&, 2009 Rytif Ceského IEkafského stavu.

Prevalence détskych alergikit v CR dosahla
31,2 % a alergickd onemocnéni svym poctem
a zdravotnim i socidlné-ekonomickym bf¥emenem
se stala véci vefejnou. Podstatou alergie je genetic-
ky podminéné porucha imunologickych regulac-
nich mechanismu a vznik alergického onemocné-
ni vychazi z interakce gent pro alergii (atopie)
a Cinitelu prostiedi. D&j alergické reakce probiha
vzdy v celém systému, proto alergii nevniméame ja-
ko organova postizeni, ale jako systémové onemoc-
néni s mistnimi projevy. Projevy alergickych one-
mocnéni se méni v navaznosti na rozvoji

polysenzibilizace. Alergeny roztoc¢t piestaly byt
vyluénym bytovym alergenovym zdrojem, pylova
sezona se zietelné prodlouzila a z alergent zvirat
dominuji agresivitou alergeny kocky a malych hlo-
davct. Zasadni narust senzibilizace a klinickych
projevu se odehrava v oblasti potravin. Spektrum
potravinovych alergenti se rozsifuje o potravinové
dopliiky a aditiva. Vyznamné misto zaujimaji aler-
geny ofecht (zejména arasidy), semen (sezam,
gického syndromu®“, jejichz p#i¢inou je zktizena
alergie (pyly x ovoce, zelenina). Potravinova aler-
gie je nejcastéjsi pri¢inou celkové systémové reak-
ce anafylaxe, ale projevuje se od nejranéjsiho obdo-
bi i ostatnimi klinickymi formami alergie. Novou
narustajici podobou jsou ptiznaky gastrointesti-
nalni. Do §ir§iho ramce alergickych onemocnéni
se Tadi eozinofilni enteropatie a potravinovymi
proteiny navozeny syndrom enterokolitidy
(FPIES).V interakci genu s faktory prosti-edi pre-
biraji odpovédnost z vice nez 30 % praveé vlivy pro-
stfedi. Vyznamnou tlohu maji zejména v raném
véku rinoviry. Chemické polutanty zvysuji agresi-
vitu pylovych alergent. Kuiactvi matky prenatal-
né i pasivni kufactvi déti v prvnich letech Zivota
ovliviiuje imunologickou regulaci. Aktivace genu
epigennimi mechanismy vede ke klinickym proje-
vam variabilnich fenotypu. Potvrzeni specifické
senzibilizace a poznani prostiedi ditéte a Zivotniho
stylu rodiny je cestou k tspésné 1é¢bé a k pre-
ventivhim opatfenim. Primarni prevence je
v soucasnosti nedosazitelna, proto je pozornost
soustfedéna na prevenci sekundarni. Uloha prak-
tického pediatra je nezastupitelnd, ispésnost je
podminéna tuéinnou spolupraci s alergologem
a klinickym imunologem za aktivniho p#istupu ro-
di¢u a postupné i ditéte.

CHANGING FACE OF ALLERGY
IN CHANGING WORLD

Spicak V.
Pediatric Dpt. Faculty Hospital Bulovka, Prague,
Czech Republic

The number of allergic children in the Czech
Republic has reached 31.2% and allergic diseases
pose an important health, social and economic
burden. Allergy has been recognised as a public
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health problem. Genetic dependent changes of
immune regulations are the background of aller-
gy. Allergic disease is the result of the interaction
of genes for atopy and environmental factors. We
understand allergy as a systemic disease with the
local symptoms. The changes of manifestations
are dependent on diversity of sensitization. Hou-
se dust mites allergens are not more exclusively
home allergens, pollen seasons has become lon-
ger and cat allergens have the most important po-
sition in the group of animals. Basic phenomenon
at present is increasing rate of food allergy. Oral
allergy syndrome belongs to the daily symptoms
including cross-allergy tree pollen and fruits, ve-
getables. Food allergy is the most important cau-
se of anaphylaxis and trigger of other allergic di-
seases (eczema, urticaria, allergic rhinitis,
asthma). New face of food allergy is a remarkable
increase of gastrointestinal manifestations (food
protein-induced enterocolitis syndrome — FPIES;
eosinophilic enteropathie resulting in GER). In-
teractions between genes and environment play
a critical role in the pathogenesis of the allergic
disease. Environmental exposure contributes to
patterns of epigenetic gene expression and deve-
lopment of different allergic phenotypes. Risk fac-
tors from the environment take more than 30% of
the responsibility to trigger the allergy manifes-
tations. The range of risk factors includes viral
infections, chemical pollutants, endotoxin exposu-
re, diesel exposure, tobacco smoke (pre- and post-
natal), diet, all components of life style. To iden-
tify specific sensitization, recognise environment
and life style of the family is the way to efficient,
successful treatment and prevention. Primary
prevention of allergy is still not realistic, the
main task is the program of the secondary pre-
vention. The essential role has a primary care pe-
diatrician in close co-operation with an allergolo-
gist and clinical immunologist and adherence of
parents and a child.

CESKA DETSKA HEMATOLOGIE
A ONKOLOGIE 1990-2010

Stary .
Klinika détské hematologie a onkologie UK 2. LF a FN
Motol, Praha
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Pediatrie byla v Ceské republice pied rokem
1990 na dobré trovni diky dobie fungujicimu
systému primarni a nemocni¢éni péce zajistované
kvalifikovanymi détskymi lékaii. Z pohledu vyso-
ce specializovanych nastavbovych oboru, jakymi
jsou détska hematologie a onkologie, umoznil mi-
nuly totalitni systém soustiedéni pacientu se
vzacnymi chorobami vyzadujicimi komplexni péci
do center, v kterych tak ziskal oSettujici zdravot-
nicky personal zkuSenost s diagnostikou a 1é¢bou
téchto onemocnéni. Déti se solidnimi nadory byly
s vyjimkami soustfedény do dvou pracovist
v Praze-Motole a v détské nemocnici v Brné, déti
s leukémii byly 1é¢eny v 10 détskych klinikach vel-
kych nemocnic. V roce 1985 byla zalozena Pracov-
ni skupina pro détskou hematologii Ceské repub-
liky, ktera iniciovala v letech 1986-1990 prvni
celostatni studii moderni 1é¢by nejéastéjsiho na-
dorového onemocnéni u déti — akutni lymfoblas-
tické leukémie. Podaiilo se vylécit do té doby neu-
véritelnych 60 % déti. Obecnym problémem obdobi
pred rokem 1990 byla velmi omezena mozZnost
profesionalnich kontaktd se zahraniénimi odbor-
niky, nedostatek finanénich zdroju pro nakladnéj-
§i diagnostické postupy a léky, coz zejména posko-
zovalo vysoce specializované obory. Sance na
vyléceni ditéte se zhoubnym nadorem tak byla pii-
blizné o 20 % horsi, nez tomu bylo v zapadni Ev-
ropé. TéZci hemofilici méli diky nedokonalé 1é¢bé
¢asto sniZenou pracovni schopnost.

Dvacet let demokratického systému v Ceské re-
publice zménilo détskou hematologii a onkologii
zasadnim zpusobem. ZvySeny pfisun finanénich
prostiedkd do zdravotnictvi a moznost kontaktta
se zahrani¢nimi odborniky umoznily poskytovat
diagnostiku a 1é¢bu téchto vzacnych onemocnéni
na svétové trovni. Grantovy systém rozdélovani
prostfedkd na védu napomohl vzniku tspésnych
védeckych tymu, ptispivajicich k poznani etiopato-
geneze krevnich a nadorovych onemocnéni. Roz-
vinula se transplantace kostni dfené, davajici dii-
ve nepoznanou S$anci na vylééeni nejen détem
s vysoce rizikovou leukémii, ale i s nékterymi vro-
zenymi onemocnénimi. Kvalita zivota tézkych he-
mofilikt se diky preventivni a domaci 1é¢bé zasad-
nim zptsobem zlepsila. Da¥i se vylécit 80 % déti se
zhoubnymi nadory. Ukolem pro budoucnost je
aplikaci cilené lécby snizit vyskyt akutnich
a pozdnich nasledkt 1é¢by pii dal§im zlepSeni je-
jich vysledku.




PSYCHOSOMATICKA ONEMOCNENI

PSYCHOLOGICKE ASPEKTY
PSYCHOSOMATICKYCH PORUCH

Kocourkova J.
Détskad psychiatrickd klinika FN Motol a UK 2. LF,
Praha

Psychosomatickd medicina je orientovana na
porozuméni toho, jak dochézi ke vzajemnému
ovliviiovani télesnych a psychickych jevi.
V détském véku je tato orientace velmi dulezita,
protoze Fada poruch u déti vyjadfuje tendenci ke
zpusobu zpracovani stresu prostiednictvim téla
a jeho projeva. Pavodni koncept psychosomatic-
kych poruch vyjadioval presvédéeni, Ze psychoso-
cialni faktory a zatéze vedou k chorobné zméné-
nym somatickym projevim (naptiklad astma,
hypertenze, pepticky vired apod.). V soucasnosti je
psychosomaticka orientace v mediciné pojata Sive-
ji, popisuje vzajemnou interakei biologickych, psy-
chologickych a socidlnich rizikovych faktora, kte-
ré ve svém vysledku mohou zptisobit, zhorsit nebo
modifikovat stonani pacienta, chorobné projevy
mohou mit vice somatické vyjadieni (napt. astma-
tické obtize), ale mohou byt vyjadieny téz formou
somatoformni poruchy bez prokazatelnych soma-
tickych zmén (napi. psychogenni kagel).
V détském a adolescentnim véku mtzeme vidét
somatizaéni poruchy, disociativni poruchy, soma-
toformni bolestivé poruchy, poruchy pfijmu potra-
vy, rizné somatoformni projevy tzkosti a stresu.

Neékteré poruchy jsou diagnostikovany pomérné
snadno (napt. poruchy p#ijmu potravy), u jinych
somatoformnich poruch (napt. bolesti b¥icha) mu-
Ze dité prochazet rozsahlymi vySetienimi. Pro 1é-
kate byva nesnadné piipustit, Ze nedokédzeme na-
lézt duavod obtizi a byva tendence potize oznacit
jako ,psychogenni, s predstavou, Ze za nimi lezi
specificky stres nebo trauma, které je potteba od-
halit. Nas§i zkuSenosti je to, Ze stres ditéte muze
byt nespecificky, ditétem neuvédomovany,
s podilem realnych tézkosti ditéte, ale
i subjektivniho, nékdy i fantazijniho zpracovani.
Intervence psychologa nebo pedopsychiatra by
meéla objasnit podil psychickych faktort a prispét
terapeutickou intervenci. Ve vétsiné piipadu by
meéla byt spoluprace mezioborova, respektujici bio-
psychosocialni model poruchy.

Doporuéeni pro praxi:

V piipadé psychosomatické poruchy u ditéte
vzdy spolupréce pediatra s psychologem, event.
pedopsychiatrem.

Minimalizace sekundarniho zisku.

Terapie orientovana na somatické i psychické
problémy ditéte.

Zaméieni na rodinu, jeji lep$i fungovani
a podporu pro dité.

PSYCHOLOGICAL ASPECTS
OF PSYCHOSOMATIC DISORDERS

Kocourkova dJ.
Department of Child Psychiatry, Charles University,
2nd Faculty of Medicine, Prague, Czech Republic

Psychosomatic medicine is oriented to the un-
derstanding of the interaction of physical and
mental phenomena. This orientation is very im-
portant in childhood, because many disorders in
children express the tendency to decide the stress
through the body and its manifestations. The ori-
ginal concept of psychosomatic disorders expres-
sed the belief that psychosocial factors and stress
lead to pathologically altered somatic manifesta-
tions (such as asthma, hypertension, peptic ulcer,
etc.). At present the orientation in psychosomatic
medicine broadly conceived. We describe the inter-
action of biological, psychological and social risk
factors, which ultimately may cause, exacerbate
or modify the way to be ill. Pathological symptoms
may have more somatic characteristic (eg. asthma
symptoms), but may be expressed also by somato-
form disorders without demonstrable somatic
changes (eg. psychogenic cough). In childhood and
adolescence we can see somatization disorder, dis-
sociative disorder, somatoform pain disorder, ea-
ting disorders, various somatoform manifestations
of anxiety and stress.

Some disorders are diagnosed relatively easily
(eg. eating disorders), other somatoform disorders
(eg. abdominal pain) demand extensive examina-
tions. For physicians is difficult to accept that we
can not find specific reason for difficulties and pro-
blems. The tendency is to characterize the difficul-
ties of child as "psychogenic®, with the idea that
behind them is a specific stress or trauma, which
is needed to detect. Our experience is that stress
may be nonspecific, unconscious for child. There
can be some real difficulties of the child, but also
subjective difficulties, sometimes with fantasy
processing. Intervention of psychologist or pedo-
psychiatrist should clarify the contribution of psy-
chological factors and help in therapeutic process.
In most cases, should be interdisciplinary coopera-
tion, with respect for biopsychosocial model of di-
sorder.
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Recommendations for practice:

In the case of psychosomatic disorders in neces-
sary the cooperation with pediatrician, psycholo-
gist or child psychiatrist.

Minimizing secondary gain.

Therapy could be focused on both somatic and
psychological problems of the child.

Focus on the family, its better functioning and
support for the child.

PSYCHIATRICKA ONEMOCNENT
S PREVAHOU SOMATICKYCH PRIZNAKU

Koutek dJ.
Détska psychiatrickd klinika UK 2. LF a FN Motol,
Praha

Mnoh4 onemocnéni stoji na pomezi rtiznych
medicinskych obort a vyzaduji interdisciplinarni
spolupréci. V §ir§im pojeti tzv. psychosomaticky
pristup znamena reflektovani vzajemného ovliv-
novani psychického a somatického, a to jak
v etiopatogenezi chorob, tak i pii jejich 16¢bé. Ra-
da primarné psychiatrickych poruch ma ve své
symptomatice i télesné priznaky, které mohou
v nékterych ptipadech nebo uréitych fazich nemo-
ci prevazovat nad symptomy psychickymi.
S témito poruchami u déti a adolescentt se proto
¢asto jako prvni 1ékat setka pediatr. Jeho tikolem
je vyloudit organickou p#i¢inu obtiZi, spravné dia-
gnostikovat jejich psychicky ptavod a zajistit ade-
kvatni psychiatrickou, ptipadné psychologickou
péci. Somatickymi projevy byvaji ¢asto provazeny
psychické symptomy neurotickych poruch. Uz-
kostna ¢ panickd porucha muzZe byt spojena
s bolestmi bficha, hlavy, nauzeou, pocity zavraté.
Typickymi ptiznaky panické poruchy jsou dus-
nost, bolest na hrudi, palpitace, brnéni koncetin.
Somatickymi projevy je provazena separaéni tz-
kostna porucha v détstvi. Pfitomny mohou byt bo-
lesti biicha, nauzea, zvraceni, zvySena teplota.
U disociativnich poruch dochézi ke konverzi symp-
tomu psychického do symptomu télesného. Mtze-
me se setkat s poruchami motoriky a citlivosti, di-
sociativnimi kreéemi, které mohou imitovat
epilepsii, senzorickymi poruchami. Obtize
v diagnostice mohou délat somatoformni poruchy,
jejichz hlavnim rysem je opakované uvadéni téles-
nych pfiznakt spolu se stalymi Zadostmi
o lékatrské vySetteni. Piitomno je piesvédcéeni
o télesném podkladu piiznakt. Az k ohroZeni Zivo-
ta mutze dojit p#i tzv. faktitivni (pfedstirané) po-
ruse, Miinchhausenové syndromu, kdy dochéazi
k sebeposkozovani za tcelem piedstirani nemoci.
Velmi nebezpecna je varianta Miinchhausenav
syndrom by proxy, kdy nemoc piedstira nejéastéji
matka na svém ditéti.
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Doporucéeni pro praxi:

1. DuSevni poruchy jsou nékdy spojeny
s télesnymi ptriznaky, které mohou byt intenziv-
né&jsi nez psychické.

2. Je nutné vyloucit somatickou poruchu, opako-
vana neindikované vyS8etieni vSak mohou so-
matické ptiznaky upeviiovat.

3. V pripadé diagnostikovani takové dusevni po-
ruchy je zapotiebi zajistit adekvatni psychia-
trickou a psychologickou pééi.

4. U téchto poruch nejde o simulaci, pacient soma-
tické obtiZze skuteéné proziva.

PRIMARNI BOLESTI HLAVY
V NEUROPEDIATRICKE PRAXI

Kundéikova M., Kvardova M., Medricka H.
Klinika détské neurologie FN Ostrava

Opakovany vyskyt bolesti hlavy (B.H.) je ¢astym
steskem v détstvi a adolescenci, jejich frekventnost
je udavana prevazné kolem 30 %. V détské popula-
ci se migréna vyskytuje ve 3-5 %, tenzni bolesti hla-
vy jsou frekventnéjsi 2—6nasobné.

Je zminovana jejich etiologicka heterogennost,
nelze opominout spolupodil psychickych a civili-
zacnich faktort.

Cil: Ve sdéleni je vénovana pozornost tenznim
bolestem hlavy, které jsou nejéastéjsim typem ce-
faley.

Metodika a vysledky: Po struéné prezentaci
revidované mezinarodni klasifikace B.H. z r. 2003
je probran zvykly diagnosticky algoritmus, ktery
je nezbytny k rozliSeni primarnich a sekundarnich
cefalei, k presnému urceni jejiho typu, které na-
vazné umoziuje adekvatni 1écebnou volbu.

Retrospektivné je zpracovan soubor déti
s bolestmi hlavy, jez byly hospitalizovany na klini-
ce DN v r. 2009, je porovnavan z ruznych hledisek
se zpracovanym souborem z let 1997-1999. Kro-
mé toho je prezentovano nékolik kratickych ilus-
trativnich kazuistik.

Zavér: Soucasti anamestickych udaju by méla
byt znalost rodinného a socialniho prostiedi dité-
te. Zminiujeme Casté&jsi vyskyt uzkostnosti, psycho-
somatickych obtizi, event. sklonu k depresivité
u téchto nemocnych.

Uvadime vhodnost komplexniho vySetieni me-
zioborového, v némz primarni roli hraje pediatr
a détsky neurolog s dalsimi spolupracovniky. Ne-
zastupitelnym ¢lenem tohoto pracovniho tymu je
klinicky psycholog, obvykle po vylouceni organici-
ty nebo sekundarity potizi.

Je upozornéno na riziko ptipadné bagatelizace
obtizi pacienta, vzdy je nutné sekundaritu vylou-
dit.




Tenzni bolesti hlavy s verifikovanym psycho-
gennim spolupodtextem lze zatadit do psychoso-
matickych poruch v §ir§im slova smyslu.

JE PSYCHOSOMATIZACE V ORDINACI
PLDD CASTA?

Seifertova dJ.
Prakticka détska lékarka, Kladno

Somatizaéni porucha (F45.0): nejméné 2 roky
mnohocetnych a ménlivych télesnych potiZi bez or-
ganického vysvétleni pies mnoha vysetieni pii cet-
nych kontaktech se zdravotnictvim, netcinnost 1é-
katova vysvétleni o chybéni organického podkladu.

Psychosomatika se $§patné vymezuje, zahrnuje
heterogenni skupinu obtiZi. Somatizaéni porucha
je spiSe styl Zivota, neni to jasna choroba. Pacien-
ti prichazeji pro stéhovavé obtize, bolesti biicha,
bolesti hlavy, bolesti pohybového aparatu, svédéni
kuze, Skrabani v krku, inavnost. Rodi¢e odmitaji
ujisténi o negativnim nalezu.

Piistup: U somatizacnich poruch pracujeme
v primarni péci s nejistotou, tusenim, hledanim
moznych souvislosti. Komunikace s rodinou je ¢as-
to napjata, pozitivni zpétna vazba se nedostavi.
Jasna léfebna opatteni nelze stanovit. Sledovanim
nemocného v jeho pfirozeném prostiedi v delsim
¢asovém horizontu ovéiujeme, Ze se skuteéné ne-
jedna o organické onemocnéni.

Metodika: Autorka oslovila Skolitele PLDD
s zadosti 1. o kvalifikovany odhad poctu déti, kte-
ré projdou ordinaci PLDD s psychosomatickym
problémem, 2. s ¢im pacienti nejéastéji piichazeji?
3. Jak ¢asto odesilaji tyto déti psychologovi ¢i psy-
chiatrovi a s jakym efektem?

Jsou téz uvedeny 2 kazuistiky z vlastni praxe.

Zhodnoceni:

1. Do skupiny déti se somatizaéni poruchou
bylo zatazeno 3—10 déti mési¢né. U jedné 1ékar-
ky 100. 2. Nejcasté&jsi obtize, se kterymi pacien-
ti piichazeli, byly bolesti b¥icha a bolesti hlavy.
Dale prujmy, bolesti na hrudi, nauzea, zvraceni,
kasel, tnava. 3. 75 % PLDD odpovédélo, ze kon-
zultaci psychologa pouzivaji méalo, spi§ vyjimec-
né, psychiatra jesté méné. Dtivodem je Spatna
dostupnost specialistti a odmitani téchto konzul-
taci rodici. Pozitivni efekt pro rodinu nezminil
nikdo.

Diskuse: Mame dostate¢nou vlastni psycholo-
gickou kapacitu na sdileni této problematiky
v primarni pé¢i? EBM — medicina zaloZené na da-
kazech — nezahrnuje emoce, nenauéi nas vstupo-
vat do pacientovy intimni z6ny psychologické.

Zavér: Ukolem lékaie je pti neuréitych obtizich
vylouéit organické onemocnéni bez zbyteéného vy-
Setfovani ditéte. P¥i podezieni na psychosomatic-
ké onemocnéni je prvoradé proces somatizace pre-
rusit a pfitom ztstat v dobrém kontaktu s ditétem
i rodinou.

INFEKTOLOGIE

CHRIPKA U DETI

Blechova Z., Maresova V.
I infekéni klinika UK 2. LF a FN Na Bulovce, Praha

Chfipka je zavaznou, ¢asto podceniovanou infek-
ci, ktera nabyva spolefenského zajmu v obdobi
pandemie. Déti ptedskolniho a §kolniho véku jsou
nejvyznamnéjs$im zdrojem $ifeni tohoto onemoc-
néni v populaci. Infekce u nich probiha obvykle ne-
komplikované, av§ak vylu¢ovani viru trva déle nez
u dospélych. Pouze u déti do dvou let je éetnost
komplikaci a nutnost hospitalizace srovnatelna
s veékovou skupinou seniord nad 65 let.
V klinickém obraze nové chtipky pandemické
HI1N1 2009 byvaji ¢asto piitomny kromé typické
horecéky, schvacenosti, myalgii a suchého kasle
taktéz ryma, bolesti v krku a gastrointestinalni
ptiznaky. Ve srovnéni se sezonni chtipkou jsou
rovnéz u déti ¢astéji pozorovany respiraéni kom-

plikace, primarni intersticidlni pneumonie, sekun-
darni bronchopneumonie a myositidy. Omezené
a ¢asto diskutabilni moznosti 1é¢by mohou byt pro-
blémem zejména v ptipadé komplikovanych infek-
ci.

Analyza epidemiologickych, klinickych a labo-
ratornich nalezt u déti s chtipkou v sezoné
2009/2010 vySetfenych na naSsem pracovisti je
predmétem sdéleni. Ziskana aktualni data budou
srovnana s dostupnou literaturou.

INFLUENZA IN CHILDREN

Blechova Z., Maresova V.
Infectious Diseases Clinic, University Hospital
Na Bulouvce, Prague, Czech Republic

Influenza is a serious infectious disease, often
underestimated. A social interest increases espe-
cially during pandemy. Preschool and school child-
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ren are the most important source of the disease
in the population. Infection in childhood is usual-
ly uncomplicated, but the viral shedding is longer
than in adults. A frequency of complications and
the necessity of hospitalization in children under
two years is comparable to the age group over 65
years. A fever, exhaustion, myalgia, dry cough, rhi-
nitis, sore throat and gastrointestinal problems
are most common symptoms of new pandemic
H1N1 2009. Compared to seasonal influenza, re-
spiratory complications, primary interstitial pneu-
monia, bronchopneumonia and secondary myosi-
tis are more frequent in children. Especially in
complicated cases there are problems with limi-
ted and controversial treatment.

Analysis of epidemiological, clinical and labora-
tory findings in children hospitalized in our clinic
with influenza in 2009/2010 season is the subject
of course. Actual data will be compared with the
available literature.

DETSKA IZOLACNI LUZKA
RESUSCITACNI PECE PRO PACIENTY
S INFEKCNIMI A/NEBO VYSOCE
NAKAZLIVYMI NEMOCEMI

Dedek V.1, Houstkova H.1, Fajt M.1,
Rohaéova H.2, Camprova P.1, Sadlo M.1,
Sedla¢kova L.1, Havranek J.1, Heinige P.1,
Brosch K.!

1Pediatrickd klinika UK 1. LF a IPVZ, Fakultni
Thomayerova nemocnice s poliklinikou, Praha
2Infekéni klinika, Fakultni nemocnice Na Bulovce,
Praha

Resuscitaéni nebo intenzivni péce o déti
s infekénimi a/nebo vysoce nakazlivymi chorobami
predstavovala dlouhodoby problém, ktery nebyl
Fadu let v CR FeSen. Napiiklad vzdy byvala slozi-
ta situace pro pacienta s varicel6zni pneumoniti-
dou v akutni respirac¢ni infusficienci, ktery neod-
kladné vyzadoval umélou plicni ventilaci. Takové
dité bylo dosud nutno 1é¢it v nékterém ze dvanac-
ti center pediatrické neodkladné péce, z nichz ale
Zadné nespliiuje piisné hygienicko-epidemiologic-
ké pozadavky kladené na zdravotnicka zatizeni
pecujici o tento typ nemocnych. Tyto podminky za-
hrnuji mj. aplné provozni oddéleni izola¢nich la-
Zek (boxti) od ostatnich ¢asti jednotky intenzivni
a resuscitacné péce (dale JIRP) a podtlakovou kli-
matizaci s hepafiltry. Pediatrické klinice FTNsP
se podarilo ziskat grant z Finanénich mechanis-
mt EHP Norska a v roce 2009 byla zahajena pte-
stavba jeji JIRP. Vznikla tak dvé izolaéni ltzka vy-
baven4 §pi¢kovymi zdravotnickymi technologiemi
s kompletnim zazemim. Provoz ltzek byl zah4jen
v bireznu 2010; kapacita zatizeni je odhadovana
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na 80-100 pacientt roéné. V souvislosti s realizaci
tohoto projektu byla dale rozsiiena spoluprace
s Infekéni klinikou FN Na Bulovce (mj. pii zajis-
téni konsiliarnich sluzeb).

Vzhledem k tomu, Ze pracovisté ziskalo ptres 10
mil. K¢ na p¥istrojové vybaveni, muze JIRP Pe-
diatrické kliniky v souc¢asné dobé komplexné te-
§it problematiku v téchto oblastech: konvenéni
i nekonvenéni ventilace (oscilaéni ventilace, He-
liox, iNO), monitorace hemodynamiky véetné car-
diac output (IBP, CVP, PiCCO,, kontinualni SvO,,
DOy, VO,, ECHO); neurointenzivni péce (kontinu-
alni EEG, bispektralni index, nitrolebni tlak,
SvjO,, transkranialni Doppler); pneumologicka
a ftizeologicka péce (fibrobronchoskopie, biopsie);
metabolické studie (nepfima kolorimetrie).

Predpokladame, Ze nova izolaéni lazka pro re-
suscitaéni pééi budou vyuzivana nejen pacienty ze
spadové oblasti FTNsP, ale détmi z celych Cech,
event. Moravy. Proto bychom velice radi uvitali
spolupraci se vSemi pediatrickymi a infekénimi
oddélenimi & klinikami v CR.

Podporeno grantem z Islandu, Lichtenstejnska
a Norska prostrednictvim Finanéniho mechanis-
mu EHP — grant & CZ0168.

ISOLATED PAEDIATRIC BEDS FOR
RESUSCITATION CARE OF PATIENTS
WITH INFECTIOUS AND/OR HIGHLY
CONTAGIOUS DISEASES

Dedek V.1, Houstkova H.1, Fajt M.1,
Rohacéova H.2, Camprova P.1, Sadlo M.1,
Sedla¢kova L.1, Havranek J.1, Heinige P.1,
Brosch K.1

1Paediatric Clinic of the 1st Faculty of Medicine and
IPVZ, Thomayer’s University Hospital with Health
Centre, Prague, Czech Republic

2Infectious Diseases Clinic, University Hospital Na
Bulovce, Prague, Czech Republic

Resuscitation and intensive care of patients
with infectious and/or highly contagious diseases
used to be long term problem in the Czech Repub-
lic. The care of children suffering from varicella
pneumonia with acute respiratory failure that
needs immediate ventilation could serve as the
example. Such child could be treated at one of
twelve paediatric urgent care centres. Up to now,
none of these facilities did not meet all strict con-
ditions needed to provide care of patients with this
type of disease. Among others, it include full spa-
tial and operational separation of isolation beds
(boxes) from other parts of pediatric intensive ca-
re unit (PICU) and installation of under pressure




air-conditioning. In 2009, the Paediatric Clinic of
Thomayer s University Hospital (FTNsP) obtai-
ned financial support from Financial Mechanisms
of EEA and Czech Ministry of Health (MZCR) and
started reconstruction of its PICU to meet all hy-
gienic standards needed for care of such patients.
The reconstruction included creation of two isola-
tion beds equipped with top health technologies
and all other facilities. With capacity of 80—100 pa-
tients a year the isolation units started to serve
the patients in March 2010. Physicians of FTNsP
closely cooperate with Infectious Diseases Clinic
at Bulovka that provides services of consulting
specialists.

Besides the reconstruction, the grant also cove-
red over 10 mil CZK for purchase of instruments
that allows ICU of Paediatric Clinic for solving the
problematic in the following fields: convention and
non-convention ventilation (oscilation, Heliox,
iNO), monitoring of hemodynamics including car-
diac output (IBP, CVP, PiCCO,, continual SvO,,
DOy, VO,, ECHO); neuro-intensive care (continu-
ous EEG, bi-spectral index, intracranial pressure,
SvjO,, transcranial Doppler); pneumology and
phtiseology care (fibrobronchoscopy, biopsy); me-
tabolic studies (indirect colorimetry). All together
the instruments will greatly improve the care of
children with infectious and/or highly contagious
diseases. We suppose that new isolation beds and
the instruments purchased will serve not only for
patients from the catchments area but also for pa-
tients from whole Bohemia and some parts of Mo-
ravia. Cooperation with all paediatric and infec-
tion departments from all hospitals in the Czech
Republic is more than welcome.

Supported by a grant from Iceland, Liechten-
stein and Norway through the EEA Financial Me-
chanism — Grant No. CZ0168.

DROGOVA PROBLEMATIKA DETI
A MLADISTVYCH VE VZTAHU
K INFEKCNIM NEMOCEM

Hobstova J.1.2

IInfekéni oddéleni Fakultni nemocnice Motol, Praha
2I1I. klinika infekénich a tropickych nemoci 1. lékarskd
fakulta, Univerzita Karlova v Praze a Fakultni nemoc-
nice Na Bulovce

Udaje z roku 2008 vypovidaji, Zze 18 % zadatela
o prvni lécbu zacalo drogy uzivat ve véku 15 let,
resp. 16 % ze vSech lé¢enych klientu. Dalsich 52 %
z nové evidovanych a 53 % ze vSech klientt zaca-
lo uzivat zakladni drogu ve véku 15-19 let. Pfed
dovrsenim 19 let zacalo tedy drogu uzivat témér

70 % prvozadatelt o 1é¢bu, resp. 69 % ze vech 1é-
¢enych uzivatelu drog. Pediatr by tedy mohl byt
prvnim lékatem, ktery uzivani nejenom odhali, ale
hlavné zatidi kontakty na adiktologicka pracovis-
té, ktera zah4ji komunikaci s pacientem a jeho ro-
dinou. Infekéni nemoci, hlavné virové hepatitidy,
ptichazeji zpravidla s prodluzujici se drogovou ka-
riérou a s pravidelnym uZivanim, i kdyz
i experiment s drogou nebo nepravidelné uzivani
muze vést k infekci hepatitidou typu C. P¥iznivy
dopad zah4jeni plosné vakcinace proti hepatitidé
B ve skupiné 12letych déti v roce 2001 je pozoro-
van jiz nyni a s akutni hepatitidou B se v této vé-
kové kategorii téméi nesetkame. Zavazné bakte-
ridlni infekce jsou u déti a mladistvych
pozorovany vyjimecéné, nebot vétsinou piichazeji
az v pozdégjsim véku. Sdéleni upozoriiuje na pro-
blematiku, ktera by ani pro pediatry neméla byt
okrajova.

DRUG ABUSE IN CHILDHOOD IN
RELATION TO INFECTIOUS DISEASES

Hobstova J.1,2

IInfectious Centre for Drug Users, University Hospital
Motol, Prague, Czech Republic

23rd Department of Infectious and Tropical Diseases,
First Faculty of Medicine Charles University in Prague
and University Hospital Bulovka, Czech Republic

The dates from the year 2008 show that 18% of
applicants for the first treatment started to take
drugs at the age of 15, respectively 16% of all tre-
ated clients. Further 52% of all new registered,
and 53% of all clients started with basic drug abu-
se at the age between 15 to 19 years. Therefore be-
fore reaching the 19 year almost 70% of applicants
for the first treatment, resp. 69% of all treated
drug users started to use the drugs. Pediatricians
should be therefore the first doctors who can the
abuse not only discover, but who can organise the
contacts to special centers, in which the communi-
cation between the children and their parents can
be started. Infectious diseases, mainly viral hepa-
titides are only rarely encountered at the begin-
ning of the drug career, but even in experiment
with a drug one can acquire those infections. Posi-
tive results of the introduction of general vaccina-
tion of children of twelve year old against hepati-
tis B in the year 2001 is being observed now and
acute hepatitis B is almost no more encountered
now in the age group up to 18. Serious bacterial
infections are very rarely reported in the age up to
18, it is usually problem of older groups of injec-
tion drug users. Author points out to the problems
which should not be marginal for paediatricians.
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KLINICKE PROJEVY LYMESKE
BORELIOZY U DETI

Krbkova L.
Klinika détskych infekénich nemoci, Lékarska fakulta,
Masarykova univerzita, Brno

Lymeské boreliéza je multisystémové onemoc-
néni zpusobené Borrelia (B.) burgdorferi sensu la-
to. U déti jsou nejcastéji postizeny kiize, nervovy
systém a klouby.

Kozni projevy zahrnuji erythema migrans
(EM), boreliovy lymfocytom (BL) a erythema mi-
grans multiple (EMM). Nejéastéji diagnostikova-
nym puvodcem u dermatoborelidzy je B. afzelii.
EM se povazuje u lymeské borelidzy za charakte-
risticky ptiznak. K rozvoji EM dochazi za nékolik
dnt az tydnt po inokulaci borelii do ktize. 76 %
déti si pamatuje klisté v anamnéze. Za dny az tyd-
ny se zarudnuti §ifi a vznika ovalna nebo kruho-
vita 1éze s nebo bez centralniho vybledu. Mohou
se objevit sekundarni 1éze. EMM je definovéno ja-
ko minimalné 2 nebo vice koZnich postiZeni,
z nichZ miniméalné jedno musi spliiovat kritéria
solitarniho EM.

Boreliovy lymfocytom se vyskytuje typicky
u déti, nejéastéji na usnim laltcku, bradavce prs-
ni, pupku nebo Sourku. Modrocerveny uzlik je tvo-
fen infiltraci ktize a podkozi pievazné B lymfocy-
ty. BL se objevuje pozdéji a trva déle nez EM.

Neuroboreli6za je postiZzeni centralniho nebo pe-
riferniho nervového systému, zptisobena v Evropé
nejéastéji neurotropnim druhem B. garinii. Casna
lokalizovana nervova forma zahrnuje typicky lym-
focytarni meningitidu a postiZeni kranialnich nebo
perifernich nervi. Déti s boreliovou meningoneuri-
tidou maji mirnou bolest hlavy, minimalné vyzna-
¢ené meningealni pfiznaky, ale piekvapivé velky
likvorovy nalez. V likvoru jsou prokazovany intra-
tékalné tvorené protilatky. PostiZeni periferni pa-
rézou n. facialis nebo abducens muze byt jedno-
stranné nebo oboustranné.

V Evropé se lymesk4 artritida u déti vyskytuje
méné nez kozni nebo neurologické projevy. Prevaz-
né se projevuje jako zanétlivé postizeni jednoho
nebo nékolika malo kloubt, nejéastéji kolenniho
a infekce je zptisobena B. burgdorferi sensu stric-
to. Artralgie mohou provazet kterékoliv jiné posti-
Zeni boreliové etiologie.

CLINICAL MANIFESTATIONS OF LYME
BORRELIOSIS IN CHILDREN

Krbkova L.
Department of Children’s Infectious Diseases, Faculty
of Medicine, Masaryk University, Brno, Czech Republic
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Lyme borreliosis is a multisystemic disease cau-
sed by Borrelia (B.) burgdorferi sensu lato. Skin,
nervous system and joints are most frequently af-
fected in children.

Skin manifestations include erythema migrans
(EM), borrelial lymphocytoma (BL) and erythema mi-
grans multiple (EMM). B. afzelii is the most diagno-
sed causative genospecies in dermatoborreliosis. EM
is considered pathognomonic for Lyme borreliosis.
EM develops days to weeks after inoculation of
borreliae into the skin. 76 % of children remember
a tick-bite in the past. Erythematous lesion expands
over a period of days to weeks to an oval or round
lesion, with or without central clearing. Secondary
lesions may occur. EMM is defined as the presence of
minimum 2 or more skin lesions, at least one of which
must fulfil the criteria for solitary EM.

Borrelial lymphocytoma is typical in children,
frequently located on the ear lobe, areola mam-
mae, nipple or scrotum. Solitary bluish red nodu-
le consists of the infiltration of cutis and subcutis,
predominantly with B lymphocytes. BL appears
later and is of longer duration than EM.

Lyme neuroborreliosis is the involvement of
central and/or peripheral nervous system, caused
mostly by neurotropic genospecies B. garinii in
Europe. Early disseminated neuroborreliosis typi-
cally comprises lymphocytic meningitis and/or in-
volvement of cranial and peripheral nerves. Child-
ren with borrelial meningoneuritis suffer from
mild headache, mildly expressed or no meningeal
signs, but surprisingly abnormal CSF findings. In-
trathecally synthetised antibodies are detectable
in CSF. Unilateral or bilateral peripheral paresis
n. facialis or abducens can be involved.

In children, Lyme arthritis is less seen in Eu-
rope than skin or neurologic manifestations. In-
flammatory arthritis is predominantly mono- or
oligoarticular, typically involves the knee and is
associated with B. burgdorferi sensu stricto infec-
tion. Arthralgias may accompany any other bor-
relial manifestation.

DETI EXPONOVANE VIRU LIDSKE )
IMUNODEFICIENCE A JIM INFIKOVANE

Rozsypal H.1, Jilich D.1, Starikova M.1,
Zahumensky J.2, Holub M.!

IKlinika infekénich a tropickych nemoci, 1. lékaiskad
fakulta, Univerzita Karlova v Praze

a Fakultni nemocnice Na Bulovce
2Gynekologicko-porodnickad klinika, 1. lékarskd
fakulta, Univerzita Karlova v Praze

a Fakultni nemocnice Na Bulovce

Cil studie: Na svéteé zije asi 2,5 milionu déti in-
fikovanych virem lidské imunodeficience (HIV).




Vétsina infikovanych déti se nakazi vertikalnim
prenosem. V prezentaci je posouzena ucinnost pro-
fylaktickych opatfeni pro redukci vertikalniho
pfrenosu HIV infekce.

Metody: Do retrospektivni studie bylo zafaze-
no 102 déti z 99 téhotenstvi HIV pozitivnich Zen
dispenzarizovanych v AIDS centru Infekéni klini-
ky FN Na Bulovce v poslednich 19 letech do kon-
ce roku 2009. Podle aktuélniho stavu védéni
a adherence pacientek se v rizné mitre uskuteéni-
ly profylaktické postupy, k nimZ patii podani an-
tiretrovirotik, vedeni porodu cisaiskym fezem
a zabrana kojeni. Narodilo se 102 déti, u kterych
byla opakované provadéna vySetieni krve na pti-
tomnost ¢i nepiitomnost genomu HIV. Diagnosti-
ka HIV infekce u déti se opirala zejména o ptimou
virologickou diagnostiku — rozhodujici pro vylou-
¢eni vertikalni infekce je prukaz neptitomnosti ge-
nomu viru v krvi z odbéru ve 2—3 a 4-6 mésicich.
Détem v prvnich 6 tydnech Zivota se podava pro-
fylaxe zidovudinem, od 6—8 tydnu do cca 6 mésicu
se podava cotrimoxazol jako primarni profylaxe
pneumocystové pneumonie.

Vysledky: Z 99 gravidit se narodilo 102 déti,
z nichz se HIV infikovaly 3 (3 %). V téchto ptipa-
dech byla dvakrat diagnostikovana HIV pozitivita
Zeny nékolik hodin ptred porodem, u jedné Zeny
s véas diagnostikovanou HIV infekci se selhani te-
rapie dodateéné vysvétlilo nedostateénou adhe-
renci. Mimoto dvakrat doslo k predéasnému odto-
ku plodové vody a jedna z nich méla nelééenou
syfilidu. Zbylych 99 déti se neinfikovalo.
U nékterych z nich nebyly zcela splnény profylak-
tické postupy, zejména pro jejich ignorovani pa-
cientkami.

Zavéry: Studie potvrzuje vysokou u¢innost pro-
fylaktickych postupt, které vyznamné redukuji ri-
ziko vertikalniho pienosu HIV infekce. Pfedpokla-
dem je rutinni testovani vSech gravidnich Zen ze
zékona. Na selhani profylaxe se podili zejména ne-
dostateéna adherence 1é¢by. ZkuSenosti s péci
o déti HIV pozitivnich matek, spolehlivost labora-
torni diagnostiky a té¢innost profylaktickych opat-
feni nyni dovoluji dpravu harmonogramu odbért
virové naloze, zkraceni 1é¢by zidovudinem novoro-
zence a vypusténi primarni profylaxe pneumocys-
tové pneumonie.

CHILDREN EXPOSED TO HUMAN
IMMUNODEFICIENCY VIRUS AND
INFECTED BY IT

Rozsypal H.1, Jilich D.1, Starikova M.1,
Zahumensky J.2, Holub M.!

IDepartment of Infectious and Tropical Diseases, First
Faculty of Medicine, Charles University in Prague and
University Hospital Bulovka, Czech Republic

2Department of Obstetrics and Gynaecology, First
Faculty of Medicine, Charles University in Prague and
University Hospital Bulovka, Czech Republic

Goal of study: Currently, 2.5 million children
are living with HIV worldwide. The majority of pe-
diatric HIV infection results from mother-to-child
transmission. In the lecture, we assess the effica-
cy of prophylactic measures intended to reduce
vertical transmission of HIV infection.

Methods: 102 children of 99 pregnancies of
HIV-positive women were included in this retro-
spective study. The women have been in the care
of the AIDS Centre of the Dpt. of Infectious Dise-
ases, University Hospital Bulovka over the past
19 years by the end of 2009. In line with our pre-
sent knowledge and the patients’ compliance, we
introduced prophylactic measures, which included
the administration of antiretroviral agents, deli-
very by Caesarean section and breast-feeding
avoidance. 102 children were born from these
pregnancies and repeated blood tests were perfor-
med to detect the presence or absence of HIV
RNA. Diagnosis of HIV infection in children re-
lied on detection of viral genome in blood samples
taken at the age of 2-3 and 4-6 months is crucial
for excluding vertical infection. In the first
6 weeks of life, children receive the zidovudine
prophylaxis. From the age of 6-8 weeks until
aprox. 6 months, children are on the primary co-
trimoxazole prophylaxis of Pneumocystis pneumo-
nia.

Results: 102 infants were born from 99 preg-
nancies — and 3 of them (3 %) were infected with
HIV. In two mothers, we diagnosed HIV positivity
few hours before delivery; another woman was
diagnosed early, however, the failure of treatment
was due to her insufficient compliance. In addi-
tion, premature rupture of membranes was pre-
sent in two women. Moreover, one of them presen-
ted with untreated syphilis. The other 99 children
stayed uninfected. In anyone of them, however,
prophylactic measures were not fully followed,
mainly because the patients disregarded them.

Conclusions: The study fully confirms the
high efficacy of prophylactic measures, which sub-
stantially reduce the risk of vertical transmission
of HIV infection. Routine blood tests are necces-
sary in all pregnant women by law. The failure of
prophylaxis is in most cases due to inadequate
compliance with the treatment. Nowadays, experi-
ence with care for children of HIV positive mot-
hers, reliability of laboratory tests and efficacy of
prophylaxis allow change of schedule of viral load
samplings, shortening of zidovudine treatment of
newborns and cancellation of Pneumocystis pneu-
monia prophylaxis.
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ZAVAZNE NEUROINFEKCE U DETI

RoZnovsky L.
Klinika infekéniho lékarstvi FN Ostrava

Mezi zavazné neuroinfekce v détském véku pat-
i purulentni meningitidy, méné ¢asté jsou menin-
goencefalitidy a mozkové abscesy. Zavazny prubéh
onemocnéni, ktery je svazan s vyS§im rizikem
amrti a trvalych nasledk, je zejména u pacient
s téz8i poruchou védomi, opakovanymi kieéemi
a loziskovymi neurologickymi ptiznaky.

P#i Gvodni empirické 1é¢bé se prihlizi ke klinic-
kému obrazu (petechie, likvorea), vySetieni moz-
komi$niho moku (purulentni nebo asepticka me-
ningitida) a piredchorobi (zdravé déti, novorozenci,
imunodeficit, anomalie, Grazy a operace mozku).

U diive zdravych déti v etiologii purulentni me-
ningitidy dominuji pneumokoky a meningokoky,
vzéacné jsou hemofily a gramnegativni bakterie,
pro uvodni empirickou 1é¢bu se uzivaji cefalospo-
riny 3. generace. Zavazny klinicky stav pti likvo-
rovém obrazu aseptické meningitidy mutze zptso-
bit zejména herpeticka encefalitida (aciclovir,
zejména pri poruse Feéi) a klistova encefalitida.

U déti do 3 mésict véku prevazuji v etiologii
streptokoky skupiny B, gramnegativni tycky, pti-
padné listérie, pro Gvodni 1é¢bu je vhodny cefalo-
sporin 3. generace s ampicilinem.

U pacientt s imunodeficitem je nutno zvazovat
bézné bakterialni ptvodce véetné listérii, krypto-
kokovou meningitidu a herpetickou encefalitidu,
tvodni empiricka 1ééba muze zahrnovat cefalospo-
riny 3. generace, ampicilin, antimykotika
a aciclovir.

U pacienttt s vrozenymi vadami, traumaty
a operacemi mozku se etiologicky uplatiiuji zejmé-
na pneumokoky a gramnegativni bakterie véetné
pseudomonéd, u shuntovych meningitid vyvolava-
ji koagulaza negativni stafylokoky ptiblizné dvé
tretiny infekei.

U pacientt se zavaznou neuroinfekeci je nezbyt-
na rychla bakteriologicka a virologicka diagnosti-
ka véetné PCR diagnostiky, piipadné i vySetfeni
mozku pocitacovou tomografii. Kauzalni lé¢ba se
u vSech déti doplriuje o stabilizaci obéhu (aZ resus-
citaci ob&hu pti septickém Soku), adekvatni oxy-
genaci aZ pomoci umélé plicni ventilace a 1é¢bu in-
trakranialni hypertenze, pfitom stabilizace obéhu
je prioritni.
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SERIOUS COURSE OF CENTRAL
NERVOUS SYSTEM INFECTION IN
CHILDREN

RozZnovsky L.
Department of Infectious Diseases, University Hospital
Ostrava, Czech Republic

Serious central nervous system infection in
childhood include bacterial meningitis, less fre-
quent are serious course of viral encephalitis and
brain abscess. Serious course characterized by al-
tered mental status, focal neurological deficit and
repeated convulsions is connected with higher risk
of death and permanent sequels.

Initial empiric therapy is influenced by clinical
picture (e.g. petechia, spontaneous drainage of ce-
rebrospinal fluid); result of cerebrospinal fluid (pu-
rulent or aseptic meningitis) and anamnestic da-
ta (healthy children, newborns, imunodeficit,
defect, injury or operation of brain).

In previous healthy children, pneumococcus and
meningococcus are dominant bacterial strains;
Haemophilus influenzae and gram-negative bac-
teria are rare; cephalosporin of third generation is
recommended for empiric therapy. Serious course
in patients with aseptic meningitis is connected
with herpetic encephalitis (aciclovir, especially in
speech defect) and with tick born encephalitis.

In infant younger than 3 months, streptococcus
group B, gram-negative bacteria and listeria are
leading etiological agents of bacterial meningitis,
cephalosporin of third generation with ampicilin is
recommended for initial empiric therapy.

In immunocompromised patients, listeria, cryp-
tococcus and herpetic encephalitis must be consi-
dered together with usual etiologic agents; cepha-
losporin of third generation, ampicilin, aciclovir
and antimycotics may be considered for initial em-
piric therapy.

In patients with congenital defect, injury or pre-
vious brain operation, pneumococcus, gram-nega-
tive bacteria and pseudomonas are leading agents.
Staphyloccocal species account for more than two
third of cerebrospinal fluid shunt infection.

Early bacteriological and virology diagnostic
including polymerase chain reaction, eventually
computer tomography is necessary in patients
with serious course of central nervous infection.
In all children, causal therapy is complete with in-
fusion therapy (till resuscitation of circulation in
septic shock), oxygenation (till artificial lung ven-
tilation) and therapy of intracranial hyperten-
sion.




PRAVNI A ETICKE ASPEKTY PEDIATRICKE PECE

SIKANA OCIMA DETI

Kadlecova E., Veleminsky M. a kol.
Zdravotné-socidlni fakulta JU v Ceskych Budéjovicich

Sikana v détském véku je ve 8kolach i p¥i volno-
¢asovych aktivitach déti velmi rozsitena. Jsou vy-
pracovany preventivni programy, které maji vsak
na déti jen maly dopad. Cilem studie bylo vypra-
covat preventivni program v podobé manuélu, kte-
ry vytvarely samy déti.

Metodika — na 5 zakladnich 8kolach Ceskobu-
déjovicka byli vyzvani §kolaci druhého stupné, tj.
v Sesté az devaté t¥idé, aby napsali piibéh o Sikané
podle vlastnich piedstav ¢i zkuSenosti. Autoii stu-
die rozdali 976 prazdnych papirt, zpatky od déti
se vybralo 686 zpracovanych ¢lanku. Z tohoto po-
¢tu bylo vybrano k hodnoceni 474 ptibéht. Vystu-
pem ze studie je manudl, ktery byl sestaven na
podkladé obsaht téchto ¢lankt (piibéht) déti, ten-
to manual slouzi jako podklad pro preventivni éin-
nost na zakladnich $kolach a v centrech pro volno-
¢asové aktivity déti a mladeze.

BULLYING EYES OF CHILDREN

Kadlecova E., Veleminsky M. et al.
Faculty of Health and Social Studies of
Ceské Budgjovice, Czech Republic

Bullying in childhood is in school and in leisu-
re activities of children is widespread. Are develo-
ped prevention programs for children but have
little impact. The aim of this study was to develop
a preventive program in a manual, which created
the children themselves.

Methodology — to 5 elementary schools from
Ceské Budéjovice and around, were asked secon-
dary school children (sixth to ninth grade), to wri-
te a story about bullying by their own ideas and
experiences. Authors distributed 976 blank papers
back from children, we collected 686 articles pro-
cessed. Of this number were chosen for the evalu-
ation of 474 stories. The output of the study is ma-
nual, which was drawn on the basis of the
contents of these articles (stories) children, this
manual serves as a basis for preventive activities
in primary schools and centers for leisure activi-
ties of children and youth.

PRAVNI A ETICKE ASPEKTY
PEDIATRICKE PECE

Prudil L.

advokdt, Brno

Ptispévek bude vénovan sporim vyplyvajicim
z prava na ochranu osobnosti, a to zejména kazuis-
tikAm. Budou podany informace o konkrétnich
soudnich sporech, ve kterych se pacienti nebo je-
jich ptibuzni doméahali zadostiu¢inéni nebo nahra-
dy nemajetkové Gtjmy v osobnostnich sporech, kte-
ré maji souvislost s poskytovanim zdravotni péce.
Jednotlivé kauzy budou zasazeny do kontextu po-
vinnosti, které maji zdravotnicti pracovnici uloze-
ny obecné zavaznymi pravnimi piedpisy.

NAHRADNI MATERSTVI (VYPUJCENA
DELOHA) - POHLED PEDIATRA

Schneiberg F.
Ustav veiejného zdravotnictvi a medicinského prdva
1. lékarské fakulty Univerzity Karlovy, Praha

Na pi‘elomu léta a podzimu loriského roku se ob-
jevilo v odborné i laické vetejnosti nové téma
k diskusi — nahradni matetstvi. Diskuse byla vy-
volana snahou ministryné spravedlnosti zakotvit
takovou moznost v zakoné. K problematice byly
uspoiadany i odborné seminatre, kde diskutovali
pravnici, etici, psychologové, 1ékaii, zejména gy-
nekologové, embryologové, psychiatii, socialni pra-
covnici, udfednici organt statni spravy, ale
i zastupci raznych médii. Tato diskuse pak probé-
hla ponékud zjednodu$ené i na strankach tisku
a dalSich médii. Nikde jsem v8ak nezaznamenal
pohled pediatra, ktery i takto narozené dité pieji-
ma do své péce. O takovy pohled se pokou§im ve
svém sdéleni.

Bez ohledu na pravni otazky je to pro mne pte-
dev&im problém vyvoje takového ditéte, kdy
v té€hotenstvi vznikajici vazba matka — dité je po
porodu nasilné pietrzena. S argumentem, Ze
u osvojovanych déti je to stejné, nemohu souhlasit.
Osvojeni je uréité nouzové fteSeni, tady jde
o planovany akt (dokonce mozné za odménu), kte-
ry na dité nebere ohled. Dité je osobnosti se v§emi
pravy, nikoliv komoditou, kterou si poiidim, kdy
se mi zachce. Nahradni mateistvi piredstavuje
ohrozeni prav ditéte, dehumanizaci Zeny, ktera di-
té nosi a stava se tak ne matkou a osobnosti, ale
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predmétem a nastrojem neplodného paru, realizu-
jictho své piani za hranici lidské ptirozenosti.

SURROGATE MOTHERHOOD -
PAEDIATRIST PERSPECTIVE

Schneiberg F.
Institute of Public Health and Medical Law, First
Faculty of Medicine, Prague, Czech Republic

Surrogate motherhood — completely new theme
came into discussion in the second half of the last
year. Discussion was stimulated namely by the
Ministry of Justice. Legal and ethic experts, psy-
chologist, physicians — especially gynecologists,
embryologists, psychiatrists, social workers and
others discussed possible implementation of surro-
gate motherhood into Czech legislation. Media al-
so participated in that curious discussion. In spi-
te of large spectrum of discussants, paediatrist
perspectives was missing. This presentation consi-
ders the issue from paediatrist point of view. Aut-
hor argued that surrogate motherhood is too risky
for healthy child development. It jeopardizes basic
child rights to uninterrupted relationship with
his/her mother. In fact it means dehumanization
of woman which is not more real mother but only
»scommodity“ which is possible to ,lease“, or to buy.
It should be understood as unethical and to be in
contradiction with human nature.

NEKTERE ETICKE PROBLEMY
SOUCASNE PEDIATRIE

Slany J.
Fakulta zdravotnickych studii Ostravské univerzity
v Ostravé

Sdéleni predklada vybér z aktualnich problémut
soucasné pediatrie v Ceské republice — nékteré
z nich nejsou zcela novymi, jako je napt. proble-
matika indikace zahajeni/ukonéeni kardiopulmo-
nalni resuscitace (u téZce nezralého novorozence,
novorozence v tézkymi vadami apod., taktéz pro-
blematiku zahajeni/ukonéeni KPR v pediatrii vi-
bec a otazky dlouhodobé ventilace), problematika
dysthanazie/euthanazie u infaustnich stavt a cely
kontext terminalni/paliativni 1ééby a péce. Vy-
znamnou ¢asti etické problematiky souc¢asné pe-
diatrie se stale vice dnes wukazuje napi.
i problematika souhlasu a informovanosti pacien-
ta ve véku puberty a adolescence (resp. situace
adolescent versus jeho zakonni zastupci — rodice).
Taktéz problematika povinnosti o¢kovani (jeho in-
dikace, spektrum apod.) jako model preventivni
aktivity jak smérem k jednotlivci, tak i spoleénosti
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jako celku. Neméné vyznamnou zustava proble-
matika komunikace, a to jak s détskym pacien-
tem, jeho rodiéi a ptibuznymi viibec (prarodice!),
tak i v ramci interpersonalnich vztaht mezi zdra-
votniky...

A piibyly k nim i dalsi, nové otazky, jako jsou
napt. problematika tzv. ,baby-boxu“, dale pak otaz-
ky germinalni etiky, prenatalni a preimplanta¢ni
diagnostiky, problematika surogatnich (nahrad-
nich) matek a dal§ich. Tyto okruhy témat jsou
dnes skutetné aktuélni, avSsak neprobéhla a ani
zatim neprobiha k nim tolik potitebna diskuse ve-
fejnosti (véetné médii) na strané jedné a odborné
verejnosti (pediatrt, genetik®, pravnika, filoso-
f...) na strané druhé...

AKTUALNI ETICKE OTAZKY POCATKU
LIDSKEHO ZIVOTA:

OD EMBRYONALNICH KMENOVYCH
BUNEK K BABY-BOXUM

Sipr K.1, Siprova H.2

1Ustav socidlniho lékarstvi a zdravotni politiky
Lékarské fakulty Univerzity Palackého v Olomouci
211 interni klinika Fakultni nemocnice U svaté Anny
v Brné

Termin bioetika byl poprvé pouzit pied necely-
mi ¢tyimi desetiletimi, vyznam etického nazirani
se pritom rychle zvySuje soucasné s pouzivanim
modernich technologii v mediciné. Bioetika je in-
tegralni multidisciplinarni obor, ktery se bezpro-
stfedné dotyka filosofie, biologie, prava i dalsich
oboru. Pediatr je s etickymi problémy konfronto-
van také u déti, které se dosud nenarodily. Zaklad-
ni listina lidskych prav, ktera je soucasti ustavni-
ho pofadku Ceské republiky, prohlaguje, Ze ¢lovék
je hoden ochrany jesté pied narozenim. Definice
osoby spada sice bezprostiedné do filosofie, avsak
termin nenarozeny pacient (unborn patient) je
uznavanym pojmem klinické mediciny. Neni spo-
ru, Ze piredevsim biologové jsou kompetentni vy-
jadtovat se k tomu, kdy vznika nové individuum.
Rada védcu se priklani k nazoru, Ze novy lidsky
jedinec vznika v okamziku piedani genetické in-
ské embryo je soucasti téla Zeny, je dostateéné vy-
vracena zejména zkuSenostmi s fertilizaci in vitro.
Lidské embryo vzniklé spojenim muzské a zenské
zarodec¢né buiiky mimo télo Zeny v laboratornim
prostiedi je nepochybné bytosti autonomni (méa
svlj genom), autoregulativni (jeho vyvoj je fizen
nezavisle na organismu Zeny) a autogenerativni
(muze dat vznik jemu podobné samostatné bytos-
ti). Technicky pokrok poskytuje nadéji, Ze by
z embryonalnich kmenovych bunék mohly byt vy-
tvareny ,nahradni dily“ pro transplantaci. Je tie-




ba posoudit, nakolik si mazeme dovolit délat vse,
co dovedeme. Je mozno obétovat jedno lidské indi-
viduum ve prospéch jiného? Namitky etikt proti
,rozebrani embryi na nidhradni dily“ (Vacha J.,
2004) privedly v roce 2007 dvé na sobé nezavislé
skupiny védct k objevu indukovanych pluripo-
tentnich kmenovych bunék, které jsou sice vyba-
veny vlastnostmi velmi blizkymi burikdm embryo-

nalnim (embryonic-like cells), avsak k jejich po-
uziti neni tieba likvidovat lidskou bytost (Taka-
hashi K., 2007, ZU J. aj., 2007). Hlas etikt nebyl
marny. Také s aktivitami a zafizenimi smétujici-
mi k ochrané lidského Zivota, jako jsou naptiklad
problémy. Soucasti sdéleni je diskuse o prospés-
nosti a poslani baby-boxt.

KARDIOLOGIE

KARDIOCHIRURGIE V DETSKEM
KARDIOCENTRU V MOTOLE

CARDIAC SURGERY AT THE PEDIATRIC
KARDIOCENTRUM IN MOTOL

Huéin B.
Deétské kardiocentrum, Fakultni nemocnice Motol, Praha

Cil: Podat ptehled historie a vysledka chirur-
gického lééeni vrozenych srde¢nich vad (VSV)
v prazském Détském kardiocentru.

Metody: V Sedesatych letech minulého stoleti
skupina mladych chirurga na Détské chirurgické
klinice v Praze zacala zavadét paliativni operace
u kojenci a malych déti s kritickymi VSV. Ziskali
zku$enosti na zahraniénich stipendijnich pobytech
v Londyné. V r. 1977 ziidilo Ministerstvo zdravot-
nictvi CSR nové Specializované pracovisté pedia-
trické kardiologie a kardiochirurgie, pozdéji na-
zvané zkracené Détské kardiocentrum ve Fakultni
nemocnici v Praze-Motole, s 25 lazky a vlastnim
opera¢nim salem. Prioritou tohoto pracovisté bylo
zavedeni radikélnich operaci kritickych VSV
u novorozenci a kojenci v mimotélnim obéhu
a rekonstrukéni operace komplexnich VSV u déti.

Vysledky: Za 25 let bylo provedeno v Détském
kardiocentru v Motole 9600 srde¢nich operaci
u déti se vSemi typy VSV. Hospitalizaéni mortali-
ta poklesla na 1-2 %. Velk4 ¢ast operovanych dé-
ti se jiz stala dospélymi a zapojila se do Zivota
s dobrou jeho kvalitou.

Zavér: Vétsina novorozencu s kritickou VSV je
nyni operovana na zakladé Setrného neinvazivni-
ho echokardiografického vySetieni s pfijatelnym
nizkym operaénim rizikem.

Hucin B.
Pediatric Kardiocentrum, University Hospital Motol,
Prague, Czech Republic

Aim: To present history and results of surgical
treatment of congenital heart defects in children
at the Prague Pediatric Kardiocentrum.

Methods: The group of young surgeons started
with palliative operations in infants and small
children with critical congenital heart defects at
the Clinic of Pediatric Surgery in Prague at the
sixties years of the last century. They obtained
their skills on study grants during their practice
abroad in London. The Ministry of Health of the
Czechoslovak Republic constituted the new Spe-
cialized Department of Pediatric Cardiology and
Cardiac Surgery, later called Pediatric Kardiocent-
rum at the University Hospital Motol, Prague,
with 25 beds and one operating theatre at the
year 1977. The priorities of that Department was
to establish total corrections of critical congenital
heart defects in newborns and infants on the open
heart and to develop reconstructions of complex
congenital heart defects in children.

Results: There were 9,600 heart operations of
all types of congenital heart defects performed in
children at Pediatric Kardiocentrum Motol, Pra-
gue, during 25 years. The hospital mortality de-
creased to 1-2%. Most of operated children beca-
me now adults and link up into the life with a good
quality.

Conclusion: Most newborn children with criti-
cal congenital heart defects have been operated on
the base of considerate noninvasive echocardiogra-
phical investigation with acceptable operative risk.
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POZDNI NASLEDKY FONTANOVY
CIRKULACE U JEDINCU S FUNKCNE
JEDINOU SRDECNI KOMOROU

LATE CONSEQUENCES OF FONTAN
CIRCULATION IN INDIVIDUALS WITH
A FUNCTIONALLY SINGLE VENTRICLE

Chaloupecky V., Tlaskal T., Gebauer R.,
Tomek V., Reich O., Tax P., Bartakova H.,
Kubus P, Radvansky J.1, Lisy J.2,
Hadadova 1.3, Skovranek J.

Deétské kardiocentrum, Fakulini nemocnice Motol,
Praha

1Klinika télovychovného lékaistvi, Fakultni nemocnice
Motol, Praha

2Klinika zobrazovacich metod, Fakultni nemocnice
Motol, Praha

30ddéleni klinické hematologie, Fakultni nemocnice
Motol, Praha

Cil studie: Zhodnotit kvalitu Zivota jedinct
s funkéné jedinou srdeéni komorou po iplném ka-
vopulmonalnim spojeni (TCPC).

Metoda: V letech 1992—2007 bylo v Détském
kardiocentru FN v Motole provedeno TCPC cel-
kem u 270 pacientti ve véku 1-29 let (median
4 roky). Lateralni tunel byl pouZit v 186 a extra-
kardialni konduit v 84 piipadech. Casné po ope-
raci zemielo 10 (3,7 %) pacientd, od roku 1997
jsme nezaznamenali Zadné tmrti. Pozdéji zemie-
li dalsi 4 nemocni a u 4 jedinca bylo TCPC zruse-
no. Pravdépodobnost pieziti po propusténi byla za
5,10 a 15 let po operaci 95 %.

Vysledky: Ambulantné sledujeme 239 pacien-
tu. Podle NYHA klasifikace je v I.—II. tfidé celkem
91 % jedincti. Maximalni spotieba kysliku p#i za-
téZovém vySetieni byla abnormalné sniZena
v poloviné pripadi, nicméné télesné vychovy ve
Skole se zucastni 70 % a rekreacné sportuje 72 %
jedinct. Laboratorni znamky cholestazy nasled-
kem zilntho méstnani ve splanchnické oblasti
jsme zaznamenali u vice neZ poloviny sledovanych
jedinct. Exudativni enteropatie byla zjisténa ve
4 (2 %) a k pozdni tromboembolické piihodé doslo
v 6 (3 %) piipadech.

Zavér: TCPC umoznuje efektivni fyziologickou
korekci komplexnich vrozenych srdeénich vad
s funkéné jedinou komorou. Dasledky dlouhodo-
bého zilnitho méstnani na splanchnické organy
jsou neznamé.

Podporovdno vyzkumnym zamérem MZOFNM
2005.

Chaloupecky V., Tlaskal T., Gebauer R.,
Tomek V., Reich O., Tax P.,, Bartakova H.,
Kubus P.,, Radvansky J.1, Lisy J.2,
Hadaédova 1.3, Skovranek J.

Kardiocentrum, University Hospital Motol, Prague,
Czech Republic

IDepartment of Rehabilitation and Sport Medicine,
University Hospital Motol, Prague, Czech Republic
2Clinic of Imaging Methods, University Hospital
Motol, Prague, Czech Republic

3Department of Clinical Hematology, University
Hospital Motol, Prague, Czech Republic

Aim of the study: To evaluate the quality of li-
fe in individuals with a functionally single ven-
tricle after total cavopulmonary connection
(TCPC).

Methods: Between 1992-2007 TCPC was per-
formed in 270 patients aged 1-29 years (median
4 yrs). A lateral tunnel was used in 186 cases, whi-
le an extracardiac conduit in 84 cases. 10 patients
(3.7%) died shortly after the operation; since 1997
no death has been registered. Later on 4 patients
died and in 4 pts TCPC was taken down. Late sur-
vival at 5, 10 and 15 years after the operation was
95%.

Results: 239 patients are followed at outpati-
ent clinic. According to the NYHA classification,
91% of individuals were in class I and II. Maxi-
mum oxygen consumption during exercise test
was abnormally low in half of the cases. 70% of in-
dividuals take part in physical training classes at
school and 72% of individuals do amateur sports.
Laboratory signs of cholestasis due to splanchnic
venous congestion were observed in more that half
pts. Exudative enteropathy was found in 4 cases
(2%) and late thromboembolic event occured in
6 cases (3%).

Conclusion: TCPC enables effective physiolo-
gical correction of complex congenital heart de-
fects with a functionally single ventricle. Long-
term effects of venous congestion on splanchnic
organs are not known.

Funded by research project MZOFNM 2005.
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PREDCHAZET NEJCASTEJSI PRICINE
UMRTI MUSI PEDIATRI

Samanek M.
Détské kardiocentrum, FN Motol, Praha

Vysoka kardiovaskularni mortalita stimuluje
hledani jejich rizikovych faktort jiz v détském veé-
ku. Dtvodem je skuteénost, Ze ateroskleroticky
proces zacina velmi ¢asné jiz u déti. Po prevalenci
rizikovych faktora jsme patrali pii preventivnich
prohlidkach.

Celkovy cholesterol >4,4 mmol/l jsme nalezli
u 60 % skolakt a >5,2 mmol/l u 26 % zdravych dé-
ti. ZvySené hodnoty celkového cholesterolu jsme
nalezli u 126 ze 142 dospélych piibuznych déti bez
bou hyperlipidemie je dieta, kterou nedoporucuje-
me u déti v prvnich dvou letech Zivota.
U familidrni hypercholesterolemie zaéiname
s dietou mezi 2-5 lety a pozdéji je indikovana pii
jakékoliv hyperlipidemii. Nadvaha byla prokaza-
na u 1,8 % a obezita ve 4,2 % ze 7427 vySetienych.
Krevni tlak >95 percentila byl prokazan u 1,54 %
déti, nejcastéji (v 70 %) pii nadvaze nebo obezité.

Souhrn: V prevenci ¢asné aterosklerézy dosah-
li pediatfi zvySeni priukazu dyslipidemie u déti, ale
i u dospélych piibuznych. Prevalence nadvahy se
vyrazné nezvysSuje a vyskyt hypertenze neni vyso-
ky. Kaloricky bohata strava s vysokymi saturova-
nymi tuky, cholesterolem a piti sladkych napoja,
sedavy zpusob zivota a koufeni ptispivaji
k vysokému riziku kardiovaskularnich chorob.

PREVENTION OF THE MOST FREQUENT
MORTALITY BELONGS TO
PEDIATRICIANS

Samanek M.
Center of Pediatric Cardiology and Cardiac Surgery,
University Hospital Motol, Prague, Czech Republic

High cardiovascular mortality in our country
stimulates a search for its risk factors in children.
The reason is that the atherosclerotic process
starts very early in childhood. The prevalence of
atherosclerosis risk factors was checked at the age
of 5,13 and 18 years.

Total cholesterol >4.4 mmol/L: was found in 60%
of school-age children. Total cholesterol >5.2 mmol/L
was measured in 26% of healthy children. Elevated
level of total cholesterol was found in 126 adult re-
latives of 142 hyperlipidemic children without posi-
tive family history. The most important treatment
of hyperlipidemic children includes diet and an inc-
rease of physical activity. The diet is not recommen-

ded in the first two years of life. It can be used in
children aged 2-5 years, but only in familiar hyper-
cholesterolemia, and in all types of hypercholeste-
rolemia in older children. The overweight was found
in only 1.8% and obesity in 4.2% of 7 427 children.
Blood pressure >95 percentile was measured in
1.54% of children. Hypertension was detected in
70% of patients with overweight or obesity.

In summary, achievements of pediatricians in
the prevention of early atherosclerosis are: incre-
ase in the detection of dyslipidemic children and
dyslipidemia in their relatives. The prevalence of
overweight is not increasing too much. The fre-
quency of hypertension in children remains to be
low. Problems in lowering cardiovascular risk is
due to the excesive caloric intake of high saturated
fat and cholesterol and drinks with high content of
sugar. Sedentary life in children and smoking
also contribute to increased risk of cardiovascular
disease in the Czech population.

PECE O DETI SE SRDECNI VADOU V CR

Skovranek J.
Deétské kardiocentrum, FN Motol, Praha

Zcela neuspokojiva péce o déti s vrozenou srdec-
ni vadou (VSV) v CR se dramaticky zlep&ila se za-
loZzenim Détského kardiocentra (DKC) v r. 1977.
Pfedchéazelo mu plo$né doskolovani neonatologt,
pediatrt a détskych kardiologti v problematice
VSV, pozdégji doplnéné Skolenim gynekologt
v prenatéalni kardiologii. Byla vybudovana husta
sit détskych kardiologti, tizce spolupracujicich
s DKC a provedena rozsahl4a epidemiologicka stu-
die VSV. Jejich prevalence pfi narozeni byla 6,16
na 1000 zivé narozenych. Nejéastéjsimi vadami
jsou defekty komorového sitiového septa, aortalni
a pulmondalni stendza, transpozice velkych tepen
a koarktace aorty. Bezprosttedné Zivot ohrozujicich
kritickych VSV je celkem 29 %. Tyto vady jsou oka-
mzité odesilany do DKC. Byl zorganizovan plo$ny
screening VSV v téhotenstvi. V sou¢asnosti jsou jiz
3/4 kritickych VSV diagnostikovany in utero. Je-
jich porody jsou provadény ve FN v Motole. Pocet
kardiochirurgickych vykonu je stabilné okolo 450
roéné s chirurgickou mortalitou pod 2 %. Témér
80 % operaci je provadéno jen na zakladé ECHO
vySetieni. Pocet diagnostickych srde¢nich katetri-
zaci klesl na 100, pocet 1é¢ebnych se blizi 200. In-
tervenc¢ni katetrizace je metodou volby u pulmo-
nalnich a aortalnich stenéz, tepennych duceji
a sitiovych defektii. Systém péce o déti s VSV v CR
a jeho vysledky piedstavuji svétovou $picku.

Prdce byla podporena VZ MZOFNM2005.
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CARE FOR CHILDREN WITH CONGENI-
TAL HEART DEFECTS IN THE CZECH
REPUBLIC

Skovranek dJ.
Kardiocentrum, University Hospital Motol, Prague,
Czech Republic

Totally insufficient care for children with conge-
nital heart defects (CHD) in the CR dramatically
improved after Kardiocentrum (KC), University
Hospital Motol, has been founded in 1977. The foun-
ding was preceded by a nation-wide postgraduate
training of neonatologists, paediatricians, and pae-
diatric cardiologists in the field of CHD and later
gynaecologists’ training in prenatal cardiology was
added. A compact net of paediatric cardiologists clo-
sely cooperating with the KC has been established
and a wide epidemiologic study of CHD has been
carried out. The prevalence of CHD was 6.16 per
1000 live-births. Most frequent CHD are ventricular
septal defects, aortic and pulmonary stenoses, trans-
position of the great arteries, and coarctation of the
aorta. Life-threatening CHD, that total 29% of all,
are immediately referred to the KC. A nation-wide
screening for CHD during pregnancy has been star-
ted. In present time, 3/4 of CHD are diagnosed in
utero. Deliveries of those are carried out at the Uni-
versity Hospital Motol. The number of cardiac sur-
geries has stabilized at 450 per year with the surgi-
cal mortality below 2%. Up to 80% of the surgeries
are carried out solely based on ECHO examinati-
ons. The number of diagnostic heart catheteriza-
tions lowered under 100, the number of catheter in-
terventions approaches 200. Catheter interventions
became the method of choice in pulmonary and aor-
tic stenoses, patent arterial duct, and atrial septal
defect. The system of the care for CHD in CR and
its results represent a worldwide top.

Supported by the grant VZ MZOFNMZ2005.

LECBA SRDECNICH VAD U DETI
KATETRIZACNIMI INTERVENCEMI

Tax P., Reich O.
Détské kardiocentrum a Centrum vyzkumu chorob
srdce a cév, FN Motol, Praha

Katetrizaéni intervence tvorily za poslednich 10
let na nasem pracovisti 60,3 % vSech katetrizaci
a 29,7 % vsech (chirurgickych a katetriza¢nich) 1é-
¢ebnych zakrok.

Vysledky: Uzavér defektu siriového a komo-
rového septa: kompletni uzavér 100 %, mortalita
a pozdni komplikace 0 %. Uzavér oteviené tepen-
né dudeje: mortalita a pozdni komplikace 0 %,
pravdépodobnost kompletniho uzavéru 73 % bez-
prostiedné po vykonu, 87 % do 2 mésict, 98 % do
2 let, 100 % po reokluzi u reziduélnich zkratt trva-
jicich >2 roky. Uzavér fenestrace: mortalita 2,1 %,
pozdni komplikace 0 %, pravdépodobnost rezidu-
alniho zkratu 4 roky po okluzi 4 + 3 %. Valvuloplas-
tika plicnice: mortalita 1,3 %, redukce gradientu
ze 79 £ 37 na 18 + 12 torr (p <0,0001), pravdépo-
dobnost pieziti 11 let po vykonu 99 + 1 %, bez nut-
nosti operace 96 + 2 %. Valvuloplastika aorty: mor-
talita 10,4 %, redukce gradientu z 80 + 15 na 42 +
11 torr (p <0,001), pravdépodobnost pieziti 14 let
po vykonu 89 + 2 %, bez nutnosti operace 50 + 8 %.
Angioplastika rekoarktace aorty: mortalita 1,0 %,
gradient redukovan z 34 + 10 na 15 = 9 torr
(p <0,0001), pravdépodobnost pteziti 21 let po vy-
konu 91 + 3 %, bez nutnosti operace 65 = 7 %.

Zavér: Lécebné katetrizaéni metody jsou téin-
né a bezpecné. Ve srovnani s chirurgickym léce-
nim stejnych vad maji srovnatelné vysledky, men-
§1 morbiditu a vyzaduji krat$i hospitalizaci.
U nékterych vad se staly metodou prvni volby.

Podporovdno grantem MZOFNMZ2005-6302.

Vykony 2009 Od roku Celkem
Balonkova atrioseptostomie 31 1967 1220
Valvuloplastika plicnice a aorty 34 1986 778
Angioplastiky a stentink cév 13 1986 378
Uzavér tepenné duceje 42 1993 537
Uzavér fenestrace kavopulmonéalniho spojeni 1994 62
Uzavér defektu siniového septa 13 1998 169
Uzaveér defektu komorového septa 2002 6
Okluse patologickych cév 4 1987 63
Extrakce cizich téles z kardiovaskularniho systému 1 1980 36
Ablace arytmogennich substratta 18 1993 735
Celkem 156 1967 3984
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CATHETER-INTERVENTIONAL THERAPY
OF HEART DEFECTS IN CHILDREN

Tax P., Reich O.

Kardiocentrum & Cardiovascular Diseases Research
Centre, University Hospital Motol, Prague,

Czech Republic

In recent 10 years, catheter interventions total-
led 60.3% of all the catheterisations and 29.7% of all
the therapeutic (catheter and surgical) procedures.

Results: Atrial and ventricular defects:
100%complete closure, 0% mortality and late com-
plications. Patent arterial duct: 0%mortality and
late complications, probability of complete closure
immediately after the procedure 73%, up to two
months 87%, up to two years 98%, after re-occlu-
sions of the residual shunts lasting over 2 years
100%. Fenestration closure: 2.1%mortality, 0% la-

te complications, probability of residual shunt
4 years after the procedure 4+3%. Pulmonary val-
vuloplasty: 1.3% mortality, gradient reduced from
79+37 to 18+12 mmHg (p<0.0001), survival pro-
bability 11 years after the procedure 99+1%, rein-
tervention-free 96+2%. Aortic valvuloplasty:
10.4% mortality, gradient reduced from 80+15 to
42+11 mmHg (p<0.001), survival probability 14
years after the procedure 89+2%, surgery-free
50+8%. Recoarctation angioplasty: 1.0% mortali-
ty, gradient reduced from 34+10 to 15+9 mmHg
(p<0.0001), survival probability 21 years after the
procedure 91+3%, surgery-free 65+7%.

Conclusion: Catheter interventions are effec-
tive and safe. They compare to the surgical treat-
ment in results and provide less morbidity and
shorter hospital stay. In some congenital heart de-
fects they became the first choice method.

Supported by grant MZOFNMZ2005-6302.

Procedures 2009 Since year Total
Balloon atrioseptostomy 31 1967 1220
Aortic and pulmonary valvuloplasty 34 1986 778
Angioplasties and vessel stenting 13 1986 378
Patent arterial duct closure 42 1993 537
TCPC fenestration closure 1994 62
Atrial septal defect closure 13 1998 169
Ventricular septal defect closure 2002 6
Pathologic vessel occlusion 4 1987 63
Cardiovascular foreign bodies extraction 1 1980 36
Arrhythmogenic substrates ablation 18 1993 735
Total 156 1967 3984

PRENATALNI KARDIOLOGIE V CESKE
REPUBLICE

Tomek V., Skovranek J., Gilik J., Marek J.
Détské kardiocentrum a Centrum vyzkumu chorob
srdce a cév, FN Motol, Praha

Cil: Analyzovat prevalenci, spektrum a efekti-
vitu celonarodni prenatalni detekce vrozenych
srdecnich vad (VSV) a tspéSnost 1é¢by arytmii
v celé Ceské republice.

Metoda a vysledky: V letech 1986-2008 byla
v Ceské republice zjisténa vrozena srdeéni vada
u 2031 plodu. Prenatalni detekce se v poslednich le-
tech zvysila na 30 % u v8ech VSV a 80 % kritickych
vad. Uspésnost detekce jednotlivych VSV byla nej-
vy$§i u plodt s dvojvytokovou pravou komorou (77,3
%), syndromem hypoplazie levého srdce (50,6 %),
Ebsteinovou anomalii (50 %), atrioventrikularnim
defektem (42,9 %)a spole¢nou komorou (42,5 %).
a komorového defektu (2,4 %). Nejcastéji prenatal-
né diagnostikovanou VSV byl defekt atrioventriku-

larniho septa (15,2 %) a syndrom hypoplazie levého
srdce (15 %), zatimco nejcéastéjsi VSV po narozeni je
defekt komorového septa (41,6 %) a aortalni stené-
za (7,8 %). Téhotenstvi bylo ukonceno v 57 % ptipa-
dt VSV na zakladé rozhodnuti rodi¢t, u dalsich
7,8 % doslo k intrauterinnimu umrti a 35,2 % se Zi-
vé narodilo. Nejéastéji fetalné diagnostikovanou
arytmii je supraventrikularni tachykardie (SVT)
a kompletni atrioventrikularni blokada. Z 86 ploda
diagnostikovanych a lééenych pro SVT byla reentry
u 59, ektopicka u 14 a flutter sini u 13 plodt. Z nich
bylo tspésné 1é¢eno a piezilo 90 %. Znamky srdec-
niho selhani se upravily u plodd, u kterych doslo
k Gspésné konverzi SVT na sinusovy rytmus. Kom-
pletni izolovany atrioventrikulérni blok byl diagnos-
tikovan a lééen u 24 ploda. Ke konverzi na sinuso-
vy rytmus doSlo u 2 plodt s intermitentni AV
blokadou a celkem 22 se Zivé narodilo (92 %). Srde¢-
ni selhani se upravilo v souvislosti se zvySenim frek-
vence komor.

Zavér: V celé Ceské republice se v poslednich
letech podaftilo prenatalné zachytit 1/3 vSech a az
80 % kritickych srdeénich vad. Prenatalni a post-
natalni frekvence srde¢nich vad se vyznamné lisi.
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Supraventrikularni tachykardie a kompletni
atrioventrikularni blok mohou vést k srdeénimu
selhani a vysoké mortalité. Uprava srdeéniho se-
lhani byla dosazena tspésnou konverzi na sinuso-
vy rytmus u supraventrikularni tachykardie
a zvySenim komorové frekvence u kompletniho
atrioventrikularniho bloku.

Podporeno Vyzkumnym zamérem MZOFNMZ2005.

FETAL CARDIOLOGY IN THE CZECH
REPUBLIC

Tomek V., Skovranek J., Gilik J., Marek oJ.
Kardiocentrum and Cardiovascular Research Centre,
University Hospital Motol, Prague, Czech Republic

The aim: To analyse prevalence, spectrum and
effectiveness of nation-wide screening program on
antenatal detection of congenital heart disease
(CHD) and arrhythmias in an unselected popula-
tion of the Czech Republic.

Methods and results: Between 1986 and
2008, 2 031 fetal CHD have been diagnosed prena-
tally in Czech Republic. Detection rate increased
up to 30% of all and 80% of critical CHD in recent
years. Prenatal detection rate was high in the
double outlet right ventricle (77.3%), hypoplastic
left heart (50.6%), Ebstein anomaly (50%), atrio-
ventricular septal defect (42.9%), single ventricle
(42.5%) and low in pulmonary stenosis (3.2%) and
ventricular septal defect (2.4%). Most frequent
prenatally detected lesions were atrioventricular

septal defect occurring in 15.2% and hypoplastic
left heart syndrome in 15%. Postnatally, the most
frequent cardiac lesion is ventricular septal defect
(41.6%) and aortic stenosis (7.8%). The early ter-
mination was performed in 57% cases, 7.6% died
in utero, and 35.2% were born alive. Most of all
prenatally diagnosed tachyarrhythmias are su-
praventricular (SVT). 86 fetuses were treated with
SVT (reentry tachycardia in 59, ectopic in 14 and
atrial flutter in 13 cases) and 90% of them survi-
ved. The heart failure improved in fetuses respon-
ded to the therapy by the conversion to the sinus
rhythm. Complete isolated atrioventricular block
were diagnosed in 24 fetuses. 92% fetuses survi-
ved and 2 with intermittent complete atrioventri-
cular block converted to sinus rhythm. Echo-
cardiographic signs of fetal heart failure improved
due to increasing of ventricular heart rate.
Conclusion: The nation-wide prenatal ultra-
sound screening programme in the Czech Repub-
lic enabled detection of cardiac abnormities in 1/3
of patients born with any congenital heart disea-
se and up to 80% of those with critical forms. Pre-
natal frequency of individual heart anomalies sig-
nificantly differed from the postnatal frequency.
Fetal isolated complete atrioventricular block
and supraventricular tachycardia may lead to
heart failure and are important causes of foetal
mortality. The regression of heart failure was achi-
eved by a conversion to the sinus rhythm in the su-
praventricular tachycardia and by increase of ven-
tricular rate in the complete atrioventricular block.

Supported by the grant MZOFNM2005.

NEONATOLOGIE

NEZRALY NOVOROZENEC V PECI PLDD

Dort J., Dortova E.

Neonatologické oddéleni Fakultni nemocnice Plzer

Souhrnny referat o problematice péce o nezralé
novorozence v ordinaci PLDD, zaméfeny na skupi-
nu déti s velmi nizkou porodni hmotnosti, které vy-
zaduji velkou pozornost. Kromé bézné 1ééebné
a preventivni péée vyzaduji tyto déti feSeni zdra-
votnich problému, které nékdy pretrvavaji z peri-
neonatalniho obdobi dlouho do détského véku. Spe-
cidlni péce je realizovana ve spolupraci PLDD
a ambulantniho neonatologického centra vyvojové
péce. K ispéSnému zvladnuti poruch somatického
(anémie, poruch vyzivy a rastu, GER, osteopatie,
BPD atd.), senzorického a psychomotorického vy-

voje je ¢asto nezbytné zapojit do péce dalsi 1ékaiské
i nelékatské odborniky.

PREMATURE INFANT IN THE CARE OF
A PEDIATRIC PRACTITIONER

Dort J., Dortova E.
Department of Neonatology, University Hospital
Pilsen, Czech Republic

A review on the care for premature infants in
a pediatric office, focused on very-low-birth-
weight infants who attract the main attention. Be-
sides common treatment and prevention measures
they need solving of health problems that may last
from peri-neonatal period for a long time. A special
care is realized by PP in cooperation with neonatal
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developmental care centre. In the successful ma-
nagement of somatic diseases (anemia, nutritional
and growth compromise, GER, osteopathy, BPD
etc.) and impairment of sensorial and psychomo-
tor development other medical as well as non-
medical professionals are often needed.

INFEKCNI ONEMOCNENTI
V NOVOROZENECKEM VEKU

Janota J.
1. a 2. lékar'skd fakulta Univerzity Karlovy, Fakultni
Thomayerova nemocnice s poliklinikou, Praha

Novorozenecké infekce jsou zavaznym stavem
podilejicim se vyznamné na morbidité i mortalité.
Incidence infekeci je v novorozeneckém véku vyssi
nez ve vSech dalSich obdobich Zivota ¢lovéka. Nej-
¢astgj§im projevem novorozenecké infekce je infek-
1é proménné predisponujici pro vznik sepse jsou
udavany nizk4 porodni hmotnost a nezralost orga-
nismu. Novorozenec ma zvysenou vnimavost pro
mikrobialni invazi, omezenou schopnost infekei lo-
kalizovat, tendenci k rychlé generalizaci infekce.

Typy infekei vyskytujici se v novoro-
zeneckém véku:
¢ Vrozené infekce zacinajici intrauterinné
¢ Infekce ziskané v porodnici (nozokomialni)
¢ Infekce ziskané po propusténi z porodnice
e Infekce jako dtsledek vrozené vady, metabolic-

kého defektu atd.
¢ Infekce ziskané peripartalné z matéina urogeni-

talniho a/nebo gastrointestinalniho traktu

Prednaska definuje nejcastéjsi typy infekei
v novorozeneckém véku, udava piehled etiologic-
kych agens, klinickych projevi a laboratornich
metod potiFebnych k detekci infekce. Vénuje se
kauzalni terapii a stabilizaci organismu
u systémovych infekci, 1é¢bé a feSeni komplikaci
a nasledktim zahrnujicim mortalitu i morbiditu.

INFECTIOUS DISEASES IN
THE NEONATAL PERIOD

Janota .

Charles University in Prague, 1st and 2nd Medical
Faculty, Thomayer University Hospital, Prague, Czech
Republic

Neonatal infections are life-threatening situa-
tions contributing significantly on morbidity and
mortality. Infections occur in the neonatal period
more frequently, than in any other life period. The
most common type of neonatal infection is syste-
mic infection — sepsis. The most important risk

factors associated with neonatal sepsis are low
birth weight and prematurity. Newborn is sensiti-
ve to microbial invasion, has limited abilities to lo-
calize infection, therefore the infectious disease
has tendency to generalize.
Types of infections typical for neonatal pe-
riod:
¢ Intrauterine infections
¢ Nosocomial infections (acquired in the hospital)
e Infections acquired after discharge from the
hospital
¢ Infections associated with congenital defects or
metabolic disorders
e Peripartal infections
The lecture lists the most common types of in-
fectious diseases in the neonatal period, including
pathogens, symptoms, and laboratory methods
used to detect and verify infection. The lecture is
focused on therapy and support of vital functions
in systemic infections, as well as on the most com-
mon complications and morbidity and mortality
associated with neonatal sepsis.

NEONATOLOGIE, CO NOVEHO
OD KONGRESU V JIHLAVE?

Kantor L.
Novorozenecké oddéleni Fakultni nemocnice Olomouc

Za posledni dva roky se podatilo ¢eské neonato-
logii zdolat nejednu piekazku. Podatilo se udrzet
vyjimeéné dobré vysledky v novorozenecké
a perinatalni imrtnosti.

K pozitivnim zpravam patii spoludcéast na zava-
déni biochemického screeningu novorozenct, véet-
né uspésného jednani ohledné ziskani kédu pro
vykon ,,Odbér biochemického screeningu u novo-
rozenct pri hospitalizaci“. Vykazovat ho bude
mozné od 1. 1. 2011.

Vznikla dalsi doporuceni pro rtzné situace
v neonatologii. Napt. byl aktualizovan postup p#i
aplikaci Kanavitu, byl vydan navod ohledné resus-
citace novorozence bez pridaného kysliku. Vsech-
na platna doporuceni jsou mimo jiné k dispozici na
webovych stranach Ceské neonatologické spoleé-
nosti CLS JEP pod adresou www.neonatologie.cz.

K jednoznaénym neuspéchtm patii selhani jed-
nani o alespon ¢asteéné spravedlivém financovani
neonatologie a s tim souvisejici bolestny nedosta-
tek ltzek pro rizikové novorozence.

Zatim posledni aktivitou Ceské neonatologické
spoleénosti byl dopis ministryni zdravotnictvi. Ten
byl odeslan také feditelim fakultnich nemocnic
a jinych instituci. Zaroven se jiz nékolik let také
pracuje s podobnym efektem na vyhlasce
o perinatologickych a intermediarnich centrech.

Ptirozené se nejedna jen o vySe uvedené aktivity.
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Mnoho dalsich je priabézné publikovano v odborném
tisku a projednavano na odbornych konferencich.

WHAT IS NEW, NEONATOLOGY?

Kantor L.
Dpt. of Neonatology, University Hospital Olomouc,
Czech Republic

In the last two years the Czech Society of Neona-
tology has managed to overcome many obstacles.

Neonatal and perinatal mortality rates have
been kept in line with world standards.

Additionally on the positive side the Society has
participated in the implementation of biochemical
screenings of newborns.

Different situations in neonatology have also gi-
ven rise to other recommendations. They can be
found at www.neonatology.cz.

On the negative side we can count the failure
to negotiate with the Ministry of Health for ade-
quate funding for neonatology and the lack of
neonatology intensive care beds.

Many other activities of the Czech Society of
Neonatology are also being continuously discus-
sed at professional conferences.

SOUCASNE MOZNOSTI CHIRURGICKE
LIGACE OTEVRENE TEPENNE DUCEJE
U DETI S NIZKOU PORODNI HMOTNOSTI
V CESKE REPUBLICE

Matéjka T.1, Vojtovié P.1, Tlaskal T.1,
Skovranek J.1, Cerny M.2, Liska K.3,
Huml P4, Kantor L.5, Kokstein Z.6

1Détské kardiocentrum a Centrum vyzkumu chorob
srdce a cév FN Motol, Praha

2Novorozenecké oddéleni FN Motol, Praha
3Novorozenecké oddéleni VFN, Praha
4Novorozenecké oddéleni FN Plzeri

5Novorozenecké oddéleni FN Olomouc
6Novorozenecké oddéleni FN Hradec Krdlové

Cil studie a metody: Prace ukazuje zkuSenosti
s ligacemi tepenné duceje (PDA) u déti s nizkou po-
rodni hmotnosti (pod 2500 g) v Ceské republice
v letech 1995-2009. Symptomatickd PDA u téchto
déti vyrazné zvysSuje jejich morbiditu a mutze zptso-
bit velmi zavazné komplikace. Vyznamny levopravy
zkrat chronicky zatéZuje plicni cévni fecisté a zpuso-
buje objemové pietizeni levé komory. Steal krve
z aorty snizuje diastolicky arterialni tlak a zptsobuje
hypoperfuzi organa hlavné v dutiné b¥isni.

Vysledky: Od roku 1995 do roku 2009 bylo pro-
vedeno celkem 305 ligaci PDA u déti s hmotnosti
mensi nez 2,5 kg, z toho 34 ligaci v letech
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1995-1999 a 271 ligaci v letech 2000-2009. Hmot-
nost déti pti operaci byla od 380 g do 2500 g (me-
dian 825 g). PDA byla ligovana u 12 déti
s hmotnosti pod 500 g, u 197 déti s hmotnosti
500-1000 g, u 76 déti s hmotnosti 1000-1500 g
a u 20 déti s hmotnosti nad 1500 g. Chirurgicka
mortalita (do 30 dni od operace) byla 3,3 %, ve vét-
§iné pripada vSak nesouvisela s vlastnim operac-
nim zakrokem, ale byla nasledkem jiného zavaz-
ného onemocnéni nezralého ditéte.

Zavér: Chirurgicka ligace PDA u déti s nizkou
porodni hmotnosti je indikovana pti selhani far-
makologického uzavéru hemodynamicky vyznam-
né tepenné duceje. Z dtvodu slozitého transportu
téchto pacienta zajistuje Détské kardiocentrum
FN Motol Praha operac¢ni servis ptimo na jednot-
kach intenzivni péce pro nezralé novorozence
v 5 fakultnich nemocnicich po celé Ceské republi-
ce. Ligace symptomatické duceje u déti s nizkou
porodni hmotnosti je bezpeény zakrok s nizkou
mortalitou, ktery snizuje vyskyt komplikaci pro
vyznamny levopravy zkrat a steal z aorty, déti ne-
ohrozuje a vyrazné zlepsuje jejich prognézu.

Podporovdno vyzkumnym zamérem MZOFNM
2005.

CURRENT OPTIONS OF SURGICAL
DUCTUS ARTERIOSUS LIGATION IN LOW
BIRTH WEIGHT CHILDREN IN CZECH
REPUBLIC

Matéjka T.1, Vojtovié P.1, Tlaskal T.1,
Skovranek J.1, Cerny M.2, Liska K.3,
Huml P4, Kantor L.5, Kokstein Z.6
IKardiocentrum and Centre for Cardiovascular
Research, University Hospital Motol, Prague, Czech
Republic

2Department of Neonatology, University Hospital
Motol, Prague, Czech Republic

3Department of Neonatology, General Teaching
Hospital, Prague, Czech Republic

4Department of Neonatology, University Hospital
Pilsen, Czech Republic

5Department of Neonatology, University Hospital
Olomouc, Czech Republic

6Department of Neonatology, University Hospital
Hradec Krdlové, Czech Republic

Objective and methods: The work shows the
experience with ligation of arterial duct (PDA) in
children with low birth weight (under 2500 grams) in
the Czech Republic in 1995-2009. Symptomatic PDA
in these children significantly increases their mor-
bidity and can cause very serious complications. Sig-
nificant left to right shunt lead to pulmonary vascu-
lar bed overcirculation and volume overload the left




ventricle. Steal of blood from the aorta reduces the
diastolic arterial pressure and causing hypoperfu-
sion mainly in the organs of the abdominal cavity.

Results: From 1995 to 2009 was a total of 305
PDA ligation in children weighing less than 2.5 kg,
including 34 ligation in 1995-1999 and 271 liga-
tion in the years 2000—2009. The weight of children
was from 380 grams to 2500 grams (median 825
grams) at the time of surgery. PDA was ligated in
12 children weighing below 500 grams, in 197
children weighing 500-1000 grams, 76 children
weighing 1000-1500 grams and 20 babies weig-
hing over 1500 grams. Surgical mortality (within
30 days after surgery) was 3.3%, unrelated to sur-
gical procedure itself, but was a consequence of
other serious illnesses immature child.

Conclusion: Surgical PDA ligation of hemody-
namically significant arterial duct in children
with low birth weight is indicated in the case of
the pharmacological closure failure. Because of
these high risk patients transportation to single
hospital, we provide the surgical procedure in the
spot, Neonatology intensive care unit (NICU) at
participated 5 teaching (university) hospitals
throughout the Czech Republic. Symptomatic duct
ligation in children with low birth weight is a safe
procedure with low mortality, which reduces the
incidence of major complications due to significant
left to right shunt and steal from the aorta, and
improves their prognosis.

Supported by grant MZOFNM 2005.

AKTUALNI POSTUPY U NOVOROZENCU
S PORUCHOU POPORODNI ADAPTACE

Stranak Z.

Ustav pro pééi o matku a dité, Praha

Cil studie: V souborném sdéleni jsou prezento-
vany inovované postupy pfi resuscitaci a primar-
nim zajisténi novorozencu s poruchou poporodni
adaptace.

Metody: Souborny referat.

Vysledky: Pii resuscitaci novorozenct pouziva-
me sofistikované metody insuflace plic (insuflaci
provadime pomoci resuscitaéniho pfistroje
s definovanymi inspira¢nimi a exspira¢nimi tlaky).
Optimalni insuflace plic mtze signifikantné snizit
riziko postiZeni plicniho parenchymu. Resuscitaci
u donoS$enych novorozenct zahajujeme vzdy vzdu-
chem a pii kontinualnim monitorovani oxygenace
postupné zvySujeme frakci inspirovaného kysliku.
Cilem adekvatni oxygenoterapie je sniZeni neza-
doucich uc¢inka kysliku u novorozenca (prevence
vzniku bronchopulmonalni dysplazie, chronického
plicniho onemocnéni a retinopatie nedonosenych).

U nedonosenych novorozenct s deficienci sur-
faktantu je pouzivana metoda INSURE (INtuba-
tion SURfactant Extubation). Cilem metody
INSURE je aplikace surfaktantu a minimalizace
potfeby umélé plicni ventilace u nedonosenych no-
vorozencu (snizeni pravdépodobnosti indukované-
ho postizeni plic). U novorozencu velmi nizké
a extrémné nizké porodni hmotnosti je metoda
INSURE doplnéna ¢asnym zahajenim distenc¢ni
terapie nazalnim CPAP. Vyhodou CPAP je elimi-
nace rizik umeélé plicni ventilace. V pripadé selha-
ni CPAP jsou v soucasné dobé preferovany obje-
mové Fizené a synchronizované rezimy UPV.
Indikace pro zahajeni UPV byly revidovany vzhle-
dem ke koncepci permisivni hyperkapnie.

Zavér: Novorozenecka mortalita v CR je dlou-
hodobé srovnatelna s vyspélymi zemémi. Soucas-
né resuscita¢né-intenzivni postupy neonatalni pé-
Ce jsou zaméfené na snizeni zavazné casné
a pozdni morbidity (periventrikularni-intraven-
trikularni krvaceni, baro/volumo-trauma, bron-
chopulmonalni dysplazie, chronické plicni onemoc-
néni a retinopatie nedonosenych).

NEW FRONTIERS IN NEWBORNS WITH
MALADAPTATION AFTER DELIVERY

Stranak Z.
Institute for the Care of Mother and Child, Prague,
Czech Republic

Objectives: New methods using within resus-
citation and primary care in newborns with mal-
adaptation after delivery are presented in review
article.

Method: Review article.

Results: Sophisticated methods of lung insu-
flation using new devices with accurate inspirato-
ry and expiratory pressures are used in delivery
room. Adequate insuflation of the lung may avoid
lung injury. Resuscitation in term newborns is
started with room air and continuous measure-
ment of oxygenation accompanying with increa-
sing in fraction of inspired oxygen is recommen-
ded. The aim of this manevuer is to decrease the
adverse effect of oxygen in newborns (eg. preven-
tion of bronchopulmonary dysplasia, chronic lung
disease and retinopathy of prematurity).

In preterm newborns with surfactant deficien-
cy new method INSURE was established (INtuba-
tion SURfactant Extubation). The goals of this
method are surfactant administration and reduc-
tion of arteficial ventilation usage in preterm new-
borns (decrease risk of ventilatory induced lung
injury). INSURE methods is followed in preterm
infants by early nasal CPAP. Advantage of early
CPAP is avoiding of arteficial ventilation adverse
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effect. When CPAP is failed, arteficial ventilation
should be started preferable volume controled
synchronized ventilation regimen. Indications of
arteficial ventilation has been changed conside-
ring new concept of permissive hypercapnia.
Conclusion: Neonatal mortality in the Czech
Republic is comparable to developed countries in

last period. Recent methods of neonatal intensive
care are focused on decrease the incidence of seri-
ous early and late complications (eg. periventricu-
lar-intraventricular hemorrhage, volumo/baro
trauma, bronchopulmonary dysplasia, chronic
lung disease and retinopathy of prematurity).

DETSKA HEMATOLOGIE A ONKOLOGIE

VON WILLEBRANDOVA NEMOC
V DETSKEM VEKU

Blatny dJ.
Oddéleni klinické hematologie, Centrum pro trombézu
a hemostdzu MU, Détskda nemocnice FN Brno

Von Willebrandova choroba postihujici v rtizné
formé 0,1-1 % populace ve své vét§iné nema zdale-
ka tak vazné klinické projevy jako hemofilie, a proto
mnohdy uniké pozornosti odborné vetejnosti. Mno-
ho laikt (v€éetné rodi¢t déti s touto chorobou) si za-
vaznost diagnézy nemusi uvédomovat. Na rozdil od
hemofilie neni tedy o této diagnéze mezi laickou ani
odbornou veiejnosti v nasi zemi dostate¢né povédo-
mi. Na tento nedostatek mohou doplatit zejména
pacienti s typem III von Willebrandovy choroby.

Pacienti s vaznymi projevy von Willebrandovy
choroby (vWD) mohou mit ¢asté a zadvazné krvaci-
vé projevy véetné GIT krvaceni, gynekologickych
krvaceni a hemarthros, zejména maji-li hladiny
FVIII pod 10 %. Mze u nich dokonce dojit ke vzni-
ku cilovych kloubt. U déti se navic muze objevit
tak zavazna epistaxe, Ze muze vést k nutnosti po-
dani transfuznich ptipravka. U téchto pacientt se
zd4 byt optimalni 1é¢bou profylaktické podavani
krevnich derivattu s obsahem FVIII/VWF spiSe, nez
pouha 1é¢ba on demand. Z dostupnych literarnich
zdrojt i z vlastni zkuSenosti autora vyplyva, zZe
profylakticka lécba u takto zavaznych pacientt
s vWD je nejen klinicky, ale zfejmé i ekonomicky
vyhodnéj$i, coz by méla potvrdit planovana ran-
domizovana mezinarodni studie. Nejvétsi zkuse-
nost v této oblasti ma Svédsko s 35 publikovany-
mi pacienty s tézkou formou vWD a Italie, kde
v kohorté 100 sledovanych a publikovanych pa-
cientd s vWD bylo 7 na profylaxi.

Sdélenim chceme upozornit na nutnost véasné
a spravné diagnozy klinicky zavaznych forem von
Willebrandovy choroby, na jeji diferencialni dia-
gnostiku a na moznosti jeji uc¢inné lé¢by véetné
profylaktického podavani krevnich derivata. Pred-
kladame rovnéz vlastni pozitivni zkuSenosti
s timto zptisobém 1é¢by vWD.
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METRONOMICKA LECBA V DETSKE
ONKOLOGII JAKO NOVA LECEBNA
METODA

Bronisova D., Mudry P., Bajéiova V., Valik
D., Dubska L., Mazanek P., Zitterbart K.,
Pavelka Z., Deak L., Andre N., Stérba J.
Klinika détské onkologie, FN Brno

Oddeéleni laboratorni mediciny, Masarykiiv
onkologicky tustav, Brno

Pediatric Oncology Childrens Hospital Marseille,
France

Oddeéleni détské onkologie FNsP Kosice, Slovensko

Prognéza déti s metastatickymi sarkomy, relap-
sy solidnich nadort ¢ nékterymi dal$imi vysoce
rizikovymi nadory ztstava i v sou¢asnosti neptiz-
niva. Pro tyto pacienty se v poslednich letech sta-
va metronomicka 1é¢ba stale éastéji vhodnou al-
ternativou ke konvenéni chemoterapii zalozené na
podavani maximéalné tolerovanych davek. Metro-
nomicka lécba je zalozena na dlouhodobém, chro-
nickém podavani nizkych davek cytostatik ve vys-
§i frekvenci, napi. denné, prakticky bez intervala,
jak je tomu u standardni chemoterapie. Na rozdil
od chemoterapie zaloZené na maximalnich tolero-
vanych davkach ma metronomicka léc¢ba jen mi-
nimalni toxicitu a umoznuje tak pievazné ambu-
lantni 1é¢bu a zachovani velmi vysoké kvality
zivota 1 v pokroéilych fazich onemocnéni. U fady
pacientt po selhani konvenéni ¢i vysokodavkova-
né chemoterapie jsou dokumentovany prekvapiveé
dobré 1é¢ebné odpovédi na metronomickou l1é¢bu.
Mechanismus téinku je stile predmétem vyzku-
mu, predpoklada se kombinace inhibice angioge-
neze, stimulace imunitniho systému a p#imého cy-
totoxického efektu na endotelialni burky.

Ve sdéleni jsou prezentovany dosavadni vysled-
ky preklinickych i klinickych studii v détské on-
kologii, véetné studie koordinované z KDO FN
Brno, zahrnujici 65 déti 1é¢enych metronomickou
chemoterapii ve 4 evropskych zemich.




METRONOMIC THERAPY AS NEW
THERAPEUTIC MODALITY IN PEDIATRIC
ONCOLOGY

Bronisova D., Mudry P., Bajéiova V., Valik
D., Dubska L., Mazanek P., Zitterbart K.,
Pavelka Z., Deak L., Andre N., Stérba J.
Pediatric Oncology Department, University Hospital
Brno, Czech Republic

Department of Laboratory Medicine, Masaryk
Memorial Cancer Institute Brno, Czech Republic
Pediatric Oncology Childrens Hospital Marseille,
France

Pediatric Oncology Department, University Hospital
Kosice, Slovakia

The outcome of patients with progressive, re-
lapsed cancer, or some high risk tumor remains
subpoptimal even with contemporary regimens.
For these patients metronomic chemotherapy is
suitable alternative to conventional, maximum to-
lerated doses (MTD) based chemotherapy. Metro-
nomic therapy refers to long term, chronic admi-
nistration of low doses of conventional cytotoxic
agents. Unlike ,MTD based”“ chemotherapy, me-
tronomics is minimally toxic, can be taken on out-
patient basis, and encouraging responses are
being reported frequently. Mechanisms responsib-
le for the antitumor effect of metronomic therapy
is under investigation, however it is believed to be
combination of antiangiogenic effect, stimulation
of the immune response and direct cytotoxic
action on endothelial cells.

This review describes the results of preclinical
and clinical studies in pediatric oncology, together
with data from our study from 65 children treated
by metronomic chemotherapy in 4 European
countries.

SYMPTOMATOLOGIE A SOUCASNE
LECEBNE POSTUPY U VYBRANYCH
EMBRYONALNICH NADORU
(RETINOBLASTOM, HEPATOBLASTOM,
NEFROBLASTOM)

Malis J.
Klinika détské hematologie a onkologie UK 2. LF a FN
Motol, Praha

Retinoblastom (RB), hepatoblastom (HB)
a nefroblastom (NFB) jsou zhoubné nadory, které
pred zavedenim soucéasné protinadorové 1é¢by by-
lo mozné vylé¢it jen v poéate¢nich stadiich.

RB: Incidence 1 RB/15-18 tis. novorozenct, 6—8
RB/rok v CR. Ve 20-30% je bilateralni, median dg
2 roky. Projevy: leukokorie, patrna uz na fotogra-

fiich, zejména s bleskem; strabismus. Diagnosti-
ka: oftalmoskopické vysSetteni, UZ, MRI mozku,
cytologie likvoru; hematogenni metastazy (skelet,
kostni dien, jatra) jsou raritni. Lécba: v ¢asnych
stadiich chemoterapie, laserterapie, brachytera-
pie; pokro¢ilé formy — enukleace, radioterapie
a chemoterapie. Prognéza — 98 % az 100 %, nadé-
je na zachovani vizu max. 60 %.

HB: Maligni nadory — 2/3 vSech novotvaru ja-
ter. Incidence 1,8 malignich nadort jater na 1 mil.
déti mladsich 15 let, tzn. 2—4 nové zhoubné nado-
ry jater/rok. Z malignich nejéastéjsi HB (80 %), dé-
ti do 3 let, hepatocelularni karcinom u starsich dé-
ti. Projevy: rezistence, bolest, inava, ikterus je
vzacny, ¢asto anémie. Diagnostika: UZ, extrémné
vysoky AFP, CT zobrazi primarni nador, hilové
a retroperitonealni uzliny, plicni metastazy, MRI
meta CNS. Lééba kombinovana: chemoterapie,
operace zmengeného nadoru, adjuvantni chemote-
rapie. Metastazy lze 1é¢it chirurgicky. Prognéza:
az 85 %. U neresekabilnich nadort se zarazuje
transplantace jater jiz jako inicialni 1écba.

NFB - 7,8 NFB na 1 mil. déti do 15 let, v CR az
12 novych NFB za rok. Vétsinou postiZena jedna
ledvina, 7 % obé&, median dg okolo 3 let. Az 10 %
NFB sdruzeno s vrozenymi vadami — aniridie, ge-
nitourinarni vady, mentélni retardace (WAGR sy),
hemihypertrofie a dalsi. Projevy: rezistence, bolest,
hematurie, hypertenze, nékdy spontanni perfora-
ce —nahla prihoda b¥i$ni. Diagnostika: UZ, CT bii-
cha, rtg plic (metastazy v plicich, méné casto
v retroperitonealnich uzlinach, jatrech, vzacné
CNS). Lécba zacina chemoterapii, pak odstranéni
nadoru i s ledvinou; neradikalné odstranéné nado-
ry (perforovany nador, infiltrované uzliny, chirur-
gicky neresitelné plicni meta) se 1é¢i radioterapii.
NFB patii mezi nejlépe 1ééitelné nadory: lokalizo-
vané formy — az 100 %, pokrocila stadia —70 %.

Cilem soucasné 1é¢by neni jen eradikace nado-
rového procesu, ale také zachovani co nejlepsi
mozné kvality Zivota vylééenych déti: zichrana vi-
zu, vylouceni radioterapie, parcialni resekce led-
vin apod.

SOUCASNE MOZNOSTI DIAGNOSTIKY
A LECBY IMUNITNI
TROMBOCYTOPENICKE PURPURY

U DETI

Pospisilova D.
Détska klinika Lékarské fakulty Univerzity Palackého
a Fakultni nemocnice Olomouc

Imunitni trombocytopenicka purpura (ITP)
je nejcast§Sim autoimunitnim onemocnénim
v détské hematologii. Jeji incidence je 4—-8/100 000
déti/rok. Pro détsky vék je typicka. akutni forma
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ITP, ktera je charakterizovana vétSinou rychlym
nastupem krvacivych projevi a vyraznym pokle-
sem trombocytt. Onemocnéni méa dobrou prognézu
a vétsinou odezni bez nasledkt. U 10 az 20 % déti
vS8ak muze byt pfitomno zavazné krvaceni. U 15 az
20 % déti se vyviji chronicka forma ITP, typické
chronické autoimunitni onemocnéni, jehoz 1é¢ba je
velmi problematicka a které muze vyznamné nega-
tivné ovlivnit kvalitu Zivota postiZenych déti.

Pti¢inou ITP je tvorba protilatek proti povrcho-
vym antigenum trombocyt, nejcastéji proti
glykoproteintim membrany. Komplex trombocyt —
protilatka je odbouravan v bunkach monocyto-
makrofagového systému jater, sleziny a kostni
dfené. Piezivani trombocytt je vyrazné zkraceno.
Nové bylo prokazano, Ze u ¢asti nemocnych docha-
zi k poruse produkce trombocytt v dusledku inhi-
bice megakaryopoezy, na které se mohou podilet
i protilatky proti povrchovym antigentim megaka-
ryocytt. Zakladem pro diagnézu je vySetieni kom-
pletniho krevniho obrazu véetné diferencialniho
rozpo¢tu leukocytu a zhodnoceni natéru. Pro ITP
svéd¢éi izolované sniZeni poétu trombocytu
k hodnotam pod 20 x 1091, ¢éasto i pod 10 x 1091,
muze byt pfitomna relativni nebo absolutni lym-
focyt6za nebo eozinofilie. Pii dalsich patologickych
nalezech v krevnim obrazu (anémie, leukocytoza,
leukopenie, zndmky hemolyzy, zmény morfologie
trombocytopenie: vrozené trombocytopenii, aplas-
tické anémii, virovych infekcich (EBV, CMV, Par-
vovirus B19), onemocnéni pojiva. VySetteni kostni
dfené je indikovano p¥i jakychkoliv pochybnostech
vyplyvajicich z hodnoceni klinického nalezu nebo
krevniho obrazu. Ke standardnim lé¢ebnym po-
stuptm pat¥i: observace pacienta bez medikamen-
tozni 1é¢by, kortikoidy, vysoké davky intravenodz-
nich imunoglobulint.

Lécba ditéte s chronickou formou ITP s tézkou
trombocytopenii je problematicka a patti do rukou
zkuSeného détského hematologa. Pouzivaji se 1éky
s imunosupresivnim nebo imunomodulaénim
acinkem. Slibné vysledky byly prokazany pti pou-
ziti monoklonalni protilatky anti CD20 a malych
molekul s t¢inkem trombopoetinu.

Podporovano VZ MSM 6198959205.

CURRENT APPROACHES TO THE
DIAGNOSIS AND TREATMENT OF
IMMUNE THROMBOCYTOPENIC
PURPURA IN CHILDREN

Pospisilova D.
Department of Paediatrics, University Hospital,
Palacky University Olomouc, Czech Republic
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Immune thrombocytopenic purpura (ITP)
is the most common type of autoimmune disorder
in paediatric haematology. Its incidence varies
between 4-8/100,000 children/year. Acute ITP is
the typical form of the disease in childhood. It is
characterized by rapid onset of skin purpura and
drop in platelet count. It is usually a self-limiting
disease and usually disappears over a period of se-
veral weeks. Howewer, 10-20% children can mani-
fest with serious bleeding. In 15-20% of children,
a chronic form of the disease develops which as
a typical chronic autoimmune disease can negati-
vely impact the quality of life. The disease is cau-
sed by antiplatelet antibodies, directed usually
against platelet surface glycoproteins. The antibo-
dy/platelet complex binds to the reticuloendothe-
lial cells of the liver, spleen and bone marrow whe-
re it is degraded. The platelet life span is
markedly shortened. In some cases, platelet pro-
duction is also reduced as a result of impaired me-
gakaryopoiesis. Antiplatelet antibodies directed
against surface antigens of megakaryocytes may
play a role.

The diagnosis of ITP is established on the ba-
sis of detailed blood count analysis including dif-
ferential leucocyte count and evaluation of the
blood smear. ITP is characterized by a platelet de-
crease below 10-20x1091. There can be relative or
absolute lymphocytosis or eosinophilia. If other
abnormailities are found (anaemia, leukocytosis,
leukopenia, markers of hemolysis or morphologi-
cal changes in the blood elements), it is necessary
to broaden the diagnostic search for other causes
of the thrombocytopenia: inherited thrombocyto-
penias, aplastic anaemia, viral infections (EBYV,
CMYV, Parvovirus B19), connective tissue diseases
etc. Bone marrow aspiration is only indicated in
the case of other pathological findings in the
blood count and/or clinical picture.

Standard treatment approach to acute ITP in-
cludes: patient observation without treatment (so
called “wait and see” method), steroids and high
dose intravenous immunoglobulins. Treatment of
the chronic form is always problematic and should
be handled by experienced paediatric haematolo-
gists. Immunosuppressant drugs, immunomodu-
lators and splenectomy are used. Promising re-
sults have been reported for anti CD20
monoclonal antibody and thrombopoietin mime-
tics.

Supported by VZ MSM 6198959205.




TRANSPLANTACE KMENOVYCH BUNEK
KRVETVORBY S POUZITIM
ALTERNATIVNICH DARCU

Sedlaéek P, Keslova P., Formankova R.,
Krél L., Matulova M., Stetsko A., Riha P,,
Hubacéek P., Stary J.

Klinika détské hematologie a onkologie UK 2. LF' a FN
Motol, Praha

Alogenni transplantace kmenovych bunék krve-
tvorby muze byt jedinou kurativni metodou pro
pacienty s nékterymi formami malignich onemoc-
néni, vrozenymi ¢i ziskanymi poruchami krvetvor-
by, metabolismu ¢i imunity.

Nejvhodnéjsim darcem je zdravy imunologicky
vhodny sourozenec (shoda v alelach I. a II. tiidy
systému HLA). V sou¢asné dobé ale v rodinach vy-
znamné ubyva vlastnich sourozenct. U déti
v Ceské republice je §ance na nalezeni vhodného
sourozence niz8i nez 15 %. Stoupa proto potieba
hledat vhodné alternativni darce.

Podle soucasnych kritérii vybéru vhodného dar-
ce v registrech nepiibuzenskych darct se Sance na
nalezeni darce pohybuje pro kavkazskou populaci
kolem 65-70 %. Stale tedy zustava vysoké procen-
to téch, pro které se snazime najit alternativni dar-
ce vétSinou s niz§i mirou shody. Problémem ale je
vys8i riziko nasledného rozvoje Zivot ohrozujicich
infekénich a imunologickych komplikaci. V ptipadé
nedostupnosti HLA identického darce (rodinného
¢i darce z registru) je mozno pouzit rodinného jen
Casteéné shodného darce (haploidentického)
s nutnosti laboratorni tpravy $tépu pred podanim
(deplece piedevsim T lymfocytia). Takova trans-
plantace ,pies bariéry“ je velmi naroéné pro vyso-
ké riziko netuspéchu (relaps malignity, rejekce $té-
pu, vysokd peritransplantaéni mortalita).
V poslednich letech se vhodnou alternativou stava
moznost pouziti i ¢asteéné neidentické neptibuzen-
ské pupecénikové krve. Tato varianta, diive pouZi-
vané predevsim u déti, je nyni stale ¢astéji indiko-
vana za ur¢itych omezeni i u nékterych dospélych
piijemct. Vysledky transplantaci s pouzitim alter-
nativniho darce jsou piedevsim ovlivnény celko-
vym klinickym stavem pacienta a jeho zakladniho
onemocnéni pied samotnou transplantaci. P#i po-
uziti HLA identického darce z registru jsou vysled-
ky preziti stejné jako p¥i pouziti identického souro-
zence, ale komplikace jsou ¢astéjsi.

Program transplantaci krvetvornych bunék
u déti zacal na naSem pracovisti v roce 1989
a zpotatku pievazovali mezi darci identic¢ti souro-
zenci. V poslednich letech je uz vétSina pacienti
transplantovana Stépem neptibuzenského darce
(nad 70 %). Pti pouZiti alternativnich darcua lze tak
najit vhodného darce témét pro kazdého détského

pacienta a transplantaci provést s pfijatelnou mi-
rou rizika.

Cadstecné podporeno MZOFNM2005.

HEMATOPOIETIC STEM CELL
TRANSPLANTATION USING
ALTERNATIVE DONOR

Sedlaéek P., Keslova P., Formankova R.,
Krél L., Matulova M., Stetsko A., Riha P.,
Hubacek P., Stary .

Department of Pediatric Hematology and Oncology,
2nd Medical School and University Hospital Motol,
Prague, Czech Republic

Allogeneic hematopoietic stem cell transplanta-
tion (HSCT) is considered as the only curative
option for patients with certain type/stage of ma-
lignant disease, congenital or acquired disorder of
hematopoiesis, metabolism or immunity.

As a standard donor HLA identical healthy sib-
ling (matched in HLA alleles class I and II) is con-
sidered. However number of full siblings in fami-
lies is constantly decreasing. The chance for
identification of fully HLA matched sibling though
is less than 15%. Therefore there is increasing
need to search for alternative donor.

According to current selection criteria the chan-
ce to find suitable unrelated donor in registries
worldwide is 65—70% for patients of Caucasian ra-
ce. Still for high proportion of patients indicated
for HSCT we need to identify less identical alter-
native donor. Therefore we observe more life-thre-
atening infections and immunological complica-
tions. In case no HLA identical donor (related or
unrelated) is available, partially matched (haplo-
identical) family donor could be used following ne-
cessary laboratory manipulation of the graft
(T cell depletion). Such transplantation “beyond
barriers” is very challenging for high risk of failu-
re (relapse of malignity, rejection of the graft, high
peri-transplant mortality). Over last years use of
even partially mismatched unrelated cord blood is
considered as a reasonable alternative. This
option, previously used mostly in children, is with
some limitations more frequently indicated also
in some adults. Results of transplantations using
alternative donor are mostly affected by general
clinical status of the patient and stage of disease
at the time of transplantation. Results are fully
comparable when using HLA identical unrelated
donor from registry or fully HLA identical sibling
in terms of overall survival, but complications are
still more frequent.

Program of HSCT in children started at our in-
stitution in 1989 and at the beginning HLA iden-
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tical siblings as donors dominated. Recently majo-
rity of patients are transplanted using graft from
unrelated donor (above 70%). Using all types of al-
ternative donors we are able to identify suitable
donor for almost every child indicated for HSCT
with acceptable risk.

Partly supported by MZOFNMZ2005.

OSUD DETI LECENYCH PRO AKUTNI
LYMFOBLASTICKOU LEUKEMII PODLE
PROTOKOLU ALL-BFM 90 A ALL-BFM 95
- DLOUHODOBE SLEDOVANI

Smisek P.1, Stary J.1, Janotova L.1,
Gajdos P.1, Blazek B.2, Cerna Z.3, Hak J.4,
Hrstkova H.5, Jabali Y.6, Mihal V.7,
Prochazkova D.8, Stérba J.9

IKlinika détské hematologie a onkologie FN Motol,
Praha

2Détskd klinika, FN Ostrava

3Détska klinika, FN Plzer:

4Détskd klinika, FN Hradec Kralové

5. détskd klinika FN Brno

6Détska klinika, Ceské Budéjovice

7Détskd klinika, FN Olomouc

8Détskd klinika, Masarykova nemocnice, Usti nad Labem
9Klinika détské onkologie FN Brno

Lécba déti s akutni lymfoblastickou leukémii
(ALL) je v Ceské republice (CR) od 80. let minulé-
ho stoleti sjednocena a probiha podle protokola
BFM. Prvnim spoleénym terapeutickym protoko-
lem byl ALL-BFM 83. Poc¢ate¢ni absence jednotné
databaze a postupné zavadéni protokolu
v jednotlivych centrech neumoznuje kvalitni sta-
tistické zpracovani. V letech 1990-1996 probihala
lécba podle protokolu ALL-BFM 90. Do této stu-
die bylo zatazeno 350 déti. V letech 1996-2002 byl
pouzivan protokol ALL-BFM 95. Léceno podle néj
bylo 380 pacientt.

Desetileté preziti bez udalosti u déti 1é¢enych
protokoly ALL-BFM 90 a ALL-BFM 95 se nelisi
(EFS=170,5+2,4 %, resp. 72,1 + 2,3 %), je ale trend
k signifikantné lepsimu celkovému preziti na pro-
tokolu ALL-BFM 95 (OS = 76,6 + 2,3 %, resp. 80,2
+ 2,1 %). Méné se vi o dalsim osudu 1ééenych pa-
cientt1, o jejich zdravotnim stavu a piipadnych
komplikacich v del$im odstupu od chemoterapie.
Zjistovali jsme soucasny stav déti 1é¢enych uvede-
nymi protokoly. K 31. 12. 2008 v remisi preziva 267
(76,3 %) pacientt 1é¢enych podle protokolu ALL-
BFM 90. V poslednim roce bylo vySetieno 216
(80,9 %) z nich, déle nez 5 let nebyl kontakt se 14
détmi. Pacientu 1é¢enych podle ALL-BFM 95 Zije
306 (80,5 %), v poslednich 12 mésicich jsme vySet-
rili 290 (94,8 %), vice nez 5 let zustavaji bez kon-
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taktu pouze 3 déti. Sekundarni malignitu jsme za-
znamenali u 5 (ALL-BFM 90), resp. u 2 (ALL-BFM
95) pacientt. 3x jsme diagnostikovali Hodgkintv
lymfom, 1x akutni myeloidni leukémii, 1x histio-
cytarni sarkom, 1x astrocytom a 1x karcinom mlé¢-
né zlazy u chlapce. Kumulativni riziko vzniku se-
kundarni malignity je 1,9 + 0,8 % (ALL-BFM 90)
a 0,6 £ 0,4 % (ALL-BFM 95). V soucasné dobé je
vétSina sledovanych pacientd bez vyznamnych
zdravotnich obtizi, pokracuje ve studiu nebo pra-
cuje. Jeden pacient ma priznany invalidni dtachod,
dva jsou nezaméstnani. 190 pacientt studuje ¢i
ukondilo stfedni §kolu nebo uéebni obor, 47 pacien-
tt absolvovalo nebo studuje $kolu vysokou. Pouze
mensi ¢ast pacientu vyzaduje pravidelné sledova-
ni odbornym lékarem. K ¢astéjsim obtizim patii
endokrinopatie (44 dé&ti), ortopedické potize (35 dé-
ti) a neurologické problémy (11 déti). 24 pacientt
jiz zaloZilo rodinu a maji jedno ¢i dvé déti.
Uvedena data dokumentuji ispé$nost 1é¢by dét-
ské ALL v CR, sou¢asné potvrzuji vhodnost dlou-
hodobého sledovani pacientt po chemoterapii.

Podporovano MZOFNMZ2005.

LONG-TERM FOLLOW-UP OF CHILDREN

TREATED FOR ACUTE LYMPHOBLASTIC

LEUKEMIA ACCORDING TO PROTOCOLS
ALL-BFM 90 AND ALL-BFM 95

Smisek P.1, Stary J.1, Janotova L.1,

Gajdos P.1, Blazek B.2, Cerna Z.3, Hak J.4,
Hrstkova H.5, Jabali Y.6, Mihal V.7,
Prochazkova D.8, Stérba J.9

IDepartment of Pediatric Hematology-Oncology,
University Hospital Motol, Prague, Czech Republic
2Department of Pediatrics, Teaching Hospital Ostrava,
Czech Republic

3Department of Pediatrics, Teaching Hospital, Pilsen,
Czech Republic

4Department of Pediatrics, Teaching Hospital, Hradec
Kralové, Czech Republic

5Department of Pediatrics, University Hospital, Brno,
Czech Republic

6Department of Pediatrics, Regional Hospital, Ceské
Budgéjovice, Czech Republic

"Department of Pediatrics, University Hospital, Olo-
mouc, Czech Republic

8Department of Pediatrics, Masaryk s Hospital, Usti
nad Labem, Czech Republic

9Department of Pediatric Oncology, University
Hospital, Brno, Czech Republic

Therapy of children with acute lymphoblastic
leukemia (ALL) was unified during second half of
1980s. Since than children with ALL are treated
according to BFM protocols. During 1990-1996




350 patients were enrolled into ALL-BFM 90 stu-
dy, during 1996-2002 380 children into ALL-BFM
95 study.

Event free survival (EFS) comparing both stu-
dies is similar (ALL-BFM 90: EFS=70.5+2.4%, ALL-
BFM 95: EFS=72.1+2.3% ). There is a trend toward
a significantly better survival in ALL-BFM 95
(0S=76.6+2.3%, resp. 80.2+2.1%, P=0.18). Seven
children were diagnosed with second malignancy
(3 patients —Hodgkin s diseaase, 1 patient — acute
myleoid leukemia, astrocytoma, histiocytar sarcoma

and breast carcinoma). Cumulative risk of second
neoplasms was 1.9+0.8% at 15 years from diagnosis
in ALL-BFM 90, and 0.6+0.4% at 10 years in
ALL-BFM 95. Sustained complete remission is do-
cumented in 267 (76.3%) children treated according
to ALL-BFM 90 and 306 (80.5%) children in
ALL-BFM 95. Most of patients are without any se-
rious health troubles, only minority of them are su-
pervised by specialists for long term problems.

Supported by MZOFNMZ2005.

PEDIATRIE A CARO (SYMPOZIUM CESKE ALIANCE
PROTI CHRONICKYM RESPIRACNIM ONEMOCNENIM)

CARO - JEHO VZNIK A CILE

CARO - ITS ORIGIN AND AIMS

Kolek V.

Klinika plicnich nemoci a tbe, Lékarskd fakulta
Univerzity Palackého a FN Olomouc

CARO (Ceska aliance proti chronickym respi-
raénim onemocnénim) bylo zaloZeno 28. 11. 2007
za podpory asi dvaceti partnerskych organizaci
a Svétové zdravotnické organizace (WHO). Krat-
ce po svém vzniku byl dosaZen prvni cil, kterym
bylo splnéni viech podminek k p¥ijeti CARO me-
zi ¢leny globalni aliance GARD (Globalni aliance
proti chronickym respiraénim onemocnénim),
k némuz doglo 31. 5. 2008 v Istanbulu. CARO se
tak stalo rovnopravnym ¢lenem GARD — WHO
a predstavitelem Ceské republiky v této organi-
zaci, ktera sdruzuje pies 40 zemi. CARO prosa-
zuje vSechny aktivity smétujici k podpote zdravé-
ho Zivotniho prostfedi, protikuiacké postoje,
zlepSeni ¢asné diagnostiky a lécby neinfekénich
respiraénich nemoci, na néZ umira roéné 4 az
5 milion® lidi. V CR je to asi 8000 a hlavnimi
zdravotnickymi problémy jsou CHOPN, asthma
bronchiale, karcinom plic, cystické fibréza, span-
kové poruchy, plicni fibrézy a dalsi. Soucéasti akti-
vit je prezentace CARO na odbornych jednanich
CPFS, CSAKI i jinych spoleénosti, podpora publi-
kaci v odbornych ¢asopisech, tvorba inovaénich
a védeckych projektt. Zakladni strategii je dlou-
hodoby Program narodniho boje proti chronickym
respiraénim onemocnénim a jeho postupné napl-
novani.

V tomto roce se nejvyznamnéjsi respiraéni spo-
le¢nosti sdruzily do celosvétového Fora (FIRS),
které vyhlasilo rok 2010 jako rok plic. CARO bylo
osloveno, aby se do této aktivity zapojilo. Rok plic
by mél upozornit na spoleéenskou zavaznost re-
spiraénich nemoci jako celku a s tim souvisejici po-
trebu fesit mnoho pretrvavajicich problému.

Kolek V.
Department of Respiratory Medicine, University
Hospital Olomouc, Czech Republic

CARO (Czech Alliance against Chronic Respi-
ratory Diseases) was established under the sup-
port of 20 partners and the World Health Organi-
zation on the 28 th of November 2007. Soon after
its origin the first step was achieved: fulfilment of
all conditions for membership acceptance of
GARD (Global Alliance against Chronic Respira-
tory Diseases). It was acknowledged on 31 st May
2008 in Istanbul. Since this time CARO became
a full member of GARD-WHO and a exclusive re-
presentative of CR in this organization joining mo-
re than 40 countries. CARO advocates all activi-
ties aiming the healthy environment, antismoking
campaigns, improving strategies of early detection
and treatment of non-communicable respiratory
diseases, which are the cause of death of 4 to 5 mil-
lion of people worldwide. In the Czech Republic
8 000 people die per year and main problems are
Chronic Obstructive Pulmonary Disease, bron-
chial atshma, lung cancer, cystic fibrosis, sleep di-
sturbances, lung fibroses and others. Particular
parts of CARO activities are presentations in mee-
tings, publications, innovative and scientific pro-
jects. The basic long lasting strategy is the Pro-
gramme of the Fight against Chronic Respiratory
Diseases and its step by step realization.

In this year, all the biggest respiratory socie-
ties jointed in a Forum, which proclaimed the
year 2010 the Year of the Lung. CARO was addres-
sed to take part in the worldwide activity. Year of
the Lung should alert the burden of the respirato-
ry diseases as a complex and stress the associated
necessity to manage all up till now non-resolved
problems.
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CHRONICKA RESPIRACNI ONEMOCNENI
U DETI

Koptiva F.
Détska klinika LF UP a FN Olomouc

Choroby dychaciho dstroji jsou nejéastéjsi piici-
nou umrti déti v rozvojovych zemich a nej-
¢astgjsim onemocnénim v rozvinutych krajinach.
I pfes pokroky v pééi v neonatologii a pokles poc¢tu
ventilovanych déti v poslednim desetileti je asi
10 % novorozencu ventilovano po porodu. Tento
pocet predstavuje riziko stran dychacicho ustroji
do budoucnosti a déti by mély byt sledovany dét-
skym pneumologem. Diff. dg. problémem stale je
hodnoceni ,,wheezingu“ u déti. V centrech pro dé-
ti s chronickymi nemocemi dychaciho ustroji je
v pééi asi 41 % déti s asthma bronchiale, 19 %
s trachealni stendzou a tracheotomii, 5 % s hypo-
ventilaci, 4 % s bronchiektaziemi, 3 % s primarni
ciliarni dyskinezi a cystickou fibrézou.

CHRONIC RESPIRATORY DISEASES IN
CHLIDREN

Koptiva F.
Department of Paediatrics, Palacky University
Olomouc, Czech Republic

Respiratory disease is the most common cause
of mortality in children in underdeveloped econo-
mies and the commonest cause of morbidity in de-
veloped economies. The despite of the advances in
neonatology over the last decade approximately
10% newborns have to be ventilated. In this group
of patients we will anticipate higher incidence of
chronic lung diseases. The problems of preschool
wheezing disorders derive mainly from their de-
pendence on the single poorly characterised symp-
tom “wheeze” to encapsulate a complex set of asth-
ma-like disorders. These chronic diseases of
respiratory tract in children are enroled in rese-
arch institute for child health and devolopment —
41% bronchial asthma, 19% trachea stenosis and
tracheotomy, 5% central hypoventilation syndro-
me, 4% bronchiectasisi, 3% primary ciliary dyski-
nesia and cystic fibrosis.

PEDIATRICKY PROGRAM GARD -
CHRONICKA ONEMOCNENI HORNICH
CEST DYCHACICH

Spiéak V.
Deétské oddéleni FN Na Bulovce, Praha
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Chronicka respiraéni onemocnéni zaéinaji ve
své vétsiné uz v détském véku, éasto v prvnich le-
tech zivota. Proto pediatricka pracovni skupina
GARD ma v aktivitach aliance dulezitou dlohu.
Chronicka onemocnéni hornich cest dychacich —
alergickd ryma (AR), nealergicka ryma (NAR),
chronicka rinosinusitida (CHRS) s nosnimi polypy
nebo bez nich, se vyskytuji ve vSech vékovych sku-
pinach a patii k ¢astym stavim kazdodenni pra-
xe. Podil perzistujicich forem alergické rymy se
u nas zvysuje. Alergicka ryma je rizikovym fakto-
rem pro vznik astmatu. U nealergické rymy
a rinosinusitidy hraje tlohu bakterialni nebo vi-
rova infekce, zejména rinoviry. Spoustécem pii-
znakt NAR jsou i ndhlé zmény teploty, tabakovy
kout, chemicka drazdidla, polutanty. NAR u déti
zvy$uje jejich nemocnost, u astmatikt mtze zhor-
Sovat priznaky. U adolescentd jsou komplikaci
nosni polypy. Chronicka respiraéni onemocnéni
hornich cest dychacich jsou éasto podcenovana.
U casti déti nejsou priznaky pod kontrolou (tézka
forma). Lé¢ba vyzaduje spolupraci praktického 1é-
kaie se specialisty ORL a alergologie a klinické
imunologie.

PEDIATRIC PROGRAM OF GARD -
CHRONIC UPPER AIRWAY DISEASES

Spicak V.
Pediatric Dpt. Faculty Hospital Bulovka, Prague,
Czech Republic

Chronic Upper Airway Diseases (CUAD) start
with the symptoms mostly in childhood, very of-
ten during first years of life. Pediatric work group
of GARD has therefore important role. CUAD — al-
lergic rhinitis (AR), nonallergic rhinitis (NAR),
chronic rhinosinusitis (CRS) with and without na-
sal polyposis affect children and adults of all ages
and belong to disorders of daily practice. Number
of the persistent forms of AR is in our country inc-
reasing. Allergic rhinitis is a risk factor for asth-
ma. The NAR symptoms are elicited by bacterial
and viral infection and the triggers include gan-
ges in chmate, chemical agents, tobacco smoke,
pollutants. NAR in children increases their morbi-
dity and in asthmatic children can provoke asth-
ma exacerbation. Nasal polyps are important NAR
comorbidity namely in adolescents. CUAD are of-
ten underestimated. In part of children symptoms
are not under control (severe form — SCUAD). The
treatment requires efficient co-operation of pedia-
tric practitioner with specialists ENT an allergo-
logy and clinical immunology.
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PLENARNI PREDNASKY

E-LEARNINGOVY PORTAL SLOVENSKEJ
LEKARSKEJ KOMORY

Mesko D., Dragula M., Jurigova M.,
Turéek M.

Jesseniova lekdrska fakulta Univerzity Komenského,
Martin, Slovenskd lekdrska komora, Bratislava,
Slovensko

Slovenska lekarska komora (SLK) podala na
Ministerstvo zdravotnictva SR navrh projektu
a nasledne ziskala z Eur6épskeho socialneho fon-
du v rameci Opera¢ného programu Vzdelavanie ne-
navratny finanény prispevok na realizaciu projek-
tu: Tvorba a implementacia e-learningového
portalu pre vzdelavanie lekarov. Projekt vychad-
za z potreby systémovej koordinécie sustavného
vzdelavania slovenskych lekarov a zvySenia do-
stupnosti a flexibility vzdelavacich aktivit pre
nich. Bude k tomu vyuzivat najnovsie technolégie
vo forme e-learningového portalu, ¢im sa zvysi do-
stupnost a aktualnost poskytovanych informacii
pre cielovi skupinu v digitalnej podobe. Interneto-
va stranka pre lekarov s nazvom www.i-med.sk,
nebude nahradzat doterajsie sposoby vzdelavania
lekarov, bude ich dopliat. Bude to jednoducho
ovladatelny moderny nastroj na sistavné vzdela-
vanie a sebavzdelavanie.

E-learningovy portal bude sluzit ako nastroj:
* pre koordinaciu vzdelavacich aktivit SLK; * pre
vzdelavanie lekarov — ¢ast vzdelavacich aktivit or-
ganizovanych SLK bude spracovana do e-learningo-
vej podoby (textova a audiovizualna podoba, Power-
Pointové prezentacie, multimedialne videosekvencie
z odbornych podujati); * pre testovanie a pridelo-
vanie kreditov — v rdmci e-learningového systému
Gcastnici vzdelavania mozu spracovavat autodidak-
tické testy, ktoré budu sluzit na otestovanie ich ve-
domosti a nasledne im budu pridelené a evidované
kredity; * pre ziskavanie a vymenu odbornych infor-
mécii — virtudlna kniznica; * pre pripravu e-learnin-
govych ¢lankov napisanych pre e-learningovy por-
tal, alebo prelozené zahrani¢né ¢lanky.

Analyza vstupov do projektu pozostavala
z troch éiastkovych analyz: 1. Analyza existujtcich
portalov pre lekarov na Slovensku a vo svete;
2. Analyza sustavného vzdelavania lekarov na Slo-
vensku; 3. Analyza potrieb lekarov v oblasti ich
sustavného vzdelavania. Stucastou analyticke;j fa-

zy bola dotaznikova akcia o aktualnom stave digi-
talneho vzdelavania v medicine na Slovensku.

E-LEARNING PORTAL OF SLOVAK
MEDICAL CHAMBER

Mesko D., Dragula M., Jurigova M.,
Turéek M.

Jessenius School of Medicine Comenius University,
Martin, Slovak Medical Chamber, Bratislava,
Slovakia

Slovak Medical Chamber (SMC) applied
a project proposal to Ministry of Health of Slovak
Republic and received a non-repayable financial
contribution from European Social Fund in Ope-
rational Program Education for the project: For-
mation and implementation of e-learning portal for
medical education. Project background was coming
from a systemic coordination of continuing educa-
tion need for Slovak doctors and for an accessibili-
ty and flexibility of educational activities for them.
The project will apply up-to-date technologies in
the form of e-learning portal through which an inc-
reased availability and current information for tar-
get group in digital form will be provided. Web pa-
ge www.i-med.sk for doctors will not replace
present modes of medical education, it will comple-
ment them. Portal will provide user friendly smart
tool for continuing education and self-education.

E-learning portal as the tool: * for educational
activities coordination of SMC; * for education of
doctors — excerpts from educational activities will
be prepared in the form of e-learning (text, audio,
PowerPoint presentations, multimedial videose-
quence from scientific events); * for self-testing,
testing and credit awarding and evidence; * for the
scientific information acquisition and exchange —
virtual library; * for the e-learning papers prepa-
ration and foreign papers translation.

Entrance analysis of project consisted of from
three partial analyses: 1. Analysis of existing me-
dical portal in Slovakia and abroad; 2. Analysis of
continuing medical education in Slovakia; 3. Ana-
lysis of doctor demands in the area of continuing
medical education. A questionnaire about the ac-
tual status in the area of digital medical educa-
tion in Slovakia was a part of entrance analytical
phase of project.
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ADOLESCENTNI MEDICINA

VROZENE TROMBOFILNI DISPOZICE
A HORMONALNI ANTIKONCEPCE

Hadadova 1.

Oddéleni klinické hematologie, Fakultni nemocnice
Motol, Praha

Cil studie: Navrh doporuéeni pro screening
trombofilni dispozice pied zahajenim uzivani hor-
monélni antikoncepce.

Metody: Uvadime 21 dospivajicich divek,
u kterych vznikla tromboembolicka piihoda
v souvislosti s uzivAnim hormonalni antikoncepce,
jejich osobni a rodinnou anamnézu a vysledky vy-
Setieni trombofilnich dispozic.

Vysledky: Vrozena trombofilni dispozice byla
prokazana u sedmnécti divek, deset z nich mé po-
zitivni rodinnou anamnézu tromboézy. U vétSiny
nas$ich pacientek jsme zaznamenali dalsi ziskany
rizikovy faktor trombdzy.

Doporucéeni: Doporuc¢ujeme vySetieni trombo-
filie u pacientek s pozitivni anamnézou trombozy
u ptibuznych v prvni linii. VySetfeni musi byt za-
méieno na vrozené i ziskané rizikové faktory. Pa-
cientky s identifikovanou vrozenou trombofilni
dispozici bez pozitivni rodinné anamnézy maji byt
pouceny o situacich se zvySenym rizikem trombé-
zy a o jejich ¢asnych projevech.

V prdci byly pouZity vysledky VZ MZO FNM
2005.

INHERITED THROMBOPHILIC TENDEN-
CIES AND ORAL CONTRACEPTIVE PILLS

Hadacova I.
Department of Clinical Hematology, University
Hospital Motol, Prague, Czech Republic

Aim of study: Proposal of recommendation for
screening for thrombofilic tendencies in teenage
females prior to contraceptive initiation.

Methods: We present 21 teenage females who
developed venous thromboembolic events follo-
wing oral contraceptives, their personal a family
histories and thrombophilia evaluation results.

Results: Inherited thrombophilic risk factor is
present in 17 females, ten of them have positive
family history of thrombosis. Additional acquired
risk factors for clotting were identified in majori-
ty of our patients.

Recommendations: Our recommendation is

to screen patients who have positive first-degree
relative with thrombotic history. The evaluation
must assess congenital and aquired risk factor.
Adolescents identified with an inherited throm-
bophilia without positive family history of throm-
bosis may benefit from avoiding high risk situati-
ons and recognizing early signs and symptoms of
thrombosis.

Supported by the grant No. MZO FNM 2005.

HORMONALNI KONTRACEPTIVA
V DERMATOLOGII

Korandova H.
Kozni ordinace, Olomouc

Cilem piednasky bude podat pirehled androgen-
dependentnich dermatéz (SAHA syndrom) a jejich
klinické manifestace. Zminén bude na trovni teo-
retické vliv androgenti na ktzi a na cilové bunky
mazovych zlaz a trichocytt. Dale bude prezento-
van vyznam enzymu 5 alfa reduktazy typu 1 a 2
v periferni konverzi androgent na téchto cilovych
bunikach. Piednaska bude zaméfena predevsim na
diagnozu akné, jako nejéastéjsi androgendepen-
dentni dermatézu u adolescentnich divek. Z tohoto
hlediska bude podan ptehled o etiopatogenezi, kli-
nickych formach a terapii akné. Tento teoreticky
ptfehled ma za cil zdtraznit vyznam uziti hormo-
nalni antikoncepce v 1é¢bé jen stiedné tézké az
tézké formy akné. Z pohledu dermatologa bude po-
déan ptehled uzivanych hormonalnich kontracep-
tiv a jejich efektivity v 1é¢bé akné a jinych,
v adolescenci méné obvyklych androgendepen-
dentnich dermatéz. Zavérem bude zduraznéna
nutnost spoluprace dermatologa s détskym endo-
krinologem a gynekologem p#i zahéjeni terapie
téchto dermatéz hormonalnimi kontraceptivy
u adolescentnich divek.

HORMONAL CONTRACEPTIVES
IN DERMATOLOGY

Korandova H.
Department of Dermatology, Olomouc, Czech Republic

The main topic of the presentation are andro-
gendependent dermatoses (SAHA syndrom) and
their clinical manifestations. The theoretical re-
view of the influence of androgens on the skin and
targets cells of sebaceous glands and trichocytes
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is mentioned. As well the role of 5 alfa reductase,
type 1 and 2 in metabolism of androgens on target
cells is presented. The main part of the presenta-
tion is concentrated on acne with a view to the
problem focused on the adolescent girls. The issue
of acne includes its etiopathogenesis, clinical ma-
nifestation and therapy. This theoretical overview
is established to the deterioration of the usage of
the hormonal contraceptives only for moderate or
severe acne. It presents the overview of hormonal
contraceptives that are needed for the treatment
of acne and other androgendependent dermatoses
from the dermatologist point of view. In the treat-
ment of adolescent girls with hormonal contracep-
tives is the cooperation with pediatric endocrino-
logist and gynecologist essential.

NAPLN A PROVADENI PREVENTIVNICH
PROHLIDEK U ADOLESCENTU,
ZKUSENOSTI S HAK V AMBULANCI PLDD

Cabrnochova H.
Odbornd spolecnost praktickych détskych lékaii CLS
JEP

V lednu 2010 vstoupila v uéinnost novela vy-
hlasky o stanoveni obsahu a ¢asového rozmezi
preventivnich prohlidek. V novele této vyhlasky
se upravila napln jednotlivych preventivnich pro-
hlidek provadénych v ordinaci praktického lékaie
pro déti a dorost. Jednou z tuprav se stala
i problematika pouéeni vztahujici se ke zdravot-
nim rizikum a dasledktim souvisejicich se sexual-
nim Zivotem, véetné pouceni o chranéném sexu.
Obsahem preventivni prohlidky v 15 letech je
i doporuceni preventivniho gynekologického vyset-
feni. Zah4ajeni prevence je vSak bohuzel vyznam-
né vazano pravé na potiebu HAK, o jejimz uziva-
ni se dozvidame vétSinou aZz nasledné bez
moznosti se vyjadiit k pripadnym rizikam
s ohledem na zdravotni stav a pfipadné kontrain-
dikace. Jednim z ¢astych argumentu pro zahajeni
HAK se bohuzel stavaji faktory ,,médnosti“ bez
ohledu na skute¢éné zah4jeni sexualniho Zivota.

SCOPE AND PERFORMANCE OF
PREVENTIVE CARE EXAMINATIONS IN
ADOLESCENTS, EXPERIENCES WITH
HORMONAL CONTRACEPTION AT THE
PRACTITIONER’S FOR CHILDREN AND
ADOLESCENTS

Cabrnochova H.

Society for Primary Pediatric Care at the Czech
Medical Association of Jan Evangelista Purkyné,
Czech Republic

In January 2010 a new Amendment of the De-
cree on Determination of the Preventive Exami-
nation Scope and Frequency became effective. The
scope of individual preventive examinations held
in examination rooms of the Practitioner for
Children and Adults has been amended in this
Amendment. One of the changes is an issue con-
cerning the instruction of health risks and conse-
quences related to sexual life, including safe sex
instructions. The scope of preventive examination
of 15 year-old adolescents covers also a recommen-
dation of preventive gynaecological examination.
Launch of the prophylaxis is however significant-
ly connected with Hormonal contraception need,
the use whereof becomes known to us mostly later
without any possibility to discuss potential risks
for health condition and/or contraindications. One
of the frequent reasons for starting with hormo-
nal contraception is unfortunately an aspect of
a “trend” regardless the actual beginning of se-
xual life.

NASE ZKUSENOSTI

S TROMBOEMBOLICKOU CHOROBOU
U ADOLESCENTNICH DIVEK

S HORMONALNI ANTIKONCEPCI

Pospisilova D.
Détska klinika Lékarské fakulty Univerzity Palackého
a Fakultni nemocnice v Olomouci

Uvod: Tromboembolicka nemoc (VTE) je narti-
stajicim problémem v pediatrii. MiZe byt pFi¢inou
vyznamné morbitidy a mortality. ZvySena inciden-
ce tromboéz v détském véku je ovlivnéna celou ra-
dou faktort. Cilem prace bylo analyzovat rizikové
faktory VTE ve skupiné adolescentnich divek sle-
dovanych na pediatrickém klinickém pracovisti
v letech 2005-2009.

Pacienti a metody: Ve sledovaném obdobi by-
lo pro tromboembolickou nemoc lééeno 7 divek ve
véku 17-18 let (median 17,5 let). Byly podrobné
analyzovany udaje ziskané z rodinné a osobni ana-
mnézy. U vSech pacientek byla provedena nésle-
dujici vySetieni: hladina proteinu C, S, AT III, vy-
Settfeni Leidenské mutace (G1691A), mutace genu
koédujiciho protrombin (G20210A) a mutace genu
kodujicicho methylenetetrahydrofolate reduktazu
(Ce77T).

Vysledky: Vsechny pacientky uzivaly hormo-
nalni antikoncepci (HAK). Sest pacientek mélo po-
zitivni rodinnou anamnézu VTE, Zadn4a z nich ne-
byla v8ak na tyto udaje dotazovana pied
nasazenim HAK. U péti pacientek byl zjistén dal-
§i rizikovy faktor (kouieni, imobilizace, infekce).
U Sesti divek byla zjisténo vrozené trombofilni ri-
ziko.
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Zavér: Vrozené trombofilni riziko, a to piede-
v8im Leidenskd mutace, mohou v kombinaci
s hormondalni antikoncepci zvysit riziko vzniku
VTE az 35krat. Ostatni rizikové faktory, jako je
napiiklad infekce nebo imobilizace, mohou riziko
rozvoje VTE dale zvysit. Analyza vySe uvedeného
souboru jasné ukazuje, ze u v8ech divek pied na-
sazenim HAK by méla byt odebrana cilena ana-
mnéza se zaméfenim na vyskyt VTE v rodiné.
V pripadé jasné pozitivni anamnézy by mélo byt
provedeno vySetteni trombofilniho rizika a p¥i po-
zitivnim nalezu by mély byt divky podrobné pou-
¢eny o realném riziku vzniku VTE.

OUR EXPERIENCE WITH VENOUS
THROMBOEMBOLISM IN ADOLESCENT
GIRLS ON ORAL CONTRACEPTIVE PILS

Pospisilova D.
Department of Paediatrics, Palacky University,
Olomouc, Czech Republic

Introduction: Venous thromboembolism
(VTE) seems to be an increasing problem in pae-
diatrics and represents a cause of substantial mor-
bidity and even mortality. Increased incidence of
VTE is influenced by many factors. The aim of this
study was to analyse risk factors of VTE in
a group of adolescent girls followed at the Depart-
ment of Paediatrics between 2005 and 2009.

Patients and methods: Seven girls aged
17-18 years were treated for venous thromboem-
bolism between 2004 and 2009. Detailed family
history of thromboembolic events and additional
risk factors of thrombosis were analysed in each
case. The following tests were performed: protein
C, S, AT III levels, Factor V Leiden (Factor
V G1691A), prothrombin gene mutation G20210A,
and C677T mutation in the methylenetetrahydro-
folate reductase (MTHFR).

Results: All the patients were on oral contra-
ceptive pils (OCP). Six of them had a positive fa-
mily history of VTE, but none of them had ever
been asked about these facts or tested for inherited
thrombophilia before the start of OCP. Five girls
were or had been exposed to other possible risk fac-
tors such as smoking, immobilization or infection.
In 6 patients, inherited thrombophilia was proved.

Conclusions: Factor V Leiden and other inhe-
rited thrombophilic risks in combination with
OCP can increase the risk of thrombosis up to 35x.
Other factors such as infection and immobiliza-
tion can substantially contribute to the develop-
ment of VTE. Our patient group confirmed the
published data. Our experience strongly suggests
that adolescent girls with a clear family history of
VTE planning to take contraceptive pills should

be screened for thrombophilic defects and in the
case of positivity, careful explanation and ade-
quate warning should be provided to them in or-
der to prevent any future thrombotic morbidity or
mortality incidents.

HORMONALNI KONTRACEPTIVA
U ADOLESCENTNICH DIVEK

Snajderova M.
Pediatrickd klinika UK 2. LF a FN Motol, Praha

Cilem sdéleni je shrnout soucasné pristupy, be-
nefit a askali podavani kombinovanych hormonal-
nich kontraceptiv (HAK) u adolescentnich divek.

Hormonalni  kontraceptiva mohou byt
u adolescentek predepisovana k zabrané poceti
(podle nasi legislativy pti dosazeni véku 15 let),
nebo z 1é¢ebné indikace. Hormonalni kontracepci
k zabrané poceti zadaji nejen divky zdravé, ale
i divky s chronickymi chorobami. Indikaci
k lé¢ebnému pouziti mohou byt hyperandrogenni
stavy s koznimi projevy (akné, hirsutismus), ¢as-
to provazené poruchou menstruaéniho cyklu (syn-
drom polycystickych ovarii). Hormonalni kontra-
ceptiva mohou byt téz 1écebné podavana k regulaci
menstruaéniho cyklu. V nékterych ptipadech se
HAK podavaji k hormondlni substituci
u dospivajicich divek s hypogonadismem, cilem je
zlepsit vyvoj délohy po pfedchozim navozeni me-
narché klasickou hormonalni substitu¢ni 1lé¢bou
(naptiklad u Turnerova syndromu). Podavani
HAK vzdy piislusi erudovanému odbornikovi, kte-
rym je u adolescentek détsky endokrinolog
a détsky gynekolog, pripadné ve spolupraci
s uvedenymi odborniky téz détsky dermatolog.
U divek s chronickym onemocnénim je mezioboro-
va spoluprace nezbytna. Vzdy musi byt dodrZzeny
zasady bezpecénosti 1é¢by, véetné vylouéeni hemo-
koagulaéni poruchy (rodinné a osobni anamnéza
tromboembolické nemoci, obvykle téz laboratorni
a dalsi vySettfeni). Volba preparatu s ohledem na
aplikaéni formu a obsah podavanych hormonu pii-
slusi odbornému 1ékaii — specialistovi pro adoles-
centni vék. Divky musi byt pti podavani HAK pra-
videlné sledovany.

Zavéry: Problematika podavani hormonéalnich
kontraceptiv v adolescenci nabyva stoupajiciho vy-
znamu. Je nutné mit na zieteli p¥inos i rizika po-
davani téchto preparatdt podavanych jak
k zabrané poceti u dospivajicich divek, tak
i k 1é¢bé u nékterych indikovanych stava. Lécbu
musi indikovat a odborny dohled musi mit prislus-
ny odbornik pro adolescentni vék.
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HORMONAL CONRACEPTIVES
IN ADOLESCENCE

Snajderova M.

Department of Paediatrics, 2nd Medical School, Char-
les University and University Hospital Motol, Prague,
Czech Republic

Aim of this presentation is to summarize con-
temporary outlook, benefits and problems in
prescribing combined hormonal contraceptives
pills (COCP) to adolescent girls.

Oral hormonal contraceptives can be prescribed
to adolescent girls for birth control (as per our legis-
lation when they reach 15 years old), or from treat-
ment indication. Prescription for COCP is asked for
not only by healthy girls but also by girls with chro-
nic illnesses. Indication for treatment use can be
hyperandrogenism with skin disorders (such as ac-
ne, hirsutism) often accompanied by disorder of
menstrual cycle (PCO, polycystic ovaries syndro-
me). COCP may also be prescribed for regulation of

menstrual cycle. In some cases COCP is needed as
a hormonal substitution for adolescent girls with
hypogonadism to improve development of uterus
after achievement of arteficial menarche by classic
hormonal substitution treatment (such as in some
girls with Turner Syndrome). Prescribing of COCP
needs to be done by qualified specialist for adoles-
cent and paediatric endocrinology, by paediatric gy-
naecologist, or by paediatric dermatologist possib-
ly with cooperation with the above. For girls with
chronic illness, cooperation between these branches
is necessary. Safety of treatment with COCP must
be adhered to, including eliminating risks of throm-
botic diseases (family and personal history, labora-
tory and other examination). Girls who are prescri-
bed COCP must be monitored regularly.

Conclusions: Problems of prescribing COCP
to adolescents is gaining importance. It is impor-
tant to consider benefit and also risk with these
preparations being prescribed to birth control and
also for some of the indicated medical conditions.
The treatment and expert supervision must be do-
ne by qualified specialist for adolescent age.

GASTROENTEROLOGIE, HEPATOLOGIE A VYZIVA

CILENY SCREENING CELIAKIE

Frithauf P.
Klinika détského a dorostového lékarstvi UK 1. LF
a VFN, Praha

Vzhledem k tomu, Ze je celiakie jednou
z nejéastéjsich chronickych chorob v détském véku
a nové poznatky ukazuji, Ze kromé klasickych
gastrointestinalnich manifestaci se vyskytuje
i jako oligosymptomaticka gastrointestinalni for-
ma ¢ ma pouze extraintestinalni projevy
a dokonce muize byt klinicky néma, je navrhovano
provadét cileny screening tohoto onemocnéni.

Indikace k provadéni screeningu:

1. rizikové osoby — sourozenci a rodic¢e nové dia-
gnostikovaného pacienta, v ptipadé zjisténé celia-
kie u sourozencu a rodi¢d je doporuéeno vysSetiit
bratrance, sestienice, tety, stryce a prarodice,
v rodinach s viceetnym postiZzenim je vhodné vy-
Setfeni protilatek opakovat za 2—3 roky

2. podezielé symptomy — kozni projevy charak-
teru vesikularniho exantému, prijem, abytek té-
lesné hmotnosti, porucha rastu, pubertas tarda,
hypoplazie zubni skloviny, deprese, poruchy chova-
ni, neurologick4 symptomatologie (ataxie, polyneu-
ropatie), osteopatie (rachitis, osteoporéza)

3. laboratorni projevy — anémie nereagujici na
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obvyklou terapii, nizké sérové Zelezo, izolované
zvySeni AST/ALT, izolovany deficit IgA

4. rizikové choroby — dermatitis herpetiformis,
Downuv a Turnertv syndrom, autoimunitni cho-
roby: diabetes mellitus 1. typu, thyreoiditida, he-
patopatie — hepatitida, primarni sklerozujici cho-
langitida, biliarni cirhéza, choroby pojiva,
systémovy lupus erythematodes, Sjogrentv syn-
drom, IgA neuropatie

1. krok — u vySe uvedenych se provadi stano-
veni autoprotilatek k tkanové transglutaminéze
ve tridé IgA (AtTGA-IgA) a celkového IgA, pii de-
ficitu IgA se stanovi protilatky proti transgluta-
minaze ve t¥idé IgG (AtTGA-IgG).

2. krok — pti pozitivnim nalezu v prvnim kroku
je indikovano histologické vySetfeni sliznice ten-
kého streva v situaci, kdy je proband zatizen lep-
kem (tj. neni nasazena bezlepkova dieta).

IKTERUS NOVOROZENCU A KOJENCU

Kotalova R.
Pediatricka klinika UK 2. LF a FN Motol, Praha

Jedna se o souborné sdéleni problematiky ikteru
v novorozeneckém a kojeneckém véku, se zaméirenim
na diferencialni diagnostiku fyziologické Zloutenky
a zloutenky kojeného ditéte k patologickému ikteru.




V dalsi ¢asti je feSena problematika cholesta-
tického ikteru - diferencialni diagnostiky
a doporuéenych terapeutickych postupt. Jeho in-
cidence je 1:2500 Zivé narozenych, je projevem na-
sledujicich onemocnéni:
extrahepatalni pri¢iny: bilidrni atrézie, cysta cho-
ledochu, syndrom zlucové zat-
ky
cholelitiaza

intrahepatalni pfi¢iny: neonatalni hepatitidy —
infekéni nebo idiopatické (ev.
autoimunitni)
syndromaticka (Alagilletv syn-
drom) a nesyndromaticka hy-
poplazie intrahepatalnich zlu-
¢ovych cest

metabolickd onemocnéni: deficit o;-antitrypsinu,
galaktozémie, tyrozinémie (he-
reditarni fruktézova intoleran-
ce),
glykogenéza 4. typu, neonatal-
ni hemochromatéza
Wolmanova choroba, Niemann-
Pickova choroba,
vrozené poruchy metabolismu
Zluéovych kyselin,
progresivni familidrni intrahe-
patalni cholestaza typ 1 a 2
cysticka fibréza, peroxizmalni

poruchy

endokrinni onemocnéni: hypotyredza, hypopitui-
tarismus

ostatni: Downtv syndrom, Edwardsuv
syndrom

cholestaza asociovana s 1éky
(furosemid, chloralhydat, ceft-
riaxon) a parenteralni vyzivou
Sok, bakterialni sepse
Sdélenim je prezentovana nutnost stanoveni
hladiny celkového a konjugovaného biliru-
binu a zhodnoceni barvy stolice p¥i ikteru
trvajicim déle nez 14 dnt po narozeni.

THE JAUNDICE IN INFANTS

Kotalova R.

Department of Paediatrics, Charles University 2nd
Medical Faculty, University Hospital Motol, Prague,
Czech Republic

Review of the jaundice in infants. Point of view
is the differential diagnosis of the physiological
jaundice and the breast-feeding jaundice to the
pathological icterus.

Current practise is to investigate jaundice in
any infant who is 14 days old, to determine whet-

her unconjugated or conjugated hyperbilirubine-
mia is present.

RACIONALNI INDIKACE PROBIOTIK

Nevoral J.
Univerzita Karlova v Praze, 2. lékarska fakulta
a Fakultni nemocnice Motol, Pediatricka klinika

Probiotikiim je v poslednich letech vénovana
zvySena pozornost. Existuje velké mnozstvi pra-
ci, které hodnoti jejich iéinek u riznych onemoc-
néni, ale jen pomérné malo studii je skuteéné
kvalitnich. Hodnoceno je pouziti probiotik
v soucasné klinické praxi a prukaznost jejich
ucdinnosti. Bylo zji§téno, Ze probiotika jsou uéin-
né pii 1é¢bé akutniho prajmového onemocnéni,
prujmech pi#i lécbé antibiotiky a p¥i préjmech ce-
stovateld. Studie rovnéz doloZily jejich ucinnost
pii udrzovani remise v 1é¢bé idiopatické prokto-
kolitidy. Preparat slozeny z nékolika probiotic-
kych kment také vyznamnym zptsobem snizil
pocet relapst chronické pouchitidy. Ze zavéra
studii vyplynulo, Ze podavani probiotik vyznam-
nym zpusobem omezilo riziko tézké nekrotizuji-
ci enterokolitidy a mortality nedonoSenych déti.
Hodnocen je vyznam probiotik v primarni pre-
venci alergii. Studium 1ééebného pouziti probio-
tik vyzaduje randomizované, dvojité slepé, place-
bem kontrolované studie, jen tak lze dobie
posoudit iéinnost a bezpecénost jednotlivych pro-
biotik. Souéasné znalosti ukazuji, Ze peroralni
podavani probiotik muzZe byt prokazatelné 1ééeb-
né uziteéné u nékterych nemoci.

REASONABLE ADMINISTRATION OF
PROBIOTICS

Nevoral J.

Department of Paediatrics, 2nd Medical School of the
Charles University of Prague and University Hospital
Motol, Prague, Czech Republic

There are many studies dealing with probiotics
and their clinical efficacy in the treatment of va-
rious diseases, but only few studies have the best
quality. In this review we evaluate contemporary
usage of probiotics in clinical praxis. Probiotics
were found to be effective in the treatment of acu-
te infectious diarrhoea, antibiotic-associated diarr-
hoea and traveller’s diarrhoea. Probiotics also re-
duce significantly amount of relapses in chronic
pouchitis. The treatment with probiotics signifi-
cantly limits risk for necrotizing colitis and its
mortality in preterm infants. The role of probio-
tics in primary prevention of allergic diseases is
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also evaluated. Research of therapeutical efficacy
of probiotics needs further randomised, double
blind, placebo controlled studies. Contemporary

evidence shows that the administration of probio-
tics is demonstrably helpful in the treatment of
some disease.

PRIMARNI PECE

OCKOVANI DETSKE POPULACE V CR
V ROCE 2010

Cabrnochova H.
Odbornd spolecnost praktickych détskych lékaii CLS
JEP

Rok 2010 p#inasi velmi vyznamnou zménu
v ofkovani détské populace. O¢kovani proti pneu-
mokokovym nakazam bylo zavedeno od 1. 1. 2010
jako nepovinné o¢kovani ve schématu 3+1 davka.
Pravé dhrada tohoto o¢kovani z vetejného zdra-
votniho pojisténi piinesla celou ¥adu novych po-
hledt i na dalsi budoucnost hrazeni o¢kovacich 1a-
tek pouzivanych pro povinna o¢kovani, dava nam
moznost uvazovat, jakou cestou se v CR vydame
praveé z pohledu thrady ockovacich latek, ale také
ukaze, jakou proockovanost dosahujeme v piipadé
nepovinného o¢kovani, které je ale plné hrazené.
Data o prooc¢kovanosti détské populace v piipadé
nepovinnych o¢kovani, ktera nejsou dosud hraze-
na, nam ukazuji, jakou cestou se mame v piipadé
konkrétnich ofkovacich latek vydat, na jakou po-
pulaci je nutné se v budoucnu zaméiit.

CHILDHOOD IMMUNISATION IN THE
CZECH REPUBLIC IN 2010

Cabrnochova H.

Society for Primary Pediatric Care at the Czech
Medical Association of Jan Evangelista Purkyné,
Prague, Czech Republic

The year 2010 has brought a great change in
childhood immunisation. Vaccination against
pneumococcal infections was introduced on Ja-
nuary 1, 2010 as an optional vaccination in a 3+1
dosage schema. And it is the coverage of this vacci-
nation from the public health insurance system
that also opened a wide range of new views on the
future payment system of vaccines used for com-
pulsory vaccination, that allows us to consider the
chosen method in the Czech Republic especially in
regard of vaccine compensation, and that will
show what vaccination rate is achieved in optio-
nal vaccination which is fully compensated. Child
vaccination rate data, those that apply to optional
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vaccinations that are still not compensated, can
guide us in our decisions on certain vaccines and
which population should be targeted in the future.

SYNDROM NAHLEHO UMRTI KOJENCE
V ROCE 2010

Houstkova H.
Pediatrickd klintka UK 1. LF a IPVZ ve Fakulini
Thomayerové nemocnici, Praha

Syndrom nahlého umrti kojence (SIDS) je nej-
Castéjsi pricinou amrti kojencti ve véku od 1 mési-
ce do 1 roku. Pfes intenzivni vyzkum probihajici
od Sedesatych let je etiologie stale nejasna. Dile-
zité je definovat neekané umrti kojence (SUID —
sudden unexpected death), kdy je pti pitevnim vy-
Setfeni odhalena pi#i¢ina tmrti kojence. Proto by
jako SIDS neméli byt oznacovani nahle — neceka-
né zemieli kojenci, ktefi nebyli pitvani. Pt#i¢ina
SIDS je multifaktorialni, v kombinaci s rizikovymi
faktory. Rizikové faktory jsou ze strany ditéte,
matky, jsou to i zevni rizikové faktory (poloha na
btigku, koureni matky zejména v téhotenstvi, pre-
hiivani kojence), rasova ptislusnost a rada dal-
§ich.V poslednich 20 letech vyznamné poklesl po-
¢et kojenct umirajicich na SIDS — podle nékterych
udaju o 40-90 %. Nejvyznamnéji se na poklesu
SIDS podili ,back to sleep” kampan. V ¥adé ptipa-
da ,,SIDS“ je nachazena molekularné biologicka
pri¢ina necekaného umrti. Nelze vyloudit, Ze ¢a-
sem budeme umét 1épe rozpoznat pti¢inu nahlého
umrti kojence a zkratky SIDS a SUID nebudeme
potiebovat.

SUDDEN INFANT DEATH SYNDROME IN
THE YEAR 2010

Houstkova H.
Pediatric Department of First Faculty of Medicine in
Thomayer’s Teaching Hospital, Prague, Czech Republic

Sudden infant death syndrome (SIDS) is the
most frequent reason of infant mortality at the
age between 1 month to 1 year. Despite intensive
research from the sixtees of the 20th century the
etiology is still unclear. It is important to identify




sudden unexpected death of the infant (SUID —
sudden unexpected death), when in postmortem
the reason of death is uncovered. As SIDS should
not be marked suddenly — unexpectadly dying in-
fant who didn"t underwent complete postmortem.
Causes of SIDS are multifactorial in combination
with risk factors. Risk factors are from the side of
the infant, mother, environmental factors (prone
position, smoking mother especially during preg-
nancy, overheating of infant), race etc. During the
last 20 years the rates of SIDS declined by more
than 40-90%. The most important influence of
declination of SIDS has ,back to sleep“ campagne.
In some ,,SIDS ,, cases the molecular biologic rea-
son of the death is found. We can’t exclude that
after some time we will distiguish better the rea-
son of sudden death of the infant and abrevia-
tions SIDS and SUID we wil not need any more.

HYPERKINETICKA PORUCHA U DETI

Hrdli¢cka M.
Détska psychiatrickd klinika UK 2. LF a FN Motol,
Praha

O hyperkinetické poruse (HKP, resp. ADHD
podle amerického pojeti) se v poslednich letech
mluvi vic nez kdy piedtim. Zajem o HKP byl sti-
mulovan pfedevsim uvedenim novych léka na ces-
ky trh. Preskripéni trendy se v§ak méni velmi po-
zvolna a velka ¢ast déti stale neni 1é¢ena vibec,
nebo je 1ééena nevhodné.

Stru¢éné budou piipomenuty zakladni sympto-
my HKP (nepozornost, hyperaktivita a impul-
zivita), rozdily oproti konceptu ADHD, vyvojové
sdéleni bude v ptiblizeni novych moznosti farma-
koterapie. Budou predstaveny oba nové léky —
metylfenidat s prodlouzenym uvoltiovanim a ato-
moxetin — a jejich komparativni vyhody u jednot-
livych podskupin hyperkinetickych pacientu. Lé-
¢ebna doporuceni pro praxi budou uvedena
v souladu s aktualni verzi Doporuéenych postupt
1é¢by, vypracovanych Ceskou psychiatrickou spo-
leénosti (3. revize, v tisku).

HYPERKINETIC DISORDER IN CHILDREN

Hrdlicka M.

Department of Child Psychiatry, Charles University,
2nd Faculty of Medicine and University Hospital
Motol, Prague, Czech Republic

Hyperkinetic disorder (HKD, or ADHD accor-
ding to American classification) became a focus of
interest in the last few years. The interest in HKD

has been stimulated particularly by a launch of
new psychotropic drugs on the Czech market. Ho-
wever, trends in prescription have been changing
very slowly, and major part of the affected children
has not been treated yet, or has been treated inap-
propriately.

Basic symptoms of HKD (inattention, hyperac-
tivity and impulsivity), differences against the
concept of ADHD, developmental aspects and epi-
demiology of the disorder will be briefly summari-
zed. Emphasis will be given on the new therapeu-
tic possibilities. Both of the new drugs -
methylphenidate extended-release and atomoxe-
tine — and their comparative advantages in sub-
groups of HKD patients will be introduced. Re-
commendations for clinical practice based on the
current version of Recommended Therapeutic Pro-
cedures issued by the Czech Psychiatric Associa-
tion (3rd Revision, in press) will be presented.

NOVA DOPORUCENI V OBLASTI
NEPOVINNYCH OCKOVANI, AKTUALNI
INFORMACE O OCKOVACICH LATKACH

Chlibek R.
Fakulta vojenského zdravotnictvi Univerzity obrany,
Hradec Krdlové

Zavadéni novych modernich vakein, upiestiova-
ni poétu davek, délky ochrany a potieby preocko-
vani ma dopady nejenom na zmény narodniho
imunizaéniho schématu, ale i na postupy a vznik
novych doporuceni v oblasti nepovinnych oc¢kova-
ni. Existuji obecna doporuéeni, jako je napi. nové
doporuéeni k aspiraci. Aspirace pfi vakcinaci
injek¢énimi vakcinami byla doporucovana spise pro
jistotu nez z racionalniho dtivodu. Nebyl prokazan
Zadny ptipad poskozeni z dtivodu neprovedené
aspirace pii vakcinaci nebo p¥ipad intravendzni
aplikace vakciny pro nedostateénou aspiraci.
Vzhledem k velikosti pouzivanych jehel, aplikaéni-
mu uhlu a pritomnosti pouze drobnych cév
v mistech parenteralnich aplikaci je velice obtizné
proniknout do cévy a piitom ji neposkodit natolik,
aby doslo k intravenézni aplikaci. Proto
i u intramuskularniho podani by neméla byt nut-
nost aspirace pfi vakcinaci dale jiz doporucovana.
P#i zavadéni novych vakein jsou feSena také tzv.
prechodna schémata, mozna nahrada jedné
vakcinou jinou. V p¥ipadé vakcinace proti pneu-
mokoktim a mozného ptechodu z PCV7 na PCV13
je mozny piechod v kterékoli fazi ockovaciho sché-
matu. Pro moZnou kombinaci vakein od dvou vy-
robct (Prevenar a Synflorix) neni dostatek dat,
a proto neni souc¢asné doporucovana. Upiesiiuji se
moznosti vakecinace proti rotaviram ve vztahu
k BCG vakcinaci. Nebylo-li dité kalmetizovano, je
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mozZné zahajit aplikaci téchto vakein jiz od 6. tyd-
ne véku a interval mezi jednotlivymi aplikacemi
by mél byt minimalné 4 tydny. Je mozna simul-
tanni aplikace s hexa-vakcinou, respektive vakei-
nou proti pneumokokovym nikazam. Maximalni
intervaly mezi davkami nejsou omezeny, schéma
by mélo byt aplikovano celé, vakciny od jednotli-
vych vyrobct by se nemély zaménovat. Pretrvava-
-li v dobé aplikace nezhojena kalmetizaéni, je moz-
né aplikaci rotavirové vakciny zahéajit. Divodem
je odlisny princip navozeni imunitni odpovédi.
V ptipadé ockovani nedonosenych déti je vhodné
ockovani zah4jit bez ohledu na gestaéni stati pod-
le chronologického véku. S novymi vakcinami se
objevilo i doporuéeni zavedeni inovativni adjuvo-
vané, adsorbované, rekombinantni vakciny Fend-
rix do pravidelného oékovani proti virové he-
patitidé B u pacientt >15 let s chronickym
renalnim selhavanim z dtuvodu vyssi imunogenity
u této skupiny pacientti. Objevuji se nova data ter-
mostability nékterych vakein.

DETI S PORODNI HMOTNOSTI POD
1500 G VYSETRENE V RIZIKOVE
PORADNE V 5 LETECH VEKU

Kasparova M.1, Kaspar P.2, Fisarkova B.3,
Necasova M.4

ICentrum komplexni péée pro déti s poruchami vyvoje,
Fakultni nemocnice Motol, Praha

2Ustav vefejného zdravotnictvi a preventivni mediciny
UK 2. LF, Praha

3Neonatologické oddéleni FN Motol, Praha

40ddéleni klinické psychologie FN Motol, Praha

Cilem nasi prace bylo zhodnoceni vyvoje
a zdravotniho stavu déti narozenych s porodni hmot-
nosti 1500 g a niz8i v 5 letech véku. Déti byly sledo-
vany v rizikové poradné v 1. a 2. roce zZivota. Od
r. 2000 jsme tyto déti sledovalii v 5. roce jejich véku.

Metodika: Soubor byl tvoren 40 détmi, 20
chlapct a 20 divek, s porodni hmotnosti 1500 g
a nizsi, bez dalsich vétsich rizik ¢ zdravotnich pro-
blémut. VySetieni bylo provadéno pediatry, psycho-
logy a fyzioterapeutkou. Byla hodnocena anamné-
za, hodnotil se somaticky stav, rast a stav vyzivy.
Psychicky vyvoj byl zhodnocen standardnim vy-
Setfenim podle Terman-Merrilové. Vysledky sle-
dovani pohybového vyvoje nejsou predmétem to-
hoto sdéleni.

Vysledky: 62 % déti se narodilo v 28. tydnu
gestaéniho véku a méné, v této skupiné jsou rov-
nomérné zastoupeny déti s hmotnosti od 800 do
1000 g a od 1000 do 1500 g. V perinatalnim obdo-
bi se péce o déti neodliSovala, nejéastéjsi zavaznou
komplikaci byly adnatni infekce u 53 % déti,
u 25 % déti vyskyt ductus arteriosus persistens,
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u 32 % retinopatie I.-III. st. Morbidita mezi 2.-5.
rokem véku byla nizka, lehké respiraéni infekty
prodélavalo 53 % déti. V hodnoceni somatického
vyvoje (vyska, hmotnost) se 66 % déti pohybovalo
v rozmezi pasem 25.—75. percentilu. VSechny déti
v prubéhu 1. roku a ve 2. roce mély rovnomérny
psychomotoricky vyvoj, odpovidajici véku, v 5. ro-
ce véku 44 % déti bylo hodnoceno jako primérné,
31 % déti bylo v pasmu nadpriméru a 25 %
v pasmu podpraméru, 42 % déti prokazovalo soci-
alni nezralost, 21 % poruchu feci a 21 % ADHD.
72 % déti byl doporuéen odklad $kolni dochazky.

Zavér: Vétsina déti naseho souboru vykazuje
nejvice problému v oblasti psychosocialniho vyvo-
je, a proto se domnivame, Ze je témto détem
v ramci primarni péce nutno vénovat zvySenou po-
zornost a vidy by mély byt vySetieny klinickym
psychologem.

CHILDREN WITH BIRTHWEIGHT UNDER
1500 GRAMS EXAMINED IN CHILD
DEVELOPMENT CENTRE AT THE AGE OF
5 YEARS

Kasparova M.1, Kaspar P.2, Fisarkova B.3,
Necasova M.4

IChild Development Centre, University Hospital Motol,
Prague, Czech Republic

2Institute of Public Health and Preventive Medicine,
Prague, Czech Republic

3Department of Neonatology, University Hospital
Motol, Prague, Czech Republic

4Department of Clinical Psychology, University
Hospital Motol, Prague, Czech Republic

The aim of our study was an evaluation of the
development and health of children, with birth-
weight of 1500 grams or less, after reaching the
age of 5 years. The children were observed in Child
Development Centre Centre in their first and se-
cond year of life. Since the year 2000 these child-
ren were observed also at their 5th year of age.

Method: The observed group counted 40 child-
ren, the same number of girls and boys, all of them
with the birthweight of 1500 grams or less, without
further observed risks or health problems. They
were examined by pediatricians, psychologists and
a physioterapist. The evaluation covered history,
somatic level, growth and nutrition stage. Psychi-
cal development was evaluated according Terman-
Merril standard test. Results of motor develop-
ment observations are not subject of this report.

Results: 26% children of the observed group
were born in the 28th gestation week or prior; in
this group children weighting from 800 to 1000
grams as well as those of 1000 to 1500 grams are
represented equally. In the perinatal period the




care of the children did not differ, the most rele-
vant complication were adnate infections at 53%,
ductus arteriosus persistens at 25%, retinopathy
of I.-III. degrees at 32%. Morbidity within the
2.—-5th year was low, from light respiration infec-
tions suffered 53% of the observed children. In
evaluation of the somatic development (height,
weight) about 66% of the children were in the ran-
ge of 25—75 percentile. During the first and the se-
cond year of age all children experienced equable
psychomotoric development, corresponding with
their age. At the age of 5 years about 44% children
were found on the average, 31% of the children
were above average and 25% under average, 42 %
showed social immaturity, 21% speech disorders
and 21% ADHD. 72% of the children were not re-
commended to enter school.

Conclusion: The majority of our group of child-
ren shows most problems in the field of psychoso-
cial development. In our opinion these children de-
serve close attentiveness in the framework of
primary care and should always be examined by
a clinical psychologist.

KRANIOSYNOSTOZY A DEFORMITY
NEUROKRANIA - PEDIATRICKE MINIMUM

Krasni¢anova H.
Pediatricka klinika UK 2. LF a FN Motol, Praha

Deformity neurokrania novorozencu a kojencta
predstavuji v pediatrii stalou diagnostickou
i terapeutickou vyzvu. Jejich klinickou variantou
jsou kraniosynostézy (dale KS) s prevalenci 1:1800
az 2200 porodt, resp. 0,4 na 1000 Zivé narozenych.
Moderni kranidlni suturalni patologie zahrnuje
jak molekularni genetiku, tak $pi¢kovou kranio-
facialni chirurgii, jsou to v8ak stale pediatii, na
nichz spociva prvni a nezbytny krok tspésného te-
Seni KS, tedy jejich véasna diagnostika.

KS je predc¢asny uzavér (obliterace) jednoho ¢i
vice §vu (sutur) neurokrania vedouci k jeho cha-
rakteristické deformité. Neléfené progresivni KS
muze vést k inhibici rastu mozku a zvySeni
intrakranialniho a intraorbitalniho tlaku, tedy ke
kraniostenoze. Jejimu rozvoji stejné jako deformi-
té lebky zamezi jen véasna diagnodza a jeji chirur-
gické feseni.

Nejcéastéjsim typem KS je izolovana sagitalni
synostoza (synostoticka skafocefalie), vzacnéjsi
jsou izolovana uni- ¢i bilateralni obliterace koro-
narniho $vu (synostoticka brachycefalie) ¢éi izolo-
vana obliterace metopického $vu (synostotické tri-
gonocefalie). Zcela raritni je izolovana synostoza
sutura lambdoidea, ¢asto chybné zaménovana
s naopak velmi frekventni deformaéni plagiocefa-
lii (viz nize). Méné obvyklé jsou KS jako soucast

uréitého syndromu, napt. Crouzon, Apert
a Muenke syndrom s dnes jiZ objasnénou moleku-
larné genetickou podstatou.

Od patologickych deformaci neurokrania spoje-
nych s KS musi byt (optimalné jiz pediatrem) jed-
noznac¢né odliSeny velmi ¢asté benigni varianty
deformit, tzv. deformaéni plagiocefalie. V sou-
vislosti s nyni doporucovanym polohovanim novo-
rozencu a kojenct na zadech dnes nejéastéji za-
znamenavame (oproti predchozimu obdobi
s preferenci spankové polohy na bi#ise) vyznamné
zvySenou incidenci okcipitalnich plagiocefalii,
mnohdy kosmeticky velmi nepiiznivych (= indika-
ce k ,1é¢bé helmou®).

Diagnostika KS je zaloZena na fyzickém (kefa-
loskopie, ev. kefalometrie) a nové na 3DCT vyset-
teni. Chirurgické feSeni KS se optimalné provadi
ve 2. az 3. trimenonu, resp. po dosazeni hmotnos-
ti 5000 g. Kvalita péce o pacienty s KS je jedno-
znacné spojena s jejich nezbytnou centralizaci,
v CR zajiténé pracovisti FN a UK 2. LF v Praze-
Motole.

V ptfednasce jsou uvedena diagnosticka kritéria
kraniosynost6z i nonsynostotickych deformit neu-
rokrania.

CRANIOSYNOSTOSES AND
DEFORMITIES OF THE NEUROCRANIUM
- PAEDIATRIC MINIMUM

Krasni¢anova H.

Paediatric Clinic, 2nd Faculty of Medicine Charles
University and University Hospital Motol, Prague,
Czech Republic

The neurocranium deformities in infants are
a permanent challenge for the paediatrics as re-
gards both diagnoses and therapy. Their clinical
variant are craniosynostoses (hereafter “CS”) with
the prevalence 1 to 1800—2200 births or 0.4 to
1000 live-borns. The modern cranial sutural pat-
hology includes both molecular genetics and su-
preme craniofacial surgery; however, it is still up
to the paediatricians to do the first and necessary
step towards a successful CS solution, i.e. to make
a timely diagnosis.

The CS is the premature obliteration of one or
more neurocranium sutures leading to characte-
ristic deformities. An untreated progressive CS
may cause an inhibition of the brain growth and
an increase in the intracranial and intraorbital
pressure, i.e. the craniostenosis. Its development
as well as a skull deformity can only be prevented
by a timely diagnosis and surgical treatment. The
most frequent type of the CS is isolated sagital sy-
nostosis (synostotic scaphocephaly), isolated uni-
or bilateral coronal obliteration (synostotic bra-
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chycephaly) or isolated obliteration of sutura me-
topica (synostotic trigonocephaly) being rather ra-
re. Isolated synostosis of the sutura lambdoidea is
very rare; it is often mistaken for the deformatio-
nal plagiocephaly which, on the contrary, occurs
very frequently (as stated below). CSs as a part of
a syndrome, e.g. Crouzon, Apert or Muenke syn-
droms, are less frequent (the molecular genetic ba-
ses of the syndromes being already clarified).

It is necessary to distinguish unambiguously
between the pathological neurocranium deformi-
ties combined with CS and very frequent benign
variants of deformities, so-called deformational
(postural) plagiocephaly. Here, the diagnosis
should be made as soon as possible, in the best ca-
se by the paediatrician. In connection with the
currently recommended infants’ back positioning
to sleep (compared to the previously preferred pro-
ne positioning), we now most frequently see
a significant increase in the incidence of occipital
(postural) plagiocephaly, very disadvantageous
from the cosmetic point-of-view. (In this case the
so-called “helmet therapy” is indicated.)

The CS diagnostics is based on the physical exa-
mination (i.e. cephaloscopy or cephalometry) and
currently also on the 3DCT examination. The CS
surgery is optimally performed during the 2nd to
3rd trimenons or after the weight of 5000 grams is
reached. The high quality care for the PC patients
can only be ensured by centralisation; in the Czech
Republic special wards are situated at the Univer-
sity Hospital Motol in Prague and the Paediatric
Clinic of the Charles University.

The paper includes diagnostic criteria for the
most frequent craniosynostoses and nonsynosto-
tic deformities of the neurocranium.

HODNOCENI STAVU VYZIVY V PEDIATRII
- KRITERIA EUTROFIE, PODVAHY,
DYSTROFIE, NADVAHY A OBEZITY

Krasni¢anova H.
Pediatricka klinika UK 2. LF a FN Motol, Praha

Pandemie nadvahy a obezity se stejné jako pro-
blematika malnutrice (ve smyslu podvyziva, véet-
né kultu stihlosti a hubenosti) vyznamnym zpt-
sobem promitaji do celé Fady pediatrickych
disciplin. Zdravotni rizika s nimi spojena pi-edsta-
vuji znacéné problémy mediciny 21. stoleti.
V danych souvislostech jsou pro pediatry zcela ne-
zbytna jasné definovana kritéria podvahy
a nadvahy i na né navazujicich stavt dystrofie
a obezity.
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Obligatni nastroj orienta¢niho hodnoceni relace
hmotnost-vy$ka u dospélych predstavuje index
BMI (podil télesné hmotnosti a vysky téla2
v kg/m?). Dospélé ,,cut-off“ hodnoty BMI (>30, >25,
<18,5, <17) nelze vSak v pediatrii vzhledem ke
zna¢éné ménlivé postnatalni dynamice tohoto in-
dexu pouzivat.

Doporucenou metodou pro hodnoceni stavu vy-
Zivy v pediatrii jsou empirické percentily vztahu
hmotnosti (TH) k vySce, resp. délce téla (TV). Pe-
diatrdm jsou u nas tyto relace dlouhodobé
k dispozici pro vSechny vékové kategorie (0 az 18
let) v podobé percentilovych grafa a vzhledem
k jejich ménlivosti s ¢asem jsou aktualizovany
kazdych deset let.

Arbitrarnim pasmem vyznamné nadvahy je
u dospélych BMI vyssi nez 25 (= cca 90. percentil
normy BMI osmnéctiletych), jemuz ve vSech véko-
vych pediatrickych skupinach odpovidaji hodnoty
TH/TV nad 85. percentilem. Hodnoty nad 95. per-
centilem TH/TV jsou pak jiZ pasmem obezity
a predstavuji shodu s kritériem obezity dospélych
jedincu, tedy BMI >30.

Kritériem podvahy I. stupné je u dospélych BMI
<18,5, jemuz u v8ech pediatrickych vékovych sku-
pin odpovida zhruba 10. percentil TH/TV (BMI
18,5 je u osmnactiletych = 10. P). Jako II. stupen
podvahy se u dospélych hodnoti BMI <17 (odpovi-
dé cca minus dvéma smérodatnym odchylkam re-
ferenéni hmotnosti, resp. 80 % medianu referencé-
ni hmotnosti), v pediatrické interpretaci jsou to
v8echny hodnoty pod 3. percentilem TH/TV (= pas-
mo dystrofie).

Pasmo §irsi normy eutrofie (= primérna hmot-
nost a klinicky nevyznamné nadvaha, resp. pod-
vaha) predstavuji zbyvajici hodnoty percentila
TH/TV, tedy pasmo mezi 10. az 85. percentilem
TH/TV (= 75 % populace). Soucasti tohoto pasma
jsou hodnoty tzv. pfiméfené, resp. doporucené
hmotnosti, dané relacemi TH/TV mezi 25. az 75.
percentilem (pii daném pojeti je tak v pasmu do-
porucené hmotnosti 50 % populace).

Zavér: Pti hodnoceni stavu vyzivy v pediatrii,
resp. pro stanoveni podvahy, nadvahy, dystrofie
a obezity, autorka doporucuje ,,cut-off“ hodnoty 3.,
10., 85. a 95. empirickych percentilt hmotnosti
k vysce (TH/TV), které piedstavuji analogii zna-
mé interpretaci hodnot BMI u dospélych. K tomu
jsou nezbytné percentilové grafy TH/TV normy
CR, pediatrim u nas dostupné nap¥. ve Zdravot-
nim a o¢kovacim priakazu, v Kompendiu pediatric-
ké auxologie 2005 (Krasnicanova, Lesny)
a v materidlech kongresu (s podporou fy Ferring).




ASSESMENT OF NUTRITIONAL STATUS
IN PEDIATRICS - EUTROPHY,
UNDERWEIGHT, DYSTROPHY,
OVERWEIGHT AND OBESITY CRITERIONS

Krasniéanova H.

Paediatric Clinic, 2nd Faculty of Medicine Charles
University and University Hospital Motol, Prague,
Czech Republic

Nowadays, the pandemic of overweight and obe-
sity as well as of malnutrition (meaning under-
nutrition, including cult of slimness and thinness)
are a hot topic in pediatric discussions. The asso-
ciated health risks form one of the main topics and
challenge for the medicine of the 21st century. In
this context, it is very important to have clearly
defined criteria for underweight and overweight
as well to define dystrophy and obesity.

The BMI index (i.e. the ratio of body weight to
body height? in kg/m?) is the usual tool used to as-
sess the relation between weight and height in
adults. However, due to postnatal growth dyna-
mics of this index it is not possible to apply the
adults cutoffs BMI values (>30, >25, <18.5, <17)
in paediatrics. It is recommended to apply the
method of empirical percentiles of weight for
height (or length) ratio (W/H) to assess the nutri-
tional status in paediatrics. Czech pediatricians
are provided by these data covering all age catego-
ries (0 to 18 years) using the percentiles charts ba-
sed on represenative population (being updated
every 10 years).

The BMI higher than 25 in adults means an ar-
bitrary range of the significant overweight; in the
highest pediatric age category it is approximately
the 90th percentile of the current Czech BMI norm
for the age of 18. This corresponds to the range bet-
ween the 85th and the 95th empirical percentile of
the W/H in all pediatric age categories.

The values above the 95th percentile of the W/H
fall within the range of obesity for all paediatric
age cohorts, corresponding to the adults obesity
criteria, i.e. BMI >30.

The criterion for the grade 1 underweight (thin-
ness) in adults is the BMI of 18.5; according to the
current Czech norm for the age of 18 it is the va-
lue of 10th BMI percentile. In all peditric catego-
ries this value corresponds to approximately the
10th percentile of the W/H.

The BMI below 17 in adults means the grade
2 underweight (this corresponds to minus 2 stan-
dard deviations of reference body weight or 80%
of the value of the reference weight median). In
pediatrics these are the values below the 3rd per-
centile of the W/H in all age categories, i.e. the
range of dystrophy.

The range of the eutrophy norm (i.e. the mean
weight and clinically non significant underweight
or overweight) represents the remaining values of
percentiles of the W/H, i.e. the range between the
10th and the 85th percentile (covering 75% of the
population). This range also covers the so-called
“appropriate” or “recommended” weights corres-
ponding to the W/H between the 25th and 75th
percentile; in this interpretation 50% of the popu-
lation come within this range.

Conclusion: For the evaluation of nutritional
status and for the exact assessment of under-
weight, overweight, dystrophy and obesity in pe-
diatrics the cutoffs values 3rd, 10th, 85th and
95th empiric percentiles weight for height ratio
are recommended (analogy of the BMI used in
adults). The percentil charts of the W/H — taken
from Czech Republic Survey (1991, 2001) — are
available in the Czech document ,Health and
Vaccination Record®, in ,Compendium of Pedia-
tric Auxology 2005“ (Krasni¢anova, Lesny), also
included to materials of this congress (supported
by Ferring Co.).

WHO STUDIE NEKTERYCH
ANTROPOLOGICKYCH UDAJU
SEDMILETYCH DETI

Prochazka B.1, KunesSova J.2, Vignerova J.3,
Parizkova J.2, Riedlova H.3, Zamrazilova
A.2, Steflova T.3, Wijnhoven M.4

10rdinace détského praktického lékare, Kutnd Hora
2Endokrinologicky ustav, Praha

3SZU, Praha

4WHO Europe Amsterdam, The Netherland

Uvod: Prevalence obezity v détské populaci ne-
ustale roste. Proto je dilezité vytvorit nastroje pro
sledovani jejiho vyvoje, které umozni jak mezina-
rodni srovnéni, tak posouzeni i¢innosti preventiv-
nich a 1ééebnych programu. V roce 2006 zahajila
WHO celoevropskou studii nazvanou ,,Childhood
obesity surveillance initiative”. Cilem této studie
je sledovani zakladnich antropologickych charak-
teristik, fyzické aktivity, stravovacich navyku, so-
cioekonomickych faktort a Skolniho prostiedi
u sedmiletych déti. V tomto sdéleni predkladame
prvni vysledky z ¢eské ¢asti této studie.

Metodika: Soubor tvoii 1667 sedmiletych déti,
které byly béhem roku 2008 vySetfeny v ramci
preventivni prohlidky u svého lékaie (na studii
spolupracovalo celkem 46 pediatri). Byla jim zmé-
fena vyska, hmotnost, obvod pasu a boku a byl vy-
pocten BMI. Byly vyplnény dotazniky tykajici se
rodiny, stravovacich a pohybovych navyku a skol-
niho prostiedi.

Vysledky: Prevalence obezity u sedmiletych
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déti v Ceské republice v roce 2008 byla 8,2 %
u chlapca a 5,4 % u divek (v roce 2001 to bylo
7,3 % a 1,7 %). Dohromady mélo nadvahu ¢i obe-

zitu 15 % chlapct a 12,7 % divek (v roce 2001
15,2 % a 16,7 %). Vysledky jsou srovnavany se stu-
dii OSPLD v roce 2007.

MOLEKULARNI BIOLOGIE V PEDIATRII

MOLEKULARNI TECHNOLOGIE
V MEDICINE

Boday A.
Laborator molekuldrni biologie, P&R Lab a.s.,
Onkologické centrum oJ. G. Mendela, Novy Jic¢in

Molekularni biologie je jednim z nejrychleji se
rozvijejicich védnich obort. Zasahuje do mnoha
oblasti biologie i do mediciny, kde se analyza lid-
ského genomu stala nedilnou soucasti diagnostiky
mnoha onemocnéni.

Cilem molekularné biologické analyzy
u monogennich onemocnéni je vyhledavat mutace
(pfima molekularné geneticka diagnostika) nebo
sledovat segregaci mutované alely daného genu
v rodiné postiZeného (nepi#im4a molekularné gene-
ticka diagnostika). P¥i pouZiti pifimé molekularné
genetické diagnostiky se zachytem kauzalni(ch)
mutace(i) potvrzuje klinick4 diagnéza a nasledné
je analyzovana rodina postizeného za ucelem vy-
hledavani pienaSeéu a/nebo asymptomatickych
ptibuznych. P#i nep#imé molekularné genetické
diagnostice se nehleda mutace, ale sleduje se se-
gregace mutovanych(é) alel(y) pomoci polymorfis-
mu lokalizovanych kolem nebo uvniti daného ge-
nu. Nezbytnym piedpokladem tohoto typu
vySetfeni je jednoznaéna klinicka diagnéza
a existence biologického materialu postizeného, od
kterého se odviji celé laboratorni vySetieni. Na-
sledna haplotypizace wuréi rizikové alely
a s pfihlédnutim k rekombinaéni frekvenci se vy-
typuji rizikovi jedinci v rodiné postizeného.

P#i molekularné genetické diagnostice mutaci
primo v nadorech je nutné si uvédomit, Ze nador je
mozaikou bunék s raznou trovni kancerogeneze
a riznym zastoupenim jednotlivych mutaci. Ana-
lyza musi byt piizptusobena tomuto poznatku. Ob-
dobou tohoto vySetieni je i detekce genetického
materialu extrahumanniho agens.

Molekularné genetické vysSetieni lze provést
z jakéhokoliv (i z archivovaného) biologického ma-
terialu. Po izolaci DNA a/nebo RNA nasleduje klo-
novani useku() daného genu. V dnesni dobé nej-
bézneji pouzivand metoda, polymerazova retézova
reakce (PCR) (a/nebo jeji modifikace — ARMS,
ASO, PCR/RE atd.) lokalizuje a amplifikuje sledo-
vany tsek DNA, cDNA nebo RNA. Nésledné pro-
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cedury, Stépeni, separace PCR fragmentt na gelu,
hybridizace atd., event. sekvenovani, urci nebo vy-
louéi ptitomnost mutace. Sofistikovanéjsi metoda
real-time PCR umoziuje kromé detekce znamych
mutaci sledovat i expresi jednotlivych genti.

Cilem této pirednasky je snaha ukazat vyuziti
molekularni biologie v klinické praxi, jeji naroky
pro kliniky a zduraznit nezbytnost tzké spolupra-
ce mezi laboratornim a klinickym personalem.

MOLECULAR TECHNOLOGY IN MEDICINE

Béday A.
Laboratory of Molecular Biology, P&R Lab a. s.,
Cancer Center J. G. Mendel, Novy Ji¢in, Czech Republic

Molecular biology is one of the most developing
science branches. It participates in many areas of
biology and in medicine, where the analysis of hu-
man genome has become an integral part of the
diagnosis of large number of disorders.

The aim of molecular genetic analysis of mono-
genic diseases is to find mutations (direct molecu-
lar genetic diagnosis) or observe the segregation
of mutant alleles of the gene in affected families
(indirect molecular genetic diagnosis). Direct mo-
lecular genetic diagnosis is used to capture the
causal mutation(s) to confirm the clinical diagno-
sis. Then the affected families are analyzed for de-
tection of carriers and/or asymptomatic relatives.
By using the indirect molecular genetic diagnosis
we do not look for mutations, but we observe se-
gregation of mutant allele(s) with polymorphisms
located around or in the gene. Essential of this
examination is clear clinical diagnosis and the
presence of biological material of patient, which is
important for next laboratory process. Haploty-
ping is used for identification of risk alleles and
risk individuals in affected families are selected.

The molecular genetic diagnosis of cancer cells
mutations has some specifities. The most impor-
tant difference in comparision with normal cells
is that the cancer consists of cells with various le-
vel of cancerogenesis and various proportion of
examined mutations. The molecular genetic ana-
lysis should reflect this fact. The similar specifity
has also the molecular diagnosis of extrahuman
genome.




The diagnostic procedure consists of few steps.
The first one is the isolation of DNA or RNA. The
further step is cloning of selected gene parts. The
most frequently method is the polymerase chain
reaction (PCR) and its modifications (ARMS, ASO,
PCR/RE etc.). this method enables localization
and amplification of studied part of DNA, cDNA
or RNA. Following procedures of clevage, separa-
tion of PCR fragments, hybridization and seque-
ning confirm or disconfirm the presence of muta-
tion. More sofisticated real-time PCR method
enables also simultaneous expression of the gene.

The scope of this lecture is to present the con-
temporary potential of molecular biology for clini-
cians and to discuss the importance of close coope-
ration between laboratory expert and clinician.

MOLEKULARNI BIOLOGIE SOLIDNICH
NADORU DETSKEHO VEKU

Eckschlager T., Vicha A.
Klinika détské hematologie a onkologie UK 2. LF a FN
Motol, Praha

Détské nadory jsou vzacné, tvoii necelé 1 %
v8ech zhoubnych nadort, ale vyznamné se podili
na umrtnosti. Uspé&nost jejich 16¢by se zvysuje
a fadi tak pediatrickou onkologii mezi nejuspés-
né&jsi obory mediciny druhé poloviny 20. stoleti.
V soucasnosti dlouhodobé pieziti déti se zhoubny-
mi nadory dosahuje u nas 80 %. K tomu ptispélo
zlepSeni diagnostiky i lééby umoznéné poznatky
o molekularni biologii a genetice détskych nado-
ri. Molekularné genetické vySetieni umoznuje
zpiesnit histopatologickou diagnostiku, detekovat
miniméalni mnoZstvi nadorovych bunék v kostni
dfeni i v periferni krvi a potvrdit pfitomnost tera-
peutickych cild. Na pt#ikladu neuroblastomu
(NBL) ukazeme moznosti aplikaci molekularnich
metod v diagnostice a 1é¢bé zhoubnych nadoru.
NBL je maligni embryonalni nador z nezralych
a nediferencovanych bunék neuralni listy osidlu-
jicich paravertebralni sympaticka ganglia, dfen
nadledviny a paraganglia. Je to nejéastéjsi extra-
kranialni solidni nador détského véku, pro ktery je
typicka biologick4 variabilita. Nadory nizkého ri-
zika ¢asto samovolné regreduji, ptipadné se spon-
tanné ¢i pri 1écbé diferencuji. Vysoce maligni for-
ma se vyznacuje agresivnim prabéhem s obtizné
ovlivnitelnou progresi, nador rychle roste a ¢asné
metastazuje. Byly identifikovany prognostické
znaky, uzivané ve stratifikaci 1é¢by: 1) pomér hla-
din kys. vanilmandlové k homovanilové v modi,
hladina feritinu, LDH a neuronspecifické enolazy;
2) histopatologicka klasifikace; 3) genetické fakto-
ry nadoru: DNA index, pocet kopii MYCN, delece
1p a 11923, exprese nékterych neurotrofnich fak-

toru a jejich receptoru. V poslednich letech byl pro-
kazan vyznam dalsich chromozomalnich aberaci:
delece 3p a 14q23-ter. Ztrata 11q 23 je asociovana
s deleci na 3p a u nadort bez amplifikace MYCN
je znamkou horsi prognézy. Podle zaiazeni do rizi-
kovych skupin se vybira terapie. V souéasnosti je
u NBL vysokého rizika zatazovéana i terapie pro-
tilatkami proti GD2 a diferencia¢ni terapie 13-cis
retinovou kyselinou. Souéasti probihajicich studii
jeizhodnoceni prognostického vyznamu minimaél-
ni infiltrace kostni d¥ené. Soucasna lécba NBL je
ptikladem individualizace terapie na zakladé kli-
nickych i molekularné genetickych parametra.

MNOHOCETNA LEKOVA REZISTENCE

Kopftiva F.
Détska klinika LF UP a FN Olomouc

v

vvvvvv

ni je schopnost nadorovych bunék odolavat tuéin-
ktim cytotoxickych latek. Maligni bunééné
populace mohou byt viéi chemoterapii rezistentni
jiz p¥i prvni 1é¢bé. V tomto piipadé jde o tzv. ptiro-
zenou (primarni) rezistenci. Ziskana (sekundarni)
rezistence vznika az v prubéhu cytostatické 1é¢by,
kdy se ptivodné citlivé buriky stavaji rezistentnimi
a ucdinnost cytostatické 1é¢by se snizuje. Pti ztra-
té citlivosti k uréitému cytostatiku muze vSak byt
zachovana citlivost k jinym lé¢ivam. Pokud pii
ztraté citlivosti k jednomu p#ipravku vznika sou-
¢asné rezistence na jiné, vétSinou strukturalné
ptibuzné cytostatikum, hovofime o zkiiZené rezi-
stenci. Byly v8ak popsany piipady zkiizené rezi-
stence mezi protinddorovymi lééivy lisicimi se jak
strukturné, tak mechanismem u¢inku. Takové pii-
pady rezistence pak nazyvame mnohocetna léko-
va rezistence (multidrug resistance, MDR).
branovym glykoproteinem, ktery je produktem
mdrl genu. Tento P-glykoprotein (Pgp) je ATP de-
pendentni membranova pumpa exportujici toxické
latky z burniky a zpasobujici tak sniZzenou intrace-
lularni akumulaci 1é¢iva. Z terapeutického hledis-
ka je dalezitou vlastnosti typické MDR moznost
jejiho obejiti pomoci chemosenzitort — latek obno-
vujicich vnimavost MDR bunék k protinadorové
lécbé.

Jako atypickd MDR (at-MDR) jsou souhrnné
oznacovany vSechny mechanismy mnohocetné 1é-
kové rezistence, na kterych se netucastni Pgp. Aty-
pickd MDR muZe byt zptisobena zménou subcelu-
larni distribuce 1é¢iva, posSkozenim cilové
struktury lééiva, rozdilnou kapacitou DNA oprav-
nych procest ¢i zménami detoxifika¢nich metabo-
lickych drah buriky. Od typické se odliSuje piede-
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v&im tim, Ze nezahrnuje rezistenci na vinca alka-
loidy. AtypickdA MDR je asociovana zejména
s nasledujicimi proteiny: multidrug resistance as-
sociated protein (MRP), lung resistence related
protein (LRP) a sp izoformou enzymu glutathion-
S-transferazy (GST-p).

MULTIDRUG RESISTANCE

Kopftiva F.

Department of Paediatrics, Faculty of Medicine, Palac-
ky University and University Hospital Olomouc, Czech
Republic

One of the most serious anticancer complicati-
ons is resistance of cancer cells to cytotoxic sub-
stances. The ATP binding cassette superfamily of
membrane transportes is one of the largest pro-
tein classes known, and counts numerous protein
involved in trafficking of biological molecules ac-
ross cell membranes.

These proteins are ATP-dependent drug efflux
pumps for xenobiotic compounds with broad sub-
trate specificity. It is responsible for decreased
drug accumulation in multidrug-resistant cells
and often mediates the development of resistence
to anticancer drugs. Hypothesis trying to explain
its broad specificity are given as well as its pre-
sence in organisms ranging from bacteria to man.

Criteria are given to divide MDR to 2 groups:
typical (classical) multidrug resistance and atypi-
cal multidrug resistence (MDR). Classical MDR is
caused by membrane P-glycoprotein (Pgp). This
170 kDa protein belongs to a superfamily of ABC-
transport proteins.

Atypical MDR

The human MRP1 is the ATP-dependent efflux
pump that was originally cloned from
a multidrug-resistant small cell lung cancer cell
line in 1992. MRP1 has a very broad spectrum re-
lative to many other ABC drug transporters. One
of the most well characterized substrate of MRP1
is the cysteinyl leukotriene, leukotriene C4. Addi-
tionaly increased activity of glutathion-Stransfe-
rase enzyme (GST-p) followed by increased con-
centration of reduced form of glutathion (GSH)
protects tumor cells from oxidative damage.

KLINICKY VYZNAM PROGNOSTICKYCH
ZNAKU V LECBE DETSKYCH LEUKEMI{

Mihal V.
Détska klinika LF UP a FN Olomouc

Cile studie: Paralelné se stoupajici incidenci
malignich onemocnéni celi klinickd onkologie

278

a onkohematologie v poslednich nékolika letech
stoupajicimu poctu vysledkud plynoucich z moleku-
larniho vyzkumu patogeneze malignich onemocné-
ni. Tyto informace jsou bohuzel velmi pomalu im-
plementovany jak v oblasti diagnostické, tak
terapeutické. Cilena terapie, zaloZena na poznani
biologickych charakteristik nadoru i jeho nositele,
tak predstavuje novy pristup, ktery byl umoznén
rozvojem modernich vySetfovacich metod, zvlasté
cytogenetickych a molekularné biologickych. Vzhle-
dem k Sirokému spektru protinadorovych 1ééeb-
nych moznosti existuje v sou¢asném onkologickém
vyzkumu snaha identifikovat zejména prediktivni
faktory, na zakladé kterych je mozné sestavit 1écbu
,Sitim na miru”“ (therapy tailoring). Tato metoda je
zékladnim principem prediktivni onkologie, ktera
predstavuje posun od cytotoxické destrukce nadoro-
vych i nenadorovych bunék k cilenému ptisobeni na
maligni bunikky na zakladé biologickych markeru
a znalosti onkogeneze.

Zavéry: U détskych hematologickych malignit
je vice nez kde jinde cytogeneticka a molekularné
biologicka diagnostika klicem ke spravné stratifi-
kaci a 1é¢bé. Autor informuje o vyvoji a vyznamu
prediktivnich znakt u détské leukémie. Investice
do kvalitni a spravné nacasované prediktivni dia-
gnostiky se ukazuje nanejvys eticka, ekonomicka
a vysoce perspektivni.

MOLEKULARNE BIOLOGICKE ASPEKTY
ANEMII

Pospisilova D.
Détska klinika Lékaiské fakulty Univerzity Palackého
a Fakultni nemocnice Olomouc

Molekularni biologie vyznamné piispéla nejen
k odhalenim podstaty celé fady onemocnéni, ale
soucasné k objevu novych lé¢ebnych metod véet-
né genové 1écby, a k upfesnéni progndzy jednotli-
vych chorob. Hematologie byla prvnim odvétvim
mediciny, které metod molekularni biologie pouZi-
valo, a to pii diagnostice hemoglobinopatii. Jed-
nim z prvnich vyznamnych aspécht bylo odhaleni
mutaci globinovych gent u talasémii. Pozdéji se
rychle rozvijela i molekularni diagnostika leuké-
mii, hemofilie a v poslednim desetileti i diagnos-
tika anémii s dosud nejasnou podstatou.

Zakladem vySetiovacich metod pouzivanych
v diagnostice anémii patii DNA analyza (geny) ne-
bo RNA analyza (exprese genetické informace
v butikach). Jsou vyuzZivany nasledujici postupy:
izolace DNA, gelova elektroforéza, transfer nuk-
leovych kyselin a proteint pro hybridizaci: Sout-
hern blot (DNA), northern blot (RNA), western
blot (proteiny), hybridizace nukleovych kyselin,
PCR metody, sekvenovani.




Slozitost a vyznam molekularné genetickych ana-
lyz je mozno demonstrovat na piikladu Diamondo-
vy-Blackfanovy anémie (DBA) a mikrocytarni ané-
mie vznikajici na podkladé mutaci genti regulujicich
DMT1 protein. DBA je prvnim onemocnénim
v hematologii zptisobenym poruchou funkce riboso-
mu. Nalez mutaci v ribosoméalnich proteinech (RP)
u pacientd s DBA byl jednim z nejzajimavéjsich ob-
jevi v hematologii v poslednich letech. U vice nez
50 % pacientt jsou mutovany geny pro razné RP:
RPS19, 17,24, RPL5, 11, 35a. Mutace v RP negativ-
né ovliviiuji Géinnost proteosyntetického aparatu,
a to zejména ve tkanich s rychlym obratem proteo-
syntézy, jako je pravé erytropoéza.

Divalent metal transporter 1 (DMT1) je jednim
z kli¢ovych proteint v regulaci metabolismu Zeleza
(Fe). Umozniuje transport Fe do duodenélnich bunék
a do makrofagt a export Fe z endozomt do cytoplaz-
my erytroblasti. Od prvniho popisu pacientky ces-
kého ptivodu s mikrocytarni anémii zptisobenou ho-
mozygotni mutaci DMT1 v roce 2005 byli popsani
dalsi 4 pacienti se stejnym typem anémie. Presto, Ze
se jedna o dusledek mutace jednoho proteinu, lisi se
pacienti v fadé klinickych i laboratornich naleza.
Velka variabilita klinickych a laboratornich nalezt
ukazuje na rozdilny vliv jednotlivych typt mutaci
na funkei proteinu.

Odhaleni molekularni podstaty anémii je zakla-
dem pro vyvoj novych 1ééebnych pitastupt.

MOLECULAR-BIOLOGICAL BASIS OF
ANEMIAS

Pospisilova D.
Department of Paediatrics, Palacky University,
Olomouc, Czech Republic

Molecular biology has contributed substantial-
ly to elucidating the basis of a large number dise-
ases, and to discovery of new treatment modali-
ties which include gene therapy, to more exact
prognostis and genetic counseling. Haematology
was the first branch of medicine, in which mole-
cular genetic methods were used, in the diagnosis
of hemoglobinopathies. Discovery of globin gene
mutations was one of the most important succces-
ses. The molecular genetic diagnosis of leukaemi-
as, hemophilias and anemias of unknown etiology
rapidly followed. Currently the basic methods wi-
dely used in the diagnostics of anaemias are: DNA
analysis (genes), or RNA analysis (expression of
intracellular genetic information). The methods
used include: DNA isolation, gel electrophoresis,
protein and nucleic acid transfer for hybridization:
Southern blot (DNA), northern blot (RNA), wes-
tern blot (proteins), hybridization of nucleic acid,
PCR methods and sequencing.

The complexity and significance of molecular-
genetic analyses can be demonstrated in the case
of Diamond-Blackfan anemia (DBA) and microcy-
tic anemia whch is due to mutations of the genes
coding for the DMT1 protein. DBA was the first
disease in hematology caused by impaired riboso-
mal function to be uncovered. The ribosomal pro-
tein mutations (RP) found in DBA patients was
one of the most suprising discoveries
in hematology over the last decade. In more than
50% of patients, several genes coding for RP
(RPS19, 17,24, RPL5,11, 35a) are mutated. In the
remaining patients the genetic background of the
disease is still unknown. RP mutations have nega-
tive influence on proteosynthetic capacity and
lead to the decreased level of proteosynthesis. The
result of this process is insuficient synthesis of key
proteins necessary for cellular differentiation and
proliferation. It is hypothesized that various tis-
sues show different sensitivity to decreased levels
of proteosynthesis. Insufficient protein synthesis
has the greatest impact on processes with the hig-
hest proteosynthetic demand, especially erythro-
poiesis.

Divalent metal transporter 1 (DMT1) is
a key protein in Fe metabolism regulation, ena-
bling transport of Fe to duodenal cells, macropha-
ges and hepatocytes. It also necessary for Fe ex-
port from endosomes to the cytoplasm of
erythroblasts. Since the first description of
a Czech patient with DMT1 mutation in the year
2005, a further 4 patients were described with the
same type of anemia worldwide. Despite the same
protein gene mutation, the clinical and laboratory
findings are different. This large variability is cau-
sed by different impact of these mutations on pro-
tein function. Finally, given the rapid development
of molecular genetics, we anticipate discovery of
the basis of more anemias of unknown etiology
with development of new treatment approaches.

DNA MICROARRAYS

Srovnal J., Benedikova A., Spenerova M.,
Hajdach M.

Laborator experimentdlni mediciny DK FN a LF UP
Olomouc

Cil studie: Cilem sdéleni je seznamit poslucha-
e s technologii DNA microarrays a s jejim poten-
cidlem nejenom v oblasti experimentalni, ale ze-
jména v oblasti klinické. Metoda DNA
microarrays umoznuje stanovit miru genové ex-
prese vsech gent lidského organismu, v dnesni do-
bé tedy kolem 23 tisic gent. Metoda dale umoziiu-
je stanovit, které varianty genu jsou exprimovany,
dale dokaze analyzovat genové polymorfismy ¢i
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chromozomalni mikropiestavby. JiZz pied nékolika
lety se na zakladé vysledkti z DNA microarrays
zménilo patologické c¢lenéni karcinomt prsu
a lymfom, coz mélo i zasadni dopad na 1é¢bu pa-
cientt. Zakladnim cilem nasi studie je analyza po-
lymorfismu glukokortikoidniho receptoru u déti
s akutni lymfoblastickou leukémii a zhodnoceni
prognostického a prediktivniho vyznamu zjisté-
nych polymorfismu.

Metody: Fenol-chloroformovou metodou bude
izolovana RNA a DNA ze vzorka kostni diené
v 0. a 8. den 1é¢by pacientd s ALL, a dale ze stej-
nych vzorkd po inkubaci lymfoblasta
s prednisonem anebo dexamethasonem v ramci
testu chemorezistence (MTT). Po izolaci bude na-
sledovat DNA microarrays analyza pomoci Gene-
Chip Human Exon 1.0 ST Array a Genome-Wide
SNP Array 6.0 (Affymetrix). Nasledné bude pro-
vedeno statistické hodnoceni dat.

Vysledky: V piednasce budou prezentovana pi-
lotni data projektu. Posluchaci budou srozumitel-
né seznameni s technologii DNA microarrays na
konkrétnim projektu, budou diskutovany piinosy
a perspektivy metody v moznostech individualiza-
ce terapie déti s ALL.

Zavér: Metoda DNA microarrays umoziuje
identifikovat profily genové exprese vztahujici se
k chemorezistenci pacienta nejenom na glukokor-
tikoidy. Projekt umoznuje diky korelacim s in vit-
ro odpovédi bunék v ramci MTT testu eliminovat
interindividualni variabilitu v metabolismu, far-
makokinetice, farmakogenetice a vylu¢ovani cyto-
statik v podminkéach in vivo. Budeme-li schopni
predikovat chemorezistenci na glukortikoidy, mu-
Zeme navazné individualizovat kortikosteroidni
terapii u déti s ALL s cilem zlepsit 1é¢ebné vysled-
ky anebo minimalizovat nezadouci tcinky 1é¢by.

Prdce na tomto projektu je podporovdna granty
MSMT CZ.1.07/2.3.00/09.0089, EHP CZ 0099
a IGA MZ CR NS 9939.

DNA MICROARRAYS

Srovnal J., Benedikova A., Spenerova M.,
Hajduch M.

Laboratory of Experimental Medicine, Department of
Paediatrics, Palacky University and University
Hospital Olomouc, Czech Republic
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Objective: The aim of this lecture is the intro-
duction to DNA microarrays technology and show
its potential not only for experimental, but especi-
ally for the clinical purposes. The DNA microar-
rays allows gene expression analysis of whole hu-
man genes, today is around 23 thousand genes.
The method also allows to determine which gene
variants are expressed, it can also analyze gene
polymorphisms and chromosomal rearrange-
ments. Few years ago, DNA microarrays results
changed pathological classification of breast can-
cers and lymphomas, which had a major impact
on the patients treatment. The primary aim of our
study is the analysis of corticoid receptor poly-
morphism in children with acute lymphoblastic
leukaemia (ALL) and assessment of the prognos-
tic and predictive value of the identified polymor-
phisms.

Methods: RNA/DNA will be isolated from bone
marrow samples of ALL patients in the treatment
day 0 and 8 using fenol-chloroform method.
RNA/DNA will be also isolated from the same
samples after incubation of leukocy-
tes/lymphoblasts with prednisone/dexamethasone
using chemoresistance test (MTT). After isolation,
DNA microarrays will be followed by analysis
using GeneChip Human Exon Array 1.0 ST and
Genome-Wide SNP Array 6.0 (Affymetrix). Statis-
tical analysis of the data will be processed.

Results: This presentation will show a pilot
project data. Auditory will be comprehensively
briefed on the technology of DNA microarrays, the
benefits and perspective possibilities of DNA mic-
roarrays in ALL patients therapy individualiza-
tion will be discussed.

Conclusion: The DNA microarrays methods
can identify chemoresistant patient not only for
corticoids. The project can eliminate interindivi-
dual variability in metabolism, pharmacokinetics,
pharmacogenetics and excretion of cytostatics in
conditions in vivo. If we would be able to predict
corticoids chemoresistance, we could subsequent-
ly individualize steroid therapy in children with
ALL, in order to improve therapeutic results or
minimize the adverse effects of treatment.

This project is supported by grants MSMT
CZ.1.07/2.3.00/09.0089, EHP CZ 0099 and IGA
MZ CR NS 9939.




DIABETOLOGIE

VIRY V PATOGENEZI PREDIABETICKE
AUTOIMUNITY - KTERE, PROC A JAK

Cinek 0.1, Tapia G.12, Ronningen K. S.2
1Univerzita Karlova, 2. lékarskd fakulta, Praha, Ceskd
republika

2Ndrodni ustav verejného zdravi, Oslo, Norsko

Cil: Viry, zejména pak enteroviry, jsou podezi-
rany z podilu na iniciaci a akceleraci prediabetic-
ké (ostravkové) autoimunity vedouci k diabetu
1. typu. Z ptedchozich sérologickych studii je ziej-
mé, Ze enteroviry v tomto procesu hraji roli, nic-
méné pouzité metodiky nedovolily blizsi charak-
terizaci piislu§ného kmene nebo skupiny kmeni.
Cilem studie bylo zjistit, zda je pikornavirova in-
fekce detekovana ze stolice asociovand s rozvojem
prediabetické autoimunity.

Metody: Provedli jsme studii pfipadt a kontrol
vnorenou v kohorté MIDIA, norské novorozenecké
kohorté identifikované na zakladé screeningu na
genotyp piinasejici nejvyssi riziko diabetu 1. typu
(HLA-DQB1*02-DQA1*05-DRB1%03 / DQB1%0302-
-DQA1*03-DRB1%0401), sledované pravidelné od-
béry krvi, sbérem dotaznikovych dat a sbérem vzor-
k stolice v jednomésiénich intervalech. Piipady (27
déti s prediabetickou autoimunitou) byly definova-
ny pomoci opakované pozitivity na dvé nebo vice
autoprotilatek, kontroly (53 déti) pochazely
z kohorty MIDIA a byly strukturalné vyrovnany
2:1 podle mista a doby narozeni. Statisticka sila by-
la vice nez 90 % k detekci OR >2.

Vysledky: Cetnost nalezu viru v mésiéné ode-
biranych vzorcich stolice pied rozvojem prediabe-
tické autoimunity byla pro enterovirus 43/339
(12,7 %) u pripadt versus 94/692 (13,6 %)
u kontrol, pro parechovirus pak 13,0 % a 11,1 %,
oba rozdily byly nesignifikantni. Ljungan virus ne-
byl nalezen ani v jednom vzorku. V analyzach pod-
skupin se objevila signifikantni asociace infekce
parechovirem a nasledného rozvoje prediabetické
autoimunity v ¢asovém okné t¥i mésict: u piipadu
bylo pozitivnich 16/77 vzorku (20,8 %), kdezto
u kontrol 16/182 (8,8 %), OR = 3,2, 95% CI 1,2-8,5,
p = 0,022. Pro jednotlivé sérotypy a subtypy defi-
nované pomoci sekvence VP1 nebyla asociace na-
lezena.

Zavér: Testovani t¥i pikornavirt ve stolici ne-
prokazalo asociaci infekce s rozvojem prediabetic-
ké autoimunity. Vysvétleni pro diskrepanci proti
predchozim naleztim asociace ze sérologickych
studii musi proto patrné spoéivat ve schopnosti
uzsi skupiny pikornavirt proniknout ze stieva,

zpusobit signifikantni virémii a destruovat beta
buniky ostravku. Tyto patogenni vlastnosti jsou
nejspise kodovany mimo bézné typizované oblasti
genomu viru, pfiéemz nemaji odraz ve frekvenci
ani délce stfevni infekce.

Prdce byla financovana Norskymi fondy skrze
Ndrodni vzdéldvaci fond z Fondu pro podporu vy-
zkumu, & A/CZ0046/1/0014.

PICORNAVIRUSES IN THE PATHOGENESIS
OF ISLET AUTOIMMUNITY

Cinek 0.1, Tapia G.1:2, Ronningen K. S.2
ICharles University in Prague, 2nd Medical Faculty,
Czech Republic

2National Institute of Public Health, Oslo, Norway

Background: Viruses, especially enteroviru-
ses, have been suspected from initiating or accele-
rating islet autoimmunity ultimately leading to
type 1 diabetes. Previous studies have shown that
enterovirus does participate in this process, yet no
particular strain or subgroup were characterised.
The aim of our study was to test whether picorna-
virus shedding into stool is associated with deve-
lopment of islet autoimmunity.

Methods: A nested case-control study was car-
ried out within the MIDIA study, a Norwegian
newborn cohort identified by screening for the hig-
hest-risk HLA genotype. The subjects were regu-
larly followed on using blood samples, questionna-
ires, and monthly stool samples. The cases (27
children with islet autoimmunity) were defined as
having repeated positivity for two or more of the
GAD, IA2 and TAA autoantibodies; the controls (53
subjects) came from the MIDIA cohort, being mat-
ched 2:1 for place and time of birth. The power to
detect OR>2 exceeded 90%.

Results: The frequency of enterovirus in
monthly stool samples collected prior to the end-
point was: enterovirus, 43/339 (12.7%) in cases vs.
94/692 (13.6%) in controls; parechovirus 13.0%
and 11.1%, respectively, both NS. Ljungan virus
was found in none of the samples. Subgroup ana-
lyses revealed a significant association of islet au-
toimmunity with parechovirus in the time window
of three months prior to autoimmunity, 16/77
(20.8%) in cases, 16/182 (8.8%) in controls,
OR=3.2, 95% CI 1.2-8.5, P=0.022. No association
was observed for single serotypes defined using
the VP1 sequence.

Conclusions: The present study does not sup-
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port strong associations between human entero-
virus or parechovirus infections, and the develop-
ment of islet autoimmunity. The weak association
of parechovirus present in the last three months
before autoimmunity warrants further investiga-
tion.

Supported by the Norway Funds through Na-
tional Training Fund A/CZ0046/1/0014.

CO PRINASI DIAGNOSTIKA
MONOGENNIHO DIABETU DETSKYM
PACIENTUM?

Lebl J., Prihova S., Dusatkova P., Sumnik Z.,
Kolouskova S., Snajderova M., Cinek O. spolu
s moravskymi a éeskymi diabetology
Pediatricka klinika UK 2. LF a FN Motol, Praha

a rfada dalsich pracovist

Diagnostické spektrum diabetes mellitus
v détstvi a dospivani zahrnuje nejéastéjsi diabe-
tes mellitus 1. typu, zatim pomérné vzacny diabe-
tes mellitus 2. typu vazany na obezitu, ale také
tzv. monogenni diabetes — skupinu nejméné 20 po-
ruch, zpasobenych odchylkou jediného genu. Me-
zi monogenni diabetes patiti MODY (maturity-on-
set diabetes of the young), novorozenecky diabetes
mellitus a nékteré diabetické syndromy. Zakladem
diagnostiky monogenniho diabetu je molekularné
genetické vySetifeni. Pfispiva k volbé terapie (in-
zulin — derivaty sulfonylurey — dieta — Zadna po-
trebna 1é¢ba) a tim ke kvalitni metabolické kon-
trole p¥i zachovani optimalni kvality Zivota.

Diky  spolupraci diabetologh  détského
i dospélého véku z celé Ceské republiky jsme za-
tim vySet¥ili vice nez 1000 osob z téméi 400 rodin
a jejich pocet stale narusta.

Glukokinazovy diabetes (MODY?2) je nejéastéj-
§im nalezem pii vySetfeni monogenniho diabetu.
Je provazen perzistentni mirnou hyperglykémii
(nala¢no pod 8 mmol/l) bez vyznamné progrese od
narozeni do stafi, alespon ve dvou generacich, kte-
ra je zpravidla nahodné zjisténa. Osoby s MODY2
nemayji vyznamné riziko pozdnich komplikaci dia-
betu a zpravidla nepotiebuji 1é¢it.

HNF1A/HNF4A diabetes (MODY3 a MODY1).
Tyto dva podtypy monogenniho diabetu patii me-
zi tzv. diabetes transkripénich faktort a maji po-
dobny klinicky prubéh. Progresivni porucha sekre-
ce inzulinu vede ke klinické diagnéze diabetu na
zékladé osmotickych piiznakt v détstvi, adoles-
cenci nebo mladé dospélosti a vyskytuje se ales-
poni ve dvou generacich. Osoby s timto diabetem
nemaji ketoacidozu, ale maji vysoké riziko éasné-
ho rozvoje tézkych forem cévnich komplikaci dia-
betu p#i suboptimalni kompenzaci diabetu.
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MODY3 je druhou nejéastéjsi formou monogenni-
ho diabetu. Lze jej 1é¢it inzulinem, snadnéjsi
Dalsi formy MODY jsou mnohem vzacnéjsi.

Novorozenecky diabetes (definovany jako dia-
betes mellitus diagnostikovany béhem prvnich
6 mésict zivota) je zpravidla dusledkem poruchy
jedné z podjednotek draslikového kanalu Kir6.2
a SUR1 nebo poruchy genu pro inzulin. Klinicka
zavaznost saha od DEND syndromu s epilepsii
a vyvojovou retardaci pfes permanentni novoro-
zenecky diabetes aZ po tranzientni novorozenecky
diabetes, ktery se po uréité dobé 1é¢by upravi, ale
kdykoliv v Zivoté mtze relabovat.

U diabetickych syndrom je diabetes provazen
dal§imi zdravotnimi problémy — primarni poru-
chou ledvin p¥i MODYS5, poruchou zevni sekrece
pankreatu p#i CEL-MODY, diabetem insipidem,
poruchou zraku a sluchu a neurologickou deterio-
raci pii Wolframové syndromu (DIDMOAD), syn-
dromem MELAS pi#i defektu mitochondrialni
DNA atd.

Monogenni diabetes podle jednotlivych odhada
postihuje 1-5 % v8ech diabetickych pacienti. Vét-
§ina z nich je zatim sledovana a lé¢ena jako diabe-
tes mellitus 1. typu (déti a mladi dospéli), jako dia-
betes mellitus 2. typu (vétsina dospélych) nebo
o své poruSe nevi. Spravna diagnéza je cestou
k volbé optimalni terapie, ale také k rozpoznani
stejného typu poruchy u dalgich ¢lent téze rodiny.

Podporeno grantem z Norska prostiednictvim fi-
nancéniho mechanismu (CZ 0100).

INZULINOVE PUMPY U DETI

Skvor J.
Détska klinika, Masarykova nemocnice o.z., Krajskd
zdravotni a.s., Usti nad Labem

Zakladem 1é¢by inzulinem je snaha co nejvice
napodobit fyziologickou sekreci inzulinu, jakou
maji zdravi lidé. Bazalni dodavka inzulinu je tr-
valé dodavani inzulinu do krve, které slouzi ke
v8em funkcim inzulinu (napi. rast, metabolismus)
s vyjimkou regulace postprandialniho stavu. Bo-
lusové davky inzulinu dod4avané pankreatem slou-
71 pak k regulaci po jidle. Tento systém dodavky
inzulinu do krve bazal bolus je mozné pomoci in-
zulinové pumpy napodobit. V poslednim desetile-
ti stoupa pocet diabetikti 1éenych pumpou
u dospélych i déti a v poslednich letech relativné
nejvice pocet déti do 6 let véku. Vyhodou 1ééby
pumpou je vétsi stabilita kompenzace, méné vpi-
chi, méné hypoglykémii a v nékterych piipadech
vétsi kvalita Zivota. Kompenzace diabetu muze
byt lepsi, ale i stejné, nebo podle hodnot glykova-




ného hemoglobinu nékdy i horsi. Nevyhodou 1é¢by
pumpou je pro nékteré pacienty vétsi technicka
naro¢nost, mozny rychlejsi rozvoj pripadné keto-
acidézy a vys$si naklady na 1écbu. Zavaznost
a vyskyt komplikaci pti 1é¢bé pumpou a inzu-
linovymi pery je v praxi srovnatelné. V poslednich
letech se objevila a stale zdokonaluje moznost spo-
jeni 1é€by pumpou s kontinuélni monitoraci “gly-
kémie” pomoci specidlnich senzort. Zatim se
ovSem stéle bohuzel nejedna o tzv. umély pankre-
as. Lé¢ba pumpou ma pro fadu déti i jejich rodié¢u
podle jejich nazort mimoiadny piinosny vyznam.
Vznika fada naroénych psychologickych situaci,
jako je napt. odpovédnost za 1é¢bu v zavislosti na
véku ditéte, noSeni pumpy na viditelném nebo
skrytém misté, rizné pocity zavislosti “na ptistro-
ji”. Lécba pumpami se soustieduje do diabetolo-
gickych center pro déti a dorost. Pro fadu déti mu-
Ze byt pumpa vyraznym piinosem, pro nékteré jen
zbyte¢nou komplikaci Zivota a pro nékteré nemo-
tivované a nespolupracujici diabetiky dokonce ne-
bezpedim.

LECBA DETSKEHO DIABETU V EVROPE
A U NAS: PROJEKT SWEET

Sumnik Z.1, Cinek 0.1, Lebl J.1, Danne T.2 za
SWEET Study Group

1Pediatrickd klinika UK 2. LF a FN Motol, Praha,
Ceska republika

2Kinderkrankenhaus auf der Bult, Hannover, Némecko

Uvod: V roce 2008 byl za podpory Evropské
agentury pro veiejné zdravi (PHEA) zahajen pro-
jekt SWEET (www.sweet-project.eu), jehoz cilem
je zlepSeni péce o diabetické déti v zemich EU. Ko-
neénym krokem bude vytvoieni sité tzv. center re-
ference pro lé¢bu détského diabetu. Cilem naseho
sdéleni je prezentovat vysledky tzv. work package
1 projektu SWEET a tedy poskytnout piehled
o soucasné situaci v pé¢i o diabetické déti v EU.

Metodika: Pomoci strukturovaného dotazniku
jsme oslovili vedouci center détského diabetu ve
27 zemich Evropské wunie (jedno centrum
v kazdém €lenském staté). Dotaznik hodnotil za-
kladni epidemiologické ddaje, organizaci péce
o diabetické déti, systém posuzovani a indikatory
kvality péce, piistup k modernim terapeutickym
a diagnostickym moZnostem a také ceny
a spoludcdast pacienti na lécebnych a monito-
rovacich prostiedcich. S modifikovanou kratsi ver-
zi dotazniku jsme se obratili na ¢leny mezinarod-
ni organizace détského diabetu ISPAD pochazejici
ze zemi EU. V tomto dotazniku $lo zejména
o zmapovani situace v jednotlivych mensich cent-
rech.

Vysledky: Ziskali jsme udaje o diagnostické

a lécebné praxi ze vSech zemi Evropské unie. Krat-
§i verzi dotazniku vyplnilo 108 ze 347 (31 %) oslo-
venych evropskych détskych diabetologu, kteii
maji ve své pééi celkem 29 009 diabetickych déti.
Z popisné analyzy dat vyplyva velka heterogenita
v systémech péce o diabetické déti. Celkové lze
konstatovat, ze kvalita péée neni zavisla na inci-
denci diabetu, ani na hrubém domacim produktu
jednotlivych zemi. Prospektivné vedeny celostatni
registr détského diabetu je dostupny ve 13/27 ze-
mi. Systém hodnoceni kvality péce o diabetické dé-
ti, pomoci kterého se kaZdoroéné sbiraji
a analyzuji indikatory kvality, je k dispozici pouze
v Sesti zemich (Dansko, Svédsko, Finsko, Némec-
ko, Velka Britanie a Belgie). Edukace je kromé
¢tyF zemi ponechana na jednotlivych centrech.
V 15/27 zemich je edukace proplacena zdravotni-
mi pojisStovnami. Ceny inzulind se vyznamné lisi
mezi jednotlivymi zemémi a jsou zcela nezavislé
na HDP na hlavu. Lééba inzulinovou pumpou je
kompletné hrazena v 19/27 zemich.

Zavér: Péce o diabetické déti v EU je velmi he-
terogenni. Nase vysledky slouzi jako zaklad pro
vytvoieni podminek pro vznik center reference
détského diabetu v EU.

Podpora: VZ MZCR 64203.

THERAPY OF CHILDHOOD DIABETES
IN EU AND THE CZECH REPUBLIC:
THE SWEET PROJECT

Sumnik Z.1, Cinek 0.1, Lebl J.1, Danne T.2 on
behalf of the SWEET Study Group
IDepartment of Pediatrics, Charles University,
University Hospital Motol, Prague, Czech Republic
2Kinderkrankenhaus auf der Bult, Hannover, Germany

Introduction/objectives: Diabetes is one of
the most frequent chronic diseases affecting child-
ren and adolescents. The main objective of the
SWEET Project (founded in 2008) is to improve
control of diabetes all types in children by suppor-
ting the development of centers of reference for pe-
diatric diabetes in the EU. Here we present results
of work package 1 of this project aiming to descri-
be current situation on pediatric diabetes care in
EU.

Methods: Data were collected using two ques-
tionnaires. The first one distributed among lea-
ding centers of pediatric diabetes (one per count-
ry) was aimed to establish an overview of systems,
national policies, quality control and financing of
pediatric diabetes care. Responses were received
from 26/27 EU countries. The second questionna-
ire was widely disseminated among 354 ISPAD
members from EU countries and included questi-
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ons related to individual pediatric diabetes cen-
ters. A total of 108 datasets were collected and
processed from health care professionals caring
for more than 29,000 children and adolescents
with diabetes.

Results: There is considerable heterogeneity in
the delivery of care for children with diabetes ac-
ross Europe. Only 13/27 EU countries have
a pediatric diabetes register. Seventeen countries
have officially recognized centers for pediatric dia-
betes, but only 8 of them have defined criteria for
becoming such a center. A system of quality con-
trol of pediatric diabetes at the national level was
reported from 7/27 countries. Twelve countries ha-
ve reported national diabetes plans. Moreover, in
only four countries deals this plan specifically
with children. Two countries are addressing child-
ren at risk of type 2 diabetes by focusing on child-
hood obesity.

Conclusions: The dataset forms an important
basis enabling the development of strategies to-
wards better and more equal access to modern pe-
diatric diabetes care across Europe.

Support: VZ MZCR 64203.

KONTINUALNI MONITORACE GLUKOZY -
MOZNOSTI A PRINOS V LECBE DETI
S DIABETES MELLITUS

Venhacova J., Venhacéova P.
Détska klinika FN a LF UP Olomouc

Cil: Prezentovat novou technologii monitorace
glukoézy s pouzitim Real-Time systému pro konti-
nualni méfeni glukézy (RT-CGMS) a na zakladé
zavéru klinickych studii poukézat na mozny p#i-
nos v 1éc¢bé diabetu u déti.

Metoda: Dostupné RT-CGM systémy méii kon-
centraci glukézy v intersticiu pomoci senzoru, za-
vedeného do podkoZi a zobrazuji kazdych pét mi-
nut aktualizované hodnoty glukézy (288 hodnot
v pribéhu dne) po dobu 5-7 dnu. Po této dobé je
tfeba senzor nahradit novym v pripadé pokracéova-
ni v monitoraci. CGMS umoznuji ziskavat infor-
mace o hodnoté glukdzy 24 hodin denné, sledovat
trendy a smér jejich zmén, prostiednictvim alar-
mu a vystrah upozorni na skuteénou nebo hrozici
hypo- a hyperglykémii. Pro ovladani piistroje
a efektivni vyuziti velkého mnozstvi ziskanych dat
je nezbytny adekvatni technicky zacvik a edukace.

Vysledky studii: Mensi studie u vybranych
pacientt s 1. typem diabetu prokazaly kratsi tr-
vani hypo- a hyperglykemickych epizod, nizsi va-
riabilitu glykémii a pramérnou glykémii, i mirné
zlepSeni kompenzace. Recentni systematicky pte-
hled randomizovanych kontrolovanych studii
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(Diabetes Research and Clinical Practice 2008; 81:
79-87) identifikoval 7 studii u 335 pacientti s DM
1. typu (5 studii bylo pediatrickych u pacientu do
18 let), které splnovaly vstupni kritéria. Studie tr-
valy 12—24 tydnt. Kontinualni monitorace gluké-
zy pii srovnani s konvenénim selfmonitoringem
vedla jen k nesignifikantni redukeci hodnoty gly-
kovaného hemoglobinu (HbA1lc) — pokles stiedni
hodnoty o 0,22 %, p = 0,055. P¥i CGMS byla za-
znamenana lepsi detekce asymptomatickych noé-
nich hypoglykémii. Vétsi 26tydenni randomizova-
néa studie u 322 diabetikt 1. typu (NEJM 2008;
359: 1464-1476) ukazala, Ze dospéli pacienti od 25
let véku na intenzivni inzulinové 1é¢bé dosahli pii
CGM poklesu HbAlc o0 0,5 % (z 7,6 na 7,1 %,
p <0,001) p#i srovnani se skupinou intenzivné 1é-
¢enych diabetikd s béZnym selfmonitoringem.
U déti, adolescenttt a mladych dospélych do 24 let
véku nedoSlo pi¥i pouziti senzoru k signifi-
kantnimu poklesu HbAlc. Nebyl zjistén rozdil ve
vyskytu hypoglykémii v Zadné skupiné.

Formou kazuistik prezentujeme naSe prvni
zkugenosti s CMGS u déti.

Zavér: Ackoli je kontinualni monitorace gluko-
zy vyvijejici se technologii, ziskané tdaje piedpo-
kladaji benefit u vybranych pacienttt motivova-
nych k dlouhodobé monitoraci. Prospé$na muze
byt zejména v piipadech poruchy vniméni hypo-
glykémie a/nebo pii ¢astych epizodach hypoglyké-
mie. Studie v této oblasti probihaji.

CONTINUOUS GLUCOSE MONITORING -
FEASIBILITIES AND BENEFITS IN THE
MANAGEMENT OF DIABETES MELLITUS
IN CHILDREN

Venhacova J., Venhadéova P.
Department of Pediatrics, Faculty Hospital and
Palacky University, Olomouc, Czech Republic

Aim: To provide information about new glucose
monitoring technology using Real-Time Continu-
ous Glucose Monitoring Systems (RT-CGMS) and
on the basis of clinical trial results point to poten-
tial benefits in the management of diabetes in
children.

Background: Currently available RT-CGMS
measure interstitial fluid glucose through
a subcutaneously implanted temporary sensor
with glucose level readings every five minutes
(288 values per day) for up to 5—7 days. After this
period the sensor should be replaced with another,
if additional monitoring is needed. CGMS allow to
track glucose levels 24 hours a day, observe gluco-
se trends and patterns, and receive alarms or
alerts for actual and impending hypo- and hyper-
glycemia. Adequate training and education to




effectively manage and use the large amount of
data made available by CGM are very important.

Clinical trial results: Small studies in selec-
ted patiens with type 1 diabetes have already de-
monstrated less time spent in hypo- and hyper-
glycemic ranges, reduced glycemic variability,
average glycemia and modestly improved glyce-
mic control. A recent systematic review of rando-
mized controlled trials (Diabetes Research and
Clinical Practice 2008; 81: 79-87) identified 7 stu-
dies of 335 patients with type 1 DM (5 trials in pe-
diatric population — age <18 years) that fulfilled
the inclusion criteria. Study duration ranged from
12 to 24 weeks. Compared with self-monitoring
(SMBG), CGMS was associated with a non-signi-
ficant reduction in HbAlc level (0.22%, p=0.055).
There was some indication of improved detection
of asymptomatic nocturnal hypoglycemia in the
CGMS group. A larger 26-week randomized trial

of 322 type 1 diabetic patients (NEJM 2008; 359:
1464-1476) showed that adults age 25 years and
older using intensive insulin therapy and CGM
experienced a 0.5% reduction in HbAlc (from 7.6
to 7.1%, p<0.001) compared with usual intensive
insulin therapy with SMBG. Sensor use in child-
ren, adolescents up the age 24 years did not result
in significant HbAlc lowering, and there was no
significant difference in hypoglycemia in any
group.

In case reports we present our first experience
with CGM.

Conclusions: Although CGM is an evolving
technology, emerging data suggest that it may of-
fer benefits in appropriately selected patiens who
are motivated to wear it most of the time. CGM
may be particularly useful in those with hypogly-
cemia unawareness and/or frequent episodes of hy-
poglycemia, and studies in this area are underway.

NEUROLOGIE

CO JE PODSTATNE A CO NOVE V DETSKE
EPILEPTOLOGII?

Komarek V.
Klinika détské neurologie a Centrum pro epilepsie, UK
2. LF a FN Motol, Praha

Osm procent déti prodéla v zivoté udalost epi-
leptického razu, z toho polovinu tvoti febrilni kie-
¢e. Prognodza détské epilepsie je ptriznivéjsi nez
u dospélych. U dlouhodobé sledovanych pacientii
je u jedné tietiny nadéje na uplné vylééeni, jedna
tretina je zvladnutelna 1é¢bou a ttetina je farma-
korezistentni.

Moderni diagnostika je nemyslitelna bez video-
EEG monitorace a kvalitni magnetické rezonan-
ce. V soucasnosti je znamo 36 vékové vazanych
epileptickych syndromu a vice jak dvacet generic-
kych antiepileptik. Zvlastni pozornost musi byt
vénovana diagnostice a 1é¢bé syndromu s rizikem
epileptické encefalopatie (West sy, Dravetové sy,
Doose sy, Landau-Kleffner sy a Lennox Gastaut
sy). U vSech nezvladatelnych epilepsii je nutno
uvazovat o véasném epileptochirurgickém feSeni
s nadéji na priznivy vysledek, a to zejména u déti
s fokalni kortikalni dysplazii.

PEDIATRIC EPILEPTOLOGY. STATE OF
THE ART

Komarek V.

Department of Paediatric Neurology, 2nd Med. School,
Charles University and Motol Hospital Prague, Czech
Republic

Eight percent of children underwent epilepti-
form events, half of them are febrile seizures. The
prognosis of chilhood epilepsies is better in compa-
rison with epilepsy in adulthood — one-third is be-
nign, one-third of children have treatable epilep-
sy and last third is pharmacoresistant.

The modern diagnostic process is based on vi-
deo-EEG monitoring and high quality magnetic
resonance imaging. There are 36 age dependent
epileptic syndromes and more than twenty gene-
ric antiepileptic drugs. This presentation focuses
on the diagnostic and therapy of epileptic syndro-
mes, particularly concerning following epileptic
encephalopathies (West sy, Dravetové sy, Doose sy,
Landau-Kleffner sy a Lennox Gastaut sy). Early
surgical intervention for pediatric intractable epi-
lepsy may results in a favorable outcome, mainly
in children with focal cortical dysplasia.

EEG A ZOBRAZOVACI METODY
U NEUROVYVOJOVYCH ONEMOCNENI

Komarek V.
Klinika détské neurologie a Centrum pro epilepsie, UK
2. LF a FN Motol, Praha

Zabyvali jsme se vytéznosti zobrazovacich me-
tod a EEG u déti s riznymi formami neurovyvojo-
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vych onemocnéni. Zatimco u détské mozkové obr-
ny (DMO) lze nalézt korelace mezi tizi onemocné-
ni a zobrazovacim ¢ EEG néalezem, u déti
s autismem jsme nalezli tésnégjsi vazbu mezi kli-
nickou psychopatologii a MR volumetrii jen
u relativné malé skupiny pacienti.

Z nasi studie vyplynulo, Ze s tiZi autistické poru-
chy sice koreluje pritomnost epileptickych zachva-
ta, ale vyskyt vyboji v EEG nehraje vyznamnou
roli a neni duvod k ,lé¢eni“ EEG kiivky. Obdobné
i u vyvojové dysfazie neptinesly nase studie odpo-
véd na otazku, zda ma smysl podavat antiepilepti-
ka détem s vyraznymi epileptiformnimi zménami
v celono¢nich spankovych zaznamech. Otazkou je
hledani EEG a MRI korelaci u déti s poruchami
pozornosti a hyperaktivitou (ADHD).

EEG AND NEUROIMAGING IN CHILDREN
WITH NEURODEVELOPMENTAL
DISORDERS

Komarek V.

Department of Paediatric Neurology, 2nd Med. School,
Charles University and Motol Hospital Prague, Czech
Republic

We have analyzed effectiveness of neuroima-
ging and EEG in children with different neurode-
velopmental disorders. We have found correlation
between neuroimaging and EEG in children with
cerebral palsy, as well as between MR volumetry
and EEG in one subgroup of autistic children. Our
study not confirmed correlation between epilepti-
form EEG and autism severity.

The similar study in dysphatic children did not
support that antiepileptic therapy is effective in
cases with epileptic discharges in sleep EEG. The
question is whether EEG and MRI findings corre-
late with attention deficit and hyperactivity in
children with ADHD.

a u obtizné léc¢itelnych dosahuje az 4/1000, tzn. Ze
riziko ndhlého amrti je az 24x vys$si neZ u ostatni
populace. Mezi rizikové osoby patii pacienti
s vegetativni labilitou, u kterych se SUDEP obje-
vuje v souvislosti se zvySenou fyzickou ¢ emotiv-
ni zatézi. Autonomicka dysfunkce muze byt pre-
dispozi¢nim faktorem u pacienttt se SUDEP po
fyzické a/nebo emotivni zatézi u déti a dospi-
vajicich s latentnim CPVT. Otazkou je role zaté-
zového EKG a polysomnografie v diferencialni
diagnostice CPVT a ALTE.

SUDDEN UNEXPECTED LIFE
THREATENING EVENTS IN PAEDIATRIC
NEUROLOGY

Komarek V.

Department of Paediatric Neurology, 2nd Med. School,
Charles University and Motol Hospital Prague, Czech
Republic

SUDEP (Sudden Unxpected Death in Epilep-
sy), SIDS (Sudden Infant Death Syndrome), ALTE
(Apparent Life Threatening Events) a CPVT (Ca-
techolaminergic Polymorphic Ventricular Tachy-
cardia) represent a heterogeneous group of sud-
den unexpected and unexplained events with high
risks of death. The estimated incidence of SUDEP
is in the range from 0.7 to 1.3 per 1000 patients-
years and from 3.5 to 4.1 per 1000 patients-years
among patients included in anticonvulsant trials
and/or surgery programs. Overall, this amounts to
a 24-fold increase in sudden death in patients
with epilepsy compared with matched controls.
Chronic autonomic dysfunction, may predispose
patients to SUDEP triggered by exercise and/or
emotional stress in children and adolescents with
latent CPVT. The role of treadmill testing and po-
lysomnography in SUDEP, SIDS, CPVT and ALTE
is discussed.

NAHLA A NEOCEKAVANA OHROZENI
ZIVOTA V DETSKE NEUROLOGII

Komarek V.
Klinika détské neurologie a Centrum pro epilepsie, UK
2. LF a FN Motol, Praha

SUDEP (Sudden Unxpected Death in Epilep-
sy), SIDS (Sudden Infant Death Syndrome), ALTE
(Apparent Life Threatening Events) a CPVT (Ca-
techolaminergic Polymorphic Ventricular Tachy-
cardia) predstavuji skupinu nahlych, neocekava-
nych a mnohdy nevysvétlitelnych ohroZeni Zivota
ditété s vysokym rizikem dmrti. Incidence SUDEP
se pohybuje od 0,7 k 1,3 na 1000 pacientt za rok
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NEEPILEPTICKE ZACHVATY:
NEJCASTEJSI OMYLY V DIFERENCIALNI
DIAGNOSTICE EPILEPTICKYCH
ZACHVATU

Oslejskova H.
Klinika détské neurologie LF MU a FN Brno, Centrum
pro epilepsie

V détstvi a mladi se vyskytuje velka skupina
neepileptickych zachvata, které tvori ¢astou dife-
rencialni diagnézu epileptickych zachvata.
U malych a mladsich déti se jedna hlavné
o somaticky podminéné neepileptické zachvaty,
u starsich déti a adolescentt se objevuji psycho-




genné podminéné neepileptické zachvaty. Pred-
nagka souhrnné rekapituluje hlavni typy somatic-
ky i psychicky podminénych neepileptickych za-
chvatd, jejich obvyklou vékovou distribuci
a klinické charakteristiky. Cilem pirednasky je se-
jednotkami z této skupiny onemocnéni.

Jedna se o nasledujici jednotky:

Neepileptické novorozenecké zachvaty, apnoe,
tonicka protahovani, tiresy, dystonické ataky, kme-
nové delibera¢ni fenomény, vyrazné dlekové reak-
ce, hyperekplexie (stiff baby syndrom, startle di-
sease), benigni novorozenecké spankové
myoklonie, otiasani se, chvéni se (shuddering at-
tacks), epizody tresu, afektivni zachvaty (cyano-
tické afektivni zachvaty, afektivni zachvaty palid-
niho typu, afektivné reflexni zachvaty, afektivné
respiraéni  zachvaty), Sandifer syndrom
a gastroezofagealni reflex, paroxysmalni spanko-
vé poruchy NREM a REM spanku-parasomnie
(somnambulismus, pavor nocturnus, noéni mura,
probuzeni se zmatenosti), migréna, migrendzni
ekvivalenty a paroxysmaélni ptihody v détstvi,
u kterych je predpokladan patogeneticky vztah
k migréné (benigni paroxysmalni vertigo, benigni
infantilni alternujici hemiplegie, noéni infantilni
alternujici hemiplegie, paroxysmalni torticollis,
syndrom cyklického zvraceni a varianty migrény
— familidrni hemiplegick4 migréna, sporadické
hemiplegicka migréna, bazildrni migréna, syn-
drom ,Alenky v #i8i divd za zrcadlem®, migréna
se stavem zmatenosti), extrapyramidové paroxys-
malni syndromy, hyperventilaéni syndrom akutni
a chronicky a neepileptické psychogenni zachva-
ty.

NON-EPILEPTIC SEIZURES: THE MOST
COMMON MISTAKES IN DIFFERENTIAL
DIAGNOSIS OF EPILEPTIC SEIZURES

Oslejskova H.

Department of Pediatric Neurology, Faculty of
Medicine, Masaryk University and University Hospital
Brno, Czech Republic

A varied group of non-epileptic seizures forming
frequent differential diagnosis of epileptic paro-
xysms occurs in childhood and adolescence. In
children these are especially somatic non-epileptic
seizures while psychogenic conditioned non-epi-
leptic seizures appear gradually and may also pre-
vail in preadolescence and adolescence. The lectu-
re has summed up the most important entities in
infants and young children emphasizing their cli-
nical picture and usual age incidence. The goal is
to improve the knowledge of paediatrists who
meet in their practice these problems frequently.

MULTIDISCIPLINARNI MANAGEMENT
NEUROVYVOJOVYCH PORUCH

Oslejskova H., Cahova P., Pejéochova J.
Klinika détské neurologie LF MU a FN Brno

V détstvi a mladi se oziejmuje skupina poruch,
ktera je neurology souhrnné oznacovana jako tzv.
ysneurovyvojové vady (NVV)“. V uzs§im okruhu se
tam fadi mentalni retardace, poruchy psychického
vyvoje a nékteré z poruch chovani a emoci. Poru-
chy maji fadu spoleénych ryst. Casto se jedna
o celozivotni poruchy, které maji vyrazny, obvykle
polygenni geneticky podklad, ale na vysledném
klinickém fenotypu se mohou podilet i dalsi envi-
ronmentalni modulujici faktory véetné vychovy.
Dale maji pomérné predikovatelny vyvoj béhem
mladi az do dospélosti, v adolescenci se nékdy pti-
znaky minimalizuji, ale jen vyjimeéné vymizi. Ty-
pické jsou stalym prabéhem, bez remisi a relapst.
V nékterych piipadech je mozna farmakoterapie
(ADHD syndrom), ale vzdy je nutny paralelni psy-
chologicko-pedagogicky pristup, jimZ je mozno
zlepsit outcome nékterych pacienti. Mezi poruchy
psychického vyvoje dale fadime specifické vyvojo-
vé poruchy, coZ je postiZzeni nékterych izolovanych
psychickych funkei (#e¢i, Skolnich dovednosti
a motorickych schopnosti) a jednak pervazivni vy-
vojové poruchy zasahujici kvalitativné do schop-
nosti jedince komunikovat ve spole¢nosti, kdy se
také objevuji stereotypni a nepiirozené zajmy
a nékteré jsou charakterizovany vyvojovym regre-
sem. Jsou to poruchy autistického spektra.

Na diagnostice a péci o déti s NVV se podili jed-
nak fada vysokoskolsky vzdélanych odbornik, 1é-
katt i nelékaia. Predevsim psycholog, détsky neu-
rolog, psychiatr, pediatr, otorinolaryngolog,
imunolog a pedagog, ale také rodice a dalsi ¢leno-
vé rodiny a laické vefejnosti.

MULTIDISCIPLINARY MANAGEMENT OF
NEURODEVELOPMENTAL DISORDERS

Oslejskova H., Cahova P., Pejéochova J.
Department of Pediatric Neurology, Faculty of
Medicine, Masaryk University and University Hospital
Brno, Czech Republic

A group of disorders generally termed by neuro-
logists as the so-called ,neurodevelopmental de-
fects (NDD)“ appears in childhood and adolescen-
ce. Their narrower field involves mental
retardation, disorders of psychic development and
some impairments of behavior and emotions. The
disorders have a number of common features.
They are often life-long impairments with stri-
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king, usually polygenous genetic base, however,
even other environmental factors including edu-
cation may share in the resulting clinical phenoty-
pe. Furthermore, they have relatively predicable
development in the course of youth up to adult
age, in adolescence the symptoms sometimes mi-
nimalize but disappear only exceptionally. Their
continuous course without remissions and relap-
ses is typical. Pharmacotherapy can be used in so-
me cases (ADHD syndrome) but parallel psycholo-
gical/paedagogical approach is always necessary
as it can improve the outcome in some patients.
The disorders of psychic development also involve
specific developmental impairments, which is the
affection of some isolated psychic functions
(speech, school skills and motor abilities) and also
pervasive developmental disorders interfering
qualitatively in the individual s capacity to com-
municate in society when stereotypic and unnatu-
ral interests appear and some of them are charac-
terized by developmental regression. These are
autistic spectrum disorders.

A number of learned specialists, both physici-
ans and non-physicians, share in the diagnostics
and care of children with NDD: particularly psy-
chologist, children neurologist, psychiatrist, pedi-
atrician, otorhinolaryngologist, immunologist and
paedagogue, as well as parents and other mem-
bers of family and laic public.

PROJEKT CASNE DIAGNOSTIKY
POMPEHO NEMOCI U VYSOCE RIZIKOVE
POPULACE DETI A MLADISTVYCH V CR

Oslejskova H.1, Rusnakova S.1, Vohaiika S.2
IKlinika détské neurologie LF MU a FN Brno
2Neurologickd klinika LF MU a FN Brno

Uvod: Pompeho nemoc (PN, glykogenéza typu
II) je autosoméalné recesivni porucha s deficitem
lyzozomalni kyselé alfa glukosidazy (GAA)
s dusledkem sti¥adani lyzozoméalniho glykogenu ve
tkanich, piedev§im v kosternim a srde¢nim svalu.
Jedné se o genovy defekt na dlouhém raménku
17. chromozomu (17g23). Odhady incidence jsou
1 na 40 000 porodt. Prevalence na svété je tedy
asi 5000 az 10 000 nemocnych. V CR bylo dosud
diagnostikovano celkem 10 pacientt, ackoliv po-
dle propoc¢tu teoretické prevalence onemocnéni by
jich v CR mélo byt asi 250. Lze proto odtivodnéné
predpokladat, ze ¢ast pacientt je bud nediagnos-
tikovana, nebo vedena pod jinou diagnézou.

Klinické obrazy Pompeho choroby
v détstvi a mladi
klasicka infantilni forma. Projevuje se jako ,flop-
py baby“ syndrom, tedy zavaznou hypotonii, retar-
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daci psychomotorického vyvoje, obtizemi s p¥ij-
mem potravy, neprospivanim a dilata¢ni kardio-
myopatii. Soucasti klinického obrazu je nachyl-
nost k respiraénim infektim a hepatomegalie.
Prognéza onemocnéni je nepiizniva, pacienti umi-
raji na kardiorespiraéni selhani do konce prvniho
roku Zivota.

Podle vyse zbytkové aktivity GAA se u kojenct,
vétsich déti i mladistvych az do dospélosti mtze
vyskytovat Siroké spektrum zavaznosti postiZeni
kosternich svalt s progredujici svalovou slabosti
s/bez respiraéni insuficience, motorickou neobrat-
nosti, priéemz kardiomegalie jiZ neni souéasti kli-
nického obrazu. Od roku 1999 existuje enzymova
substituéni terapie preparatem Myozyme.

Informace o projektu

Cilem pediatrické ¢asti celorepublikového pro-
jektu ,Casné diagnostiky Pompeho nemoci
u vysoce rizikové populace déti a mladistvych po-
moci metody suché kapky krve“, ktery byl zaha-
jen v roce 2008, je vySetieni vysoce rizikové popu-
lace déti i dospivajicich do 19 let se svalovou
slabosti, hypotonii, meskanim vyvojovych milni-
kt, kardiomyopatii, makroglosii a respiracni
insuficienci s pFipadnou véasnou diagnostikou
onemocnéni a rovnéz i vyhledani dosud nedia-
gnostikovanych p¥ipadt. Metoda ,suché kapky kr-
ve“ je jednoduchy krevni test s vysokou senzitivi-
tou a specificitou. Pozitivni pacienti budou ovéteni
vySetienim aktivity enzymu v leukocytech v Usta-
vu dédiénych metabolickych poruch p#i UK 1. LF
a VFN Praha a pozitivni pacienti, kteii budou
vhodni k 1é¢bé, tam budou i 1é¢eni a dale sledova-
ni.

A PROJECT OF EARLY DIAGNOSTICS OF
POMPE’ S DISEASE IN HIGH-RISKY PO-
PULATION OF CHILDREN AND
ADOLESCENTS IN THE CZECH REPUBLIC

Oslejskova H.1, Rusnakova S.1, Vohaiika S.2
IDepartment of Pediatric Neurology, Faculty of
Medicine, Masaryk University and University Hospital
Brno, Czech Republic

2Department of Neurology, Faculty of Medicine,
Masaryk University and University Hospital Brno,
Czech Republic

Introduction: Pompe’s disease (PD, type III
glycogenosis) is an autosomal recessive disorder
with deficient lysosomal acid alpha glucosidase
(GAA) resulting in saving lysosomal glycogen in
the tissues, particularly in skeletal and cardiac
muscles. It is a gene defect on a long arm of chro-
mosome 17 (17q23). The incidence is estimated to
be 1 per 40 000 births. Thus, the world-wide pre-
valence is about 5000-10000 patients. In the




Czech Republic there have been diagnosed totally
10 patients although, according to the calcula-
tions of theoretical prevalence of the disease,
their number should be about 250 in the Czech
Republic. Therefore, it is reasonable to suppose
that a part of patients has been either non-diagno-
sed or registered with a different diagnosis.

Clinical pictures of Pompe s disease in
childhood and adolescence

In childhood the clinically most severe form of
PD is a classical infantile form. It is manifested as
Sloppy baby“ syndrome, i.e. severe hypotony, re-
tardation of psychomotor development, problems
with food intake, bad progress and dilatation car-
diomyopathy. A clinical picture also shows the ten-
dency to respiratory infections and hepatomega-
ly. The disease prognosis is unfavourable, patients
die of cardiorespiratory failure by the end of their
first year of life.

According to the residual GAA activity, infants,
older children as well as adolescents up to the
adult age may present a wide spectrum of severe
affections of skeletal muscles with progreding
muscular weakness with/without respiratory in-

sufficiency, motor clumsiness, while cardiomegaly
is not a part of a clinical picture. Enzyme substi-
tution therapy with Myozyme preparation has
been applied since 1999.

Information about the project

The goal of the paediatric part of the whole-re-
public project of ,Early diagnostics of Pompe s di-
sease in high-risky population of children and ado-
lescents by means of a dry blood drop“ initiated in
2008 is to examine high-risky population of child-
ren as well as adolescents by 19 years of age with
muscular weakness, hypotony, missing develop-
mental mile-stones, cardiomyopathy, macroglossia
and respiratory insufficiency with possible early
diagnostics of the disease and seeking for still not-
diagnosed cases. The method of ,,dry blood drop“
is a simple blood test with high sensitivity and
specificity. Positive patients will be verified by exa-
mining the activity of enzyme in leukocytes in the
Institute of Hereditary Metabolic Disorders at the
1st Faculty of Medicine, Charles University, and
VFN Prague, and positive patients suitable for the
therapy will be treated and followed up there as
well.

ENDOKRINOLOGIE

PORUCHY POHLAVNIHO VYVOJE

Zapletalova J., Pomahacova R.1,
Plasilova 1.2, Lebl J.3

Détskad klinika LF UP a FN Olomouc

1Détskd klinika LF UK a FN Plzert
2Endokrinologickd ordinace, Pardubice
3Pediatrickd klinika UK 2. LF a FN Motol, Praha

Pohlavni vyvoj ¢lovéka se odehrava ve dvou vy-
znamnych etapach: béhem prvni poloviny fetalni-
ho zivota dochazi ke geneticky podminéné diferen-
ciaci pavodné pluripotentni gonady v testis nebo
ovarium, které jsou zodpovédné za vyvoj rozdilné-
ho vnitiniho a zevniho genitalu. Tento proces je
zavr$en béhem puberty, kdy dochézi k vyvoji se-
kundéarnich pohlavnich znakt a k dosazeni plné
pohlavni zralosti, ktera je ptedpokladem budouci
fertility.

K hlavnim fyzickym zméndm spojenym
s dospivanim pat¥i (1) vyvoj sekundarnich pohlav-
nich znakd, (2) dozrani a postupné navozeni do-
spélé funkce ovarii, testes a nadledvin, (3) ukonce-
ni télesného rustu, (4) dosazeni dospélého stavu
vyvoje skeletu, svalt a tukové tkané.

Podminkou spravného pohlavniho dozravani je
fyziologicka funkce hypotalamo-hypofyzarniho re-
gulaéniho systému. Umoznuje relativné stabilni

posloupnost hormonalnich zmén nasledovanych
odpovidajicimi zménami fyzickymi. Poruchy dospi-
vani vétSinou souvisi s jeho poéatkem (p¥ili§ brzy
nebo ptili§ pozdé), pfipadné abnormalnim prabé-
hem.

Predéasna puberta je vSeobecné definovana
jako objeveni se sekundarnich pohlavnich znaka
pred 8. rokem u divek a pied 9. rokem u chlapct.
U pravé pubertas praecox (centralni) se pred-
Casné objevuji vSechny endokrinni a fyzické
zmény, které jsou identické jako u norméalniho do-
spivani. P¥i¢inou je predcasna aktivace hypo-
talamo-hypofyzarni osy. U pseudopuberty je se-
kvence pohlavniho dozravani odliSnad nez
u centralni pred¢asné puberty a primarnim zdro-
jem hormonaélni sekrece jsou ovaria, testes, ktira
nadledvin, vzacné nadory produkujici gonadotro-
piny, pfipadné uzivani exogennich steroidu.

Za opozdény nastup puberty povazujeme
chybéni zndmek pohlavniho zrani ve 13 letech vé-
ku u divek (ptretrvavajici B1) a ve 14-15 letech
u chlapct (testikularni volum <3 ml), piipadné
stav, kdy sexualni vyvoj nepokracuje pfimérenym
tempem. Je vétSinou spojen se zaostavanim
v télesném rastu. Postihuje vice chlapce a jeho nej-
Castéjsi pri¢inou je tzv. konstituéni opozdéni,
které je nékdy obtizné odlisit od izolovaného hy-
pogonadotropniho hypogonadismu. Primar-
ni postiZeni gonad je naopak ¢astéjsi u divek (Tur-
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nertav syndrom nebo jiné typy gonadalni dysgene-
ze, autoimunitni ovarialni selhani). U chlapcu je
spojeno s Klinefelterovym syndromem nebo
s vyvojovymi poruchami varlat jako anorchii, ne-
sestouplymi testes, sekundarni atrofii po torzi, in-
fekci, traumatu nebo orchidopexi.

Specifickou a pomérné pocetnou skupinu tvoii
pacienti s chronickymi onemocnénimi (nejc¢as-
téji nepoznanou malabsorpci pfi nespecifickych
stievnich zanétech, silentni celiakii nebo pfi po-
ruchach p#{jmu potravy), jedinci s deprivaénim
syndromem nebo velkou sportovni zatézi (napf.
elitni gymnastky, baletky).

Autori uvadéji interaktivni formou ¢tyri
zahadné kazuistiky pacientt s poruchami
dospivani:

Zapletalova J.1, Michalkova K.2

(1Détska klinika, 2Radiologicka klinika LF UP
a FN Olomouc):

ZAHADA VEGETARIANSKE DIVKY

Pomahacova R. (Détska klinika LF UK
a FN Plzen):
ZAHADA POMOCENEHO CHLAPCE

Plasilova 1.1, Pozler O.2 (1Endokrinologicka or-
dinace, Pardubice a 2Détska klinika LF UK a FN
Hradec Kralové):

ZAHADA HUBNOUCI DiVKY

Lebl J. (Pediatrick4 klinika UK 2. LF a FN Motol,
Praha):
ZAHADA JEDNOVAJECNYCH DVOJCAT

ABNORMALITIES OF SEXUAL
DEVELOPMENT

Zapletalova J., Pomahacova R.1,

Plasilova 1.2, Lebl J.3

Department of Paediatrics, Faculty of Medicine,
Palacky University and University Hospital Olomouc,
Czech Republic

IDepartment of Paediatrics, Faculty of Medicine,
Charles University and University Hospital, Plzeri,
Czech Republic

2Endocrinology Out-patient Clinic Pardubice, Czech
Republic

3Department of Paediatrics, University Hospital Motol
and 2nd Faculty of Medicine, Charles University, Pra-
gue, Czech Republic

Sexual development proceeds in two major

steps, including differentiation of the original plu-
ripotent gonads into ovaries or testicles during the
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first half of fetal life that leads to development of
internal and external genitalia, and its completi-
tion at puberty with development of secondary sex
characteristics and achievement of full sexual ma-
turation essential for future fertility. The major
physical changes related with puberty are (1) de-
velopment of secondary sex characteristics, (2)
maturation of ovaries, testicles and adrenals, (3)
achievement of final height and (4) final of forma-
tion of skeletal, muscular and fat tissue.

Physiological function of hypothalamic-pituita-
ry regulatory system is the prerequisite of appro-
priate sex development. The consonance of endo-
crine changes that occur with pubertal
development is relatively constant and results in
a consistent pattern of physical changes. Most pu-
bertal abnormalities relate to abnormal timing
(too early or too late) or loss of a normal pattern of
physical changes.

Sexual precocity is conventionally defined as
occurrence of any secondary sexual characteristics
before 8 years in girls and 9 years in boys. In true
(central) precocious puberty all endocrine and
physical changes develop earlier due to activation
of hypothalamic-pituitary axis but their pattern
exactly follows normal sex development. Abnor-
mal pattern of sex development is usually termed
“pseudopuberty”’. Primary source of hormonal
secretion may be ovaries, testicles or adrenals and,
very rarely, gonadotropin-secreting tumours or ad-
ministration of exogenous steroids.

Pubertal delay is characterised by absence of
sex development at 13 years in girls (Tanner sta-
ge B1) or at 14-15 years in boys (testicular volu-
me <3 ml) or by arrest of adequate sex develop-
ment. Delayed puberty is mostly associated with
short stature. Delayed puberty is more prevalent
in boys in form of constitutional delay that needs
to be distinguished from isolated hypogonado-
trophic hypogonadism. On the opposite, prima-
ry gonadal failure is more prevalent in girls
(Turner syndrome, other types of gonadal dysge-
nesis, or rarely autoimunne ovarian failure). In
boys, gonadal failure is a part of Klinefelter syn-
drome or may be caused by testicular conditions
as anorchia, undescended testicles, torsion, infec-
tion, trauma or orchidopexy.

Delayed puberty may result also from chronic
conditions (e.g. malabsorption in inflammatory bo-
wel disease, silent celiac disease or eating disor-
ders), from deprivation syndrome or from intensi-
ve exercise combined with the desire of low body
weight (elite gymnasts, ballets).

Authors present four interactive myste-
rious case reports of patients with pubertal
disorders:




Zapletalova J.1, Michalkova K.2 (1Department
of Paediatrics and 2Department of Radiology, Fa-
culty of Medicine, Palacky University and Univer-
sity Hospital Olomouc):

MYSTERY OF A VEGETARIAN GIRL

Pomahacova R. (Department of Paediatrics, Fa-
culty of Medicine, Charles University and Univer-
sity Hospital, Pilsen):

MYSTERY OF AN ENURETIC BOY

Plasilova 1.1, Pozler O.2 (1Endocrinology Out-Pa-
tient Clinic Pardubice and 2Department of Pae-
diatrics, Faculty of Medicine, Charles University
and University Hospital Hradec Kralové):
MYSTERY OF A GIRL LOOSING WEIGHT

Lebl J. (Department of Paediatrics, University
Hospital Prague-Motol and 2nd Faculty of Medici-
ne, Charles University):

MYSTERY OF IDENTICAL TWINS

SYSTEMOVA ONEMOCNENI POJIVA

DIFERENCIALNI DIAGNOSTIKA
ARTRITIDY V DETSKEM VEKU

PAEDIATRIC ARTHRITIS: DIFFERENTIAL
DIAGNOSIS

Dolezalova P., Némcova D., Hoza J.
Klinika détského a dorostového lékarstui, 1. lékarskad
fakulta, Univerzita Karlova v Praze

Cile: Piehledné sdéleni.

Metody: Update soucasnych poznatkt
a praktickych algoritmt na zakladé analyzy pub-
likovanych tdaja a zkuSenosti pracovisté.

Vysledky a zavér: Bolest, otok nebo porucha
funkce pohybového aparatu jsou v détském véku
Castym dtvodem k navstévé lékare. Pri¢iny téch-
to stavi a jejich klinicky vyznam jsou velmi rtizno-
rodé. Kloubnimi potiZemi se muzZe projevit fada
stavi postihujicich primarné jiné systémy,
v nékterych piipadech zavaznych onemocnéni,
napi. ze skupiny systémovych malignit mtze byt
muskuloskeletalni bolest hlavnim subjektivnim
steskem ditéte. Bolest sama o sobé vSak provazi
i fadu benignich nebo ptfechodnych stavi, jako
jsou reaktivni artritidy ¢i rastové bolesti. Hlavni-
mi faktory diferencialni diagnostiky jsou pecliva,
cilené vedena anamnéza a fyzikalni vySetfeni, na
jejichz podkladé je teprve stanoven dalsi vySetio-
vaci a 1é¢ebny algoritmus. Ulohou prvni linie kon-
taktu je zhodnotit spravné piipadnou zavaznost
projevu a od toho se odvijejici potiebu a rychlost
specializovaného vySetfeni. Otok kloubu s ne-
presvédéivou urazovou etiologii patii spise do ru-
kou détského revmatologa nez chirurga ¢i ortope-
da. Mezi urgentni stavy vyzZadujici neprodlené
vySetfeni odbornikem pat#i zejména podezieni na
malignitu, septickou artritidu ¢i nékteré organové
¢i celkové projevy vzacnéjSich systémovych one-
mocnéni, jako je napt. systémovy lupus erythema-
tosus nebo Kawasakiho nemoc.

Dolezalova P., Némcova D., Hoza J.
Department of Paediatrics and Adolescent Medicine,
1st Medical School, Charles University in Prague,
Czech Republic

Aims: Review of the topic.

Methods: Update of the current knowledge and
practical algorithms based on the analysis of pub-
lished data and departmental experience.

Results and conclusions: Pain, swelling or
functional limitation of musculoskeletal system
are common causes of medical appointments du-
ring childhood. Aetiology and clinical significance
of such conditions are extremely diverse. Disor-
ders of other than musculoskeletal system may
cause joint symptoms, in case of serious diseases
e.g. from the group of systemic malignancies mus-
culoskeletal pain can be a major subjective com-
plaint of an affected child. Pain itself may accom-
pany many benign or self-limited conditions like
reactive arthritides or growing pains. Meticulous
history with direct questioning and physical exa-
mination are major components of the differenti-
al diagnostic process which forms the basis for the
investigation and therapeutic plan. Proper evalu-
ation of the potential severity of presenting signs
and symptoms and the need and urgency of the
specialist assessment are major tasks of the phy-
sician in the first line of patient contact. Child
with the joint swelling and vague history of trau-
ma should be referred to a paediatric rheumatolo-
gist rather than a surgeon. Among acute rheuma-
tic conditions, suspected malignancies, septic
arthritis, severe organ-specific or systemic symp-
toms of rarer diseases like systemic lupus erythe-
matosus or Kawasaki disease belong to paediatric
emergencies requiring immediate specialised as-
sessment.
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EXTRAARTIKULARNI PROJEVY
REVMATICKYCH ONEMOCNENI U DETI

Mackua M., Franova J., Schiiller M.

Pediatrickd klinika Fakultni nemocnice Brno

Cile: Zduraznéni vyznamu extraartikularnich
projevu détskych revmatickych onemocnéni pro
¢asnou diagnostiku nemoci.

Metody: Analyza literarnich i vlastnich zkuse-
nosti pracoviste.

Vysledky a zavér: Do ambulance détského
revmatologa jsou pacienti nejéastéji odesilani pro
bolesti ¢i otoky kloubti. Tyto projevy vSsak nemusi
byt prvnimi a ani jedinymi p¥iznaky revmatické-
ho onemocnéni. Nase sdéleni si v§ima nejcastéj-
§ich extraartikularnich projevl autoimunitnich
chorob pojiva u déti.

Podrobnéji se zaméfujeme zejména na postize-
ni oéi, slinnych zlaz, nékteré kozni projevy, trom-
botické stavy a Raynaudtv fenomén, které se mo-
hou objevit jako prvni piiznak zavazného
autoimunitniho onemocnéni.

Uvadime frekvenci téchto symptomt, vyznam
pro diagnostiku onemocnéni a jejich diferencialni
diagnostiku.

EXTRAARTICULAR MANIFESTATIONS OF
RHEUMATIC DISEASES IN CHILDREN

Mackua M., Franova J., Schiiller M.
Pediatric Department of the Faculty Hospital Brno,
Czech Republic

Aims: Review of the role of extraarticular
symptoms in the early diagnosis of childhood
rheumatic diseases.

Methods: Analysis of published data and de-
partmental experience.

Results and conclusions: The children’s
rheumatology department receives most frequent-
ly patients suffering from articular pain or swel-
ling of joints. These manifestations however do not
have to be the first or the only symptoms of
a rheumatic disease. Our report pays attention to
the most frequent extraarticular manifestations
of autoimmune connective tissue disorders. We fo-
cus in more detail particularly on eye involve-
ment, salivary glands affects, on some dermatolo-
gy problems, thrombotic conditions and Raynaud
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phenomenon which can be the first symptom of se-
rious autoimmne disesase.

We present the frequency of these symptoms,
their significance for establishment of the diagno-
sis and their differential diagnosis.

ETANERCEPT V LECBE JIA - NASE
ZKUSENOSTI

Némcova D., Dolezalova P., Macku M.1,
Hoza J.

Klinika détského a dorostového lékarstui, 1. lékaiskd
fakulta, Univerzita Karlova v Praze

1Pediatrickd klinika FN Brno

Cile: Piehled charakteristik pacienta lécenych
blokatory tumor-nekrotizujiciho faktoru o pro ju-
venilni idiopatickou artritidu (JIA) v centru bio-
logické 1é¢by.

Metody: Retrospektivni analyza tdaja z cen-
tralniho registru.

Vysledky a zavér: V letech 2003-2009 bylo
u nas léeno etanerceptem celkem 100 déti,
u nichz se v 80 % jednalo o polyartikularni formu
a ve 20 % o polyartikularni prabéh jinych forem
JIA (rozsifena oligoartritida, psoriaticka a sys-
témova forma JIA). V pritbéhu 6 let doslo u 96 dé-
ti k vyraznému zlepseni JIA hodnocenému jako
remise, jejiz definice budou uvedeny stejné jako
podrobné charakteristiky pacienta a terapeu-
tickych postupti véetné pristupu k ukonceni 1é¢by.

Udaje o pacientech jsou ukladany do centralni-
ho registru biologické 1é¢by s nazvem ATTRA (An-
ti-TNF alfa terapie revmatoidni artritidy) pro JIA.
U vsech pacientu je sledovana uéinnost 1é¢by po-
dle procentualniho zlepSeni ve standardnich pa-
rametrech aktivity onemocnéni (tzv. pedACR 30,
50, 70). Hodnoceni zahrnuje kloubni indexy, celko-
vé hodnoceni lékarem a rodi¢i (VASL, VASR), Do-
taznik o zdravotnim stavu v détstvi (CHAQ)
a zakladni laborator v intervalech 1, 3, 6, 12, 18
a 24 mésict.

Celkem u 6 pacientiu byl podavan v rezimu
off-label preparat adalimumab v indikaci chronic-
ké rezistentni uveitidy a/nebo JIA.

U pacientd s chronickou imunomodulaéni 1é¢-
bou je tireba vénovat naleZitou pozornost procesu
pievedeni do pécée specialisti pro dospélé,
v ptripadé biologické 1é¢by pak do piislusného rev-
matologického centra biologické terapie.




ETANERCEPT IN THE TREATMENT OF
JIA - OUR EXPERIENCE

Némcova D., Dolezalova P., Macku M.1,
Hoza J.

Department of Paediatrics and Adolescent Medicine,
1st Medical School, Charles University in Prague,
Czech Republic

1Department of Paediatrics, University Hospital Brno,
Czech Republic

Aims: Review of characteristics of a cohort of
patients treated with TNFo blockade for juvenile
idiopathic arthritis (JTA) in the centre for biologic
therapy.

Methods: Retrospective analysis of the central
registry data.

Results and conclusion: At our units total of
100 children with JIA were treated with etanercept
over the years 2003—2009. Eighty percent had poly-
articular JIA, 20% polyarticular course of other JIA
onset types (extended oligoarthritis, psoriatic and
systemic JIA). Over the 6 years 96 patients reached
disease remission characteristics of which will be
explained. Detailed patient description as well as
overall therapeutic approaches including termina-
tion of biologic therapy will be presented.

Patient data are being entered in the central
biologics registry called ATTRA (Anti-TNF alfa
therapy of rheumatoid arthritis) for JIA. In all pa-
tients therapeutic efficacy is monitored using the
percentage of improvement in standardized dise-
ase activity measures (pedACR 30, 50, 70) which
include joint counts, physician and parent global
disease assessments (VASL, VASR), Childhood
Health Assessment Questionnaire (CHAQ) and la-
boratory tests in 1, 3, 6, 12, 18 and 24 months of
the treatment.

In 6 patients with resistant uveitis and/or JIA
another TNFo inhibitor, adalimumab, had been
used in the off-label regimen.

In paediatric patients with long-term immuno-
modulatory therapy process of transition into
adult specialist care in rheumatology biologic
centres requires special attention.

METOTREXAT V LECBE JUVENILNI
IDIOPATICKE ARTRITIDY: KLINICKA
DOPORUCENI

Tukova J., Dolezalova P., Némcova D.,
Hoza J.

Klinika détského a dorostového lékarstui, 1. lékarskad
fakulta, Univerzita Karlova v Praze

Cile: I pies vyznamné pokroky ve vyvoji biolo-

gické terapie zustava metotrexat (MTX) lékem
prvni volby u déti s juvenilni idiopatickou artriti-
dou (JIA) s nedostateénou odpovédi na nesteroid-
ni antiflogistika a/¢i intrartikulérni kortikoidy. Je-
ho piednosti je vysoka dcéinnost, nizka toxicita
a cena. Prakticky zpusob pouziti MTX se lisi me-
zi jednotlivymi specialisty a pracovisti. Ve snaze
sjednotit podklady pro klinicka doporuéeni pracov-
ni skupiny détské revmatologie jsme se rozhodli
revidovat publikované udaje tykajici se vedeni 1é¢-
by MTX u déti s JIA a v kombinaci s nazory ex-
pertt navrhnout doporuceni pro algoritmus 1écby
MTX.

Metody: Reserse védecké literatury poslednich
10 let s pouzitim standardnich ucebnic
i elektronickych databazi PubMed, MEDLINE,
EMBASE a Cochrane Library.

Vysledky: Nalezenid doporuéeni se shoduji
v nékolika zakladnich bodech (indikace, davkova-
ni MTX, interval a cesta podani), které vychazeji
z randomizovanych kontrolovanych studii. Vétsina
ostatnich klinickych doporuceni vychazi z nazoru
expertd a opiraji se o jejich klinickou zkusSenost,
zavéry expertnich komisi ¢i kratkodobé nekontro-
lované studie (nap¥. suplementace folaty, ockova-
ni, ukonéeni terapie atd.).

Zavér: V soucasnosti nejsou jednotlivé kroky
vedeni terapie MTX u déti s JIA dostateéné védec-
ky podlozené vzhledem k omezenému poctu kon-
trolovanych studii. Prezentovany lé¢ebny algorit-
mus je zaloZen na analyze dostupnych informaci
z oblasti détské i dospélé revmatologie a ve spor-
nych bodech doplnén zkusenostmi odbornika. Je-
ho finalni podoba bude vystupem piehodnoceni
skupinou evropskych expertt a nepochybné bude
v budoucnu podléhat pravidelnym revizim.

METHOTREXATE THERAPY IN PATIENTS
WITH JUVENILE IDIOPATHIC ARTHRI-
TIS: CLINICAL RECOMMENDATIONS

Tukova J., Dolezalova P.,, Némcova D.,
Hoza J.

Department of Paediatrics and Adolescent Medicine,
1st Medical School, Charles University in Prague,
Czech Republic

Aims: Despite important developments in the
area of biologics, methotrexate (MTX) remains the
most commonly used disease-modifying antirheu-
matic drug in children with resistant juvenile idio-
pathic arthritis (JIA) due to its advantageous risk-
benefit profile and low cost. There is considerable
variability among clinicians in the MTX use in pa-
tients with JIA. In order to prepare clinical recom-
mendations of the paediatric rheumatology wor-
king group we decided to revise published data
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concerning MTX therapy management in children
with JIA and to combine them with expert recom-
mendations.

Methods: A large literature search was perfor-
med using PubMed, MEDLINE, EMBASE,
Cochrane Library and rheumatology textbooks
published over the past 10 years.

Results: The recommendations concur in seve-
ral basic points (indication, dosing, route of appli-
cation etc.) that come from randomised controlled
trials. Majority of data result from expert opi-
nions based on clinical experience, descriptive stu-
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dies or reports of expert committees (folate supp-
lementation, vaccinations, termination of therapy
etc.).

Conclusion: Presently, lack of controlled trials
limits the scientific evidence for MTX therapy re-
commendations. The proposed algorithm is based
on the analysis of available data from both adult
and paediatric rheumatology areas and in contro-
versial points expert opinion is taken into account.
Its final version will have to be agreed within the
European expert group and will be a subject to re-
gular revisions.
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Sobota 22. kvétna

PLENARNI PREDNASKY

PEDIATRIE 21. STOLETI: TECHNOLOGIE
VERSUS NEMOCNE DITE

Feber J., Geier P.
Children’s Hospital of Eastern Ontario, University of
Ottawa, Canada

V moderni pediatrii je fada bézné dostupnych
vySetiovacich metod, které rozsituji diagnostic-
ké a terapeutické moznosti. Néktera vySetifeni
jsou vSak pomérné invazivni, jina ¢asové naroc-
na a obtizné interpretovatelna. Na zakladé p¥i-
kladt autoii diskutuji skuteény piinos nékolika
bézné pouzivanych vySetieni v soudobé pediat-
I1l.

Mikéni cystouretrografie (MCUG): Cilem
MCUBG je diagnostikovat vezikoureteralni reflux
(VUR), nebot pacienti s vysokym stupném VUR
jsou ohrozeni vznikem trvalého poskozeni ledvin-
ného parenchymu. Av§ak vétsina pacientu se za-
vaznym VUR je diagnostikovana béhem vySetfeni
pro vyznamnou antenatalni hydronefrézu. U déti
s normalnim prenatalnim UZ vySetfenim a prvni
IMC je pravdépodobnost zachytu klinicky vy-
znamného VUR relativné nizka a riziko vzniku ji-
zev je u téchto déti malé, pokud jsou adekvatné
a véas lé¢eny antibiotiky. Otazkou ztstava, zda je
nutno indikovat pomérné invazivni vySetieni, ja-
ko je MCUG, u kazdého ditéte s nekomplikovanou
IMC a normélnim UZ nélezem.

Méireni krevniho tlaku: Krevni tlak (TK) je
dulezitou souéasti preventivnich prohlidek u déti.
V ptripadé suspektnich hodnot TK v porovnani
s vékem a vyskou lze u déti starsich 5 let vySet¥it
24h krevni tlak (ABPM). Vysledkem tohoto vySet-
feni je v8ak fada parametrua (cca 20 proménnych),
které je nutno opatrné a dobte interpretovat, aby
nedoslo k pod- nebo nadhodnoceni TK a tudiz ne-
spravné diagnodze.

Kostni denzita (DEXA): Toto vySetfeni bylo
pavodné vyvinuto k diagnostice osteopordzy
u postmenopauzalnich Zen. Posléze se DEXA zaca-
la pouzivat i u déti, u kterych je v8ak nutno vzit
v uvahu rast a trvale se ménici délku kosti. Kost-
ni denzita v g/cm? je u téchto déti obtiZzné inter-
pretovatelna, nebot u mensich déti a tudiz krat-
§ich kosti muze byt kostni denzita fale$né nizka,
coZ muze vyvolat podezieni na osteoporézu. U déti
je tedy doporuceno vysledky DEXA korigovat ak-
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tualni vyskou pacienta nebo vypocitat volumetric-
kou kostni denzitu v g/cm3.

Zavér: V pediatrii existuje Fada vySetiovacich
metod, které jsou sice bézné dostupné, ale vyzadu-
ji zkuSenost pfi interpretaci vysledkd, jinak mo-
hou vést k mylnym zavértm. Skuteénost, Ze mame
k dispozici G¢inné a moderni diagnostické pro-
stredky, by neméla vést k jejich naduzivani. Mély
by byt indikovany racionalné, a to pouze tehdy, po-
kud jejich vysledek piinese skuteény piinos zdra-
vi ditéte a pokud jsme schopni piesné interpreto-
vat jejich zavéry.

PEDIATRICS IN THE 21st CENTURY:
TECHNOLOGY VERSUS SICK CHILD

Feber J., Geier P.
Children’s Hospital of Eastern Ontario, University of
Ottawa, Canada

In modern pediatrics there are several diagnos-
tic methods which significantly broaden the dia-
gnostic and therapeutic possibilities. Some inves-
tigations are relatively invasive, other time
consuming and difficult to interpret. Authors dis-
cuss the true benefit for the patient from several
commonly used investigations in modern pedia-
trics.

Voiding cystourethrography (VCUG): The
goal of VCUG is to diagnose the vesicoureteric ref-
lux (VUR), as patients with high grade VUR could
be at risk for permanent kidney parenchymal da-
mage. However, most of patients with severe VUR
are diagnosed prenatally with significant hydro-
nephrosis. In children with normal prenatal ul-
trasound (US) and first urinary tract infection
(UTI) is the likelihood of clinically significant VUR
relatively low. Moreover, the risk of kidney scar-
ring is also low if antibiotic therapy is adequate
and started early in the course of infection. There-
fore, it is rather questionable whether VCUG
should be indicated in every child with uncompli-
cated UTI and normal US finding.

Ambulatory blood pressure monitoring
(ABPM): Annual blood pressure (BP) measure-
ment is recommended in children >3 years of age.
If the measured BP values exceed the 95th per-
centile in relation to age and height, ABPM can be
indicated. However, ABPM yields approximately




20 various parameters, which should be carefully
and correctly interpreted in order to avoid under-
or overdiagnosis of hypertension.

Bone mineral density (DEXA): this techni-
que was initially developed for the diagnosis of
postmenopausal osteoporosis. Subsequently,
DEXA has been increasingly used in children, in
whom the length of bones is constantly changing
with growth. The areal bone mineral density
(BMD) in g/em?2 can be falsely low in short children
and this may lead to a false diagnosis of decreased
BMD. It is therefore recommended that DEXA re-
sults are corrected by actual height of the child or
expressed as volumetric BMD in g/cm3.

Summary: In modern pediatrics there are ma-
ny diagnostic methods, which are easily available,
but require experience in interpretation of results
in order to avoid false conclusions/diagnosis. The
easy access to these methods should not lead to
their abuse. All the exams should be indicated
with rationale and only then if their results provi-
de true benefit for the health of the child.

ULOHA VRODENEJ IMUNITY
V PATOGENEZE INFEKCII MOCOVYCH
CIEST

Podracka L.
1. KDD LF UPJS a DFN Kosice, Slovensko

Infekcie mocovych ciest (IMC) patria
k najcastejsim baktériovym infekciam v detskom
veku. Obavy pediatrov vyvolavaji najmaé febrilné
IMC (akutne pyelonefritidy), ktoré mézu viest
k rendlnemu jazveniu, hypertenzii a progresiv-
nemu poskodeniu obli¢iek. Mechanizmy vytvore-
nia antimikrobialnej bariéry v mocéovych cestach
nie su presne objasnené. Predpokladalo sa, Ze ste-
rilny mo¢ pomaha udrziavat najma prudky tok
mocu, ktory brani baktériam, aby sa zachytili na
sliznici mocového traktu. Nedavno sa zistilo, Ze
kTIicéova tlohu pri obrane moc¢ového traktu pred
invazivnou infekciou maja faktory vrodenej imu-
nity, najméi endogénne antimikrobidlne peptidy
defenziny a katelicidin. Baktérie, ktoré prenikna
cez prvu obrannt liniu uroepitelu, aktivuja vrode-
nu imunitnd odpoved prostrednictvom Toll-like
receptorov 4. Pritomné mikréby, chemokiny (IL-8)
a cytokiny (IL-1 a TNFa) pritahuja a aktivuju
neutrofily a makrofagy, ktoré poskodzuju intersti-

cium a parenchym. Riziko zavaznosti infekcie
u ludi je variabilné. Katelicidin na sliznici moco-
vych ciest méze téinne chranit pred ttokom bak-
térii. Katelicidin v moéi sme vySetrovali v skupine
zdravych deti a deti s IMC. U zdravych boli kon-
centracie katelicidinu v mo¢i velmi nizke. Naopak,
u deti s febrilnou IMC boli signifikantne vyssie
ako u chorych s infekciou dolnych mocovych ciest.
Nase vysledky naznacuja, ze katelicidin je kluco-
vy faktor slizni¢nej imunity v mocovych cestach.

THE ROLE OF INNATE IMMUNITY IN
PATHOGENESIS OF URINARY TRACT
INFECTION

Podracka I.
1st Dept. of Paediatrics Medical Faculty UPJS and
Childrens Hospital, KoSice, Slovakia

Urinary tract infection (UTI) is one of the com-
monest bacterial infections seen in children. Feb-
rile UTI are the main concern of pediatricians
since they might lead to renal scarring, hyperten-
sion and progressive kidney damage. The mecha-
nisms for establishing an antimicrobial barrier in
urinary tract are not completely understood. It
was previously thought that the urinary tract was
kept sterile by the flow of urine, which stops bac-
teria from lodging in the mucus membrane of the
urinary tract. Recently, it has been shown that
the endogenous antimicrobial peptides (defensi-
nes and cathelicidin) are of critical significance to
the prevention of urinary tract infection. Micro-
bes that overwhelm the early defenses contact
uroepithelia and activate an innate immune res-
ponse through Toll-like receptor 4. With persi-
stence of increasing numbers of microbes, chemo-
kines (IL-8) and cytokines (IL-1 and TNFa)
attract and activate large numbers of neutrophils
and macrophages that damage tubulointerstitial
parenchyma. The risk of serious infection in hu-
mans seems quite variable. Epitelium-derived
cathelicidin is effective against bacterial attack
in the urinary tract. We measured levels of the
antibacterial peptide cathelicidin in the urine of
healthy children and children with a urinary
tract infection. We found that the levels were ve-
ry low in the former group but high in the latter.
Thus, the cathelicidin appears to be a key factor
of mucosal immunity in the urinary tract.
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DETSKA PNEUMOLOGIE

DIFERENCIALNI DIAGNOSTIKA
DUSNOSTI PRI TELESNE NAMAZE

Basek P.
Department of Pediatric Pulmonology and Allergology,
University Children’s Hospital Zurich, Switzerland

Dusnost pti télesné namaze a obzvlast pti spor-
tu je pomérné ¢astym dtvodem k odeslani détské-
ho pacienta ke specializovanému vysetieni. Vedle
nedostateéné télesné kondice je nejéastéjsim du-
vodem dusnosti pii sportu praduskové astma. Ra-
da jinych nemoci, piedev§im respiraéniho
a kardiovaskularniho aparatu, se v§ak muze pre-
zentovat piiznaky velmi podobnymi. Vzhledem
k naprosto odlig§né 1é¢bé je tieba tyto vzacnéjsi ne-
astmatické p#i¢iny dusnosti véas odhalit.

Po teoretickém uvodu do problematiky zatézo-
vych test a ergospirometrie jsou v piednasce pre-
zentovany formou kazuistik typické nalezy
u nékterych nemoci détského véku prezentujicich
se jako dusnost pii télesné namaze.

DIFFERENTIAL DIAGNOSIS OF
EXERCISE-INDUCED DYSPNOEA

Basek P.
Department of Pediatric Pulmonology and Allergology,
University Children’s Hospital Zurich, Switzerland

Breathing difficulty during exercise is common-
ly reported by parents of children in pre-school
and school age. If manifested repetitively or as
a severe episode a child’s examination by pedia-
tric pulmonologist, including exercise testing,
should follows. Decondition and bronchial asthma
are the most common reasons for exercise-indu-
ced dyspnoea. However, many others respiratory
and also cardiovascular diseases can present ini-
tially with breathlessness during sport activity
and mimic in this way asthma. Because of diffe-
rent clinical course and prognosis, and also very
different therapy, it is crucial to disclose these
“non-asthmatic” causes of dyspnoea early.

After the theoretical introduction regarding pit-
falls of exercise testing and ergospirometry in
childhood, typical clinical scenarios with corres-
ponding exercise test results will be presented and
discussed.
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CILIARNI DYSKINEZE - JAK SE MUZE
S’I“ARA ZNAMA NEMOC ZMENIT V NOVOU
VYZVU

Djakow J.1, Svobodova T.1, Uhlik J.2,
Cinek 0.1, Pohunek P.1

1Pediatrickd klinika UK 2. LF a FN Motol, Praha
2Ustav histologie a embryologie UK 2. LF, Praha

Primarni ciliarni dyskineze (PCD) je geneticky
podminéné onemocnéni zptisobujici vrozenou po-
ruchu struktury a/nebo funkce rasinek. Vyskytu-
je se s Getnosti piiblizné 1:15 000 zZivé narozenych
déti. Mezi hlavni klinické ptiznaky tohoto onemoc-
néni patii syndrom respira¢ni tisné v novoroze-
neckém véku, opakované infekce hornich i dolnich
cest dychacich, rekurentni ¢i chronicka otitida, tr-
valé zahlenéni ¢i ryma. Ptiblizné 50 % pacientt
ma zaroven situs viscerum inversus.

Zlatym standardem diagnostiky je jiz davno vy-
Setfeni struktury fasinek elektronovou mikrosko-
pii. Noveé jsou ale nyni k dispozici i nové metody,
predev§im vysSetieni pohyblivosti fasinek pomoci
vysokorychlostni videomikroskopie a genetické vy-
Setfeni nékterych exont gent DNAII a DNAH5
s vysokym vyskytem mutaci. Zavadéni novych me-
tod vede k poznani, ze diagnostika PCD je slozi-
téjsi, nez se diive soudilo, a Ze i vyskyt raznych fo-
rem poruchy je Castéjsi, nez se diive uvadélo.
Zjistujeme, Ze pocet pacientt s diagnostikovanou
PCD je v CR vyznamné nizsi, nez je vyskyt oteka-
vany a také vék pii diagnéze je u nas pomeérneé vy-
soky. Je tak vysoce pravdépodobné, Ze fada pacien-
tt dosud nema spravné stanovenou diagnézu. To
je velmi vyznamné zjisténi vzhledem k pied-
pokladu, Ze spravna a véasna diagnéza a nasledné
spravné vedena centralizované terapie zlepSuji
prubéh nemoci a prognézu pacienttt s PCD.

Podporeno vyzkumnym zamérem MZOFNM2005
a grantem GAUK 48409.

CILIARY DYSKINESIA - HOW AN OLD
WELL KNOWN DISEASE CAN TURN INTO
A NEW CHALLENGE

Djakow J.1, Svobodova T.1, Uhlik J.2,
Cinek 0.1, Pohunek P.!

IDepartment of Paediatrics, Charles University 2nd
Faculty of Medicine, Prague, Czech Republic




2Department of Histology and Embryology, Charles
University 2nd Faculty of Medicine, Prague,
Czech Republic

Primary ciliary dyskinesia (PCD) is a here-
ditary disease causing congenital disorder of cili-
ary structure and/or function. Estimated preva-
lence of the disease is 1:15 000 live-born children.
Main clinical symptoms of this disorder include
respiratory distress syndrome in neonates, recur-
rent both upper and lower respiratory tract infec-
tions, recurrent or chronic otitis, permanent mu-
cus presence in airways and rhinitis.
Approximately 50% of the patients present with
situs viscerum inversus as well.

For quite a long time, standard of the diagnos-
tics has been examination of the structure of cilia
by electron microscopy. However, recently new
methods have become available, especially ciliary
movement examination using digital high-speed
videomicroscopy and genetic testing of several
DNAI1 and DNAH5 gene exons with high occur-
rence of mutations. Implementation of these new
methods shows that the diagnostics of the PCD is
more complex than previously thought and that
the prevalence of various forms of this disorder is
more frequent than estimated so far. In the Czech
Republic the number of patients with diagnosed
PCD is significantly lower than expected and the
age at the diagnosis is quite high. Thus, it is high-
ly probable that many of the PCD patients have
not been correctly diagnosed so far. This finding is
especially important with regard to current un-
derstanding that correct and early diagnosis and
subsequent centralised therapy improve the mor-
bidity and prognosis of the PCD patients.

Project has been supported by the Research Plan
MZOFNMZ2005 and by the Charles University
Grant Agency, Project No. 48409.

GENETIKA ASTMATU A JEJi VYZNAM
V PEDIATRICKE PRAXI

Kopriva F.
Détska klinika LF UP a FN Olomouc

Asthma bronchiale je dnes charakterizovano
1. dusnosti odeznivajici spontanné nebo po 1é¢bée,
2. chronickym eozinofilnim zanétem, jehoz dusled-
kem je prestavba stény prudusek, 3. rtiznou trov-
ni bronchialni hyperreaktivity, o které toho vime

nejméné. Pokroky v genetice a nastup molekular-
ni genetiky dramaticky zménily ndhled na roli ge-
nt v patogenezi asthma bronchiale. V sou¢asné
dobé byla potvrzena asociace vice nez 120 gent
s asthma bronchiale. Polymorfismus genu se po-
dili na odliSnosti symptomt, drovni aktivity
i odpovédi na 1é¢bu astmatickych pacientt. Vlast-
ni genotyp jednotlivce s asthma bronchaile je
ovlivnén i epigenetickymi mechanismy. U gent
STAT6 a ADAM33 byla prokazana asociace pater-
nalnich haplotypt s hladinou celkového IgE v séru
a urovni bronchialni hyperreaktivity. Dalsi oblas-
ti studia gend ovliviiujici aktivitu onemocnéni je
farmakogenetika. Moderni metody — studium in-
terakce genti a prostiedi, polymorfismu konkrét-
nich gent, regulace exprese gent jednotlivymi po-
lymorfismy, metabolomika a metagenomika
a proteomika pfrinesou v budoucnosti vysledky vy-
uzitelné v klinické praxi.

THE TASK AND IMPLICATION OF
GENETICS IN DIAGNOSIS AND
TREATMENT OF BRONCHIAL ASTHMA
IN CHILDREN

Kopftiva F.

Department of Paediatrics, Faculty of Medicine,
Palacky University and University Hospital Olomouc,
Czech Republic

Bronchial asthma is a syndrome characterized
by airway obstruction, varying both spontaneous-
ly and as a resuslt of therapy. At present, it is de-
fined as a chronic inflammatory airway disease
with recurrent bronchospasms to simuli not cau-
sing airway narrowing in most individuals. The
main pathogenic mechanism of bronchial asthma
is a special form of chronic inflammation — chronic
eosinophil-based inflammation of the bronchial
mucosa. Complex interaction between environ-
mental and genetic factors give raise clinical appe-
arance of asthma. In last decade have been inden-
tified some candidate genes responsible for
asthma development. Van Eerdewegh et al. iden-
tified locus on p-arm of 22th chromosome with lin-
kage to asthma and bronchial hyperresponseve-
ness. ADAM33, one of genes from the region, was
significantly associated with asthma. New finding
is evidence that there is difference whether haplo-
type originates from fahter or mother — paternal
haplotype is more often connected with elevated
IgE levels nad BHR in asthmatic children.
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VYVOJ EPIDEMIOLOGICKYCH
UKAZATELU A DAT O ZAVAZNOSTI
DETSKEHO ASTMATU VE SVETE AV CR

Pohunek P.,, Svobodova T.
Pediatrickd klinika UK 2. LF a FN Motol, Praha

Prevalence astmatu ve svété je v souéasné dobé
odhadovéana na vice nez 300 miliont osob, 250 000
osob stale jesté roéné na astma umira. Celkova
prevalence astmatu je zatiZzena vysokou geografic-
kou variabilitou. Prevalence v détském véku je
vzdy uvadéna vyS$si nez u dospélych a v fadé zemi
se pohybuje mezi 10 a 20 % détské populace.

Nejpiresnéjsi epidemiologické data o celosvétové
situaci v détském astmatu poskytuje stale pokra-
Cujici studie multicentricka studie ISAAC (Inter-
national Study on Asthma and Allergy in Child-
ren), ktera byla zahajena v roce 1991. Jeji prvni
faze pi¥inesla Siroce publikované podrobné infor-
mace z 156 center v 56 zemich (721 601 zucéastné-
nych déti).

Po méné rozsahlé upfesriujici druhé fazi (30
center, 22 zemi) byla v praméru po 7 letech po fa-
zi 1 zaméiena na identifikaci trendu faze 3 (245
center v 99 zemich s 1 187 496 zaiazenymi détmi).
V této fazi bylo 104 center v 55 zemich schopno po-
skytnout trendova data. Vysledky ukazaly, Ze se
prevalence piskott p#i dychani v poslednich 12
mésicich u adolescentd pohybovala v rozmezi od
0,8 % v Tibetu do 32,6 % ve Wellingtonu na No-
vém Zélandu a prevalence u déti byla mezi 2,4 %
v Jodhpuru v Indii do 37,6 % v Kostarice.

Vysledky zaroven prokazaly, Ze v zemich
s pavodné vysokou prevalenci zirejmé nastava ob-
dobi uréité stagnace a prevalence bud stoupa da-
le jen minim&lné, nebo se vzestup zastavuje.
V zemich s ptivodné uvadénou prevalenci nizkou
je ovSem stale zaznamenavan vzestup.

V Ceské republice data srovnatelna s prvni fa-
zi studie ISAAC v roce 1999 ukazovala prevalen-
ci piskott p#i dychéni za poslednich 12 mésict cel-
kem 13,2 %. Podle nejnovéjsich dat SZU je
uvadéna prevalence verifikovaného détského ast-
matu 8,2 %, coz predstavuje vzestup od roku 1996
ptiblizné na dvojnasobek. Dobrou zpravou je, ze
v Ceské republice prakticky nejsou v poslednich
letech evidovana umrti déti v souvislosti
s astmatem, celkova détska mortalita na astma se
pohybuje od 0 do 2 ptipadu za rok.

Podporeno vyzkumnym zamérem MZOFNMZ2005.
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DEVELOPMENT OF EPIDEMIOLOGICAL
DATA AND DATA ABOUT SEVERITY IN
CHILDHOOD ASTHMA IN THE WORLD
AND IN THE CZECH REPUBLIC

Pohunek P., Svobodova T.

Paediatric Department, Charles University, 2nd
Medical Faculty and University Hospital Motol,
Prague, Czech Republic

Current estimated prevalence of asthma in the
world is about 300 millions of cases and about 250
thousands individuals still die from asthma. The
world-wide prevalence of asthma shows high geo-
graphical variability. Prevalence of asthma in
childhood has always been higher compared to
adults and in many country is between 10 and
20% of all children.

The most reliable data about world-wide situa-
tion in childhood asthma are provided by the on-
going multicentric study ISAAC (International
Study on Asthma and Allergy in Children) initia-
ted back in 1991. Its Phase One provided broadly
published informations from 156 centres in 56
countries (721.601 participating children).

Following a limited Phase Two (30 centres, 22
countries) about 7 years after Phase One the Pha-
se Three aimed at identification of trends (245
centres in 99 countries with 1,187.496 enrolled
children). In this phase 104 centres in 55 count-
ries were able to provide trend data. The results
showed that the prevalence of wheezing during
last 12 months varied between 0.8% in Tibet and
32.6% in Wellington, New Zealand and the preva-
lence in children was between 2.4% in Jodhpur,
India, and 37.6% in Costarica.

The results also documented that in the count-
ries with originally high reported prevalence so-
me plateauing can be seen while in the countries
with originally low reported prevalence the incre-
ase in prevalence continues.

In the Czech Republic the data comparable with
the ISAAC Phase One were published in 1999 and
presented the 13.2% prevalence of wheezing in the
last 12 months. The most recent data from the stu-
dy published by the State Institute of Health sho-
wed 8.2% prevalence of verified asthma what re-
presents doubling the data from 1996. A good
news is that in the Czech Republic the mortality
in children varies between 0 and 2 cases a year.

Supported by the Research Project MZOFNMZ2005.




OBTIZNE LECITELNE ASTMA U DETI
A MOZNOSTI JEHO CILENE LECBY

Svobodova T.1, Urbanova K.1, Uhlik J.2,
Povysilova V.3, Pohunek P.1

1Pediatrickd klinika UK 2. LF a FN Motol, Praha
2Ustav histologie a embryologie UK 2. LF, Praha
3Ustav patologie a molekuldrni mediciny UK 2. LF,
Praha

Vétsina détskych astmatiki je uspésné 1écena
malymi ¢i stfedné vysokymi dadvkami inhalova-
nych kortikosteroidt a dlouhodobé ptisobicimi be-
ta-2 agonisty. Obtizné 1é¢itelné astma je definova-
no jako astma pod nedostateénou kontrolou
s vyskytem chronickych symptomu, opakovanych
exacerbaci, opakované potfeby inhalace tlevové
1é¢by, a to i pires pravidelnou terapii inhalovanymi
kortikosteroidy v davce nejméné 800 mcg beclo-
methasonu ¢ ekvivalentni davky 500 mcg flutica-
sonu ev. s potiebou uzivani peroralnich kortikoste-
roidd po dobu nejméné 6 mésica. V soucasné dobé
se uvadi prevalence astmatu v CR kolem 8 %,
u déti je uvadéna v rozmezi mezi 8 a 15 %. Neni
presné znamo, kolik détskych pacientt skuteéné
patfi do skupiny obtizné lééitelného astmatu,
u dospélych jsou uvadéna ¢isla kolem 5 %. Pode-
zieni na obtizné 1ééitelné astma vyzaduje velmi
podrobnou diferencialni diagnostiku k odhaleni
onemocnéni astma imitujicich a onemocnéni zhor-
Sujicich prubéh astmatu. Pokud vylou¢ime jinou
¢ komplikujici diagnézu, jsou pak pacienti dale
vySetfovani ve snaze rozlisit jednotlivé fenotypy
obtizné lécitelného astmatu podle vyskytu eozino-
filt v bronchoalveolarni lavazi ¢i ve sputu, kon-
centrace NO ve vydechovaném vzduchu a po-
souzeni stupné bronchialni hyperreaktivity, ev.
podle nalezu na CT plic a ptripadné i endo-
bronchialni biopsii. Fenotypy jsou pak definovany
na zakladé piitomnosti eozinofilniho ¢ neutrofil-
niho zanétu, senzitivity ¢éi rezistence ke kortiko-
steroidiim, znamek zanétu s potvrzenim bronchi-
alni hyperreaktivity ¢ fixované obstrukce
dychacich cest. Diagnostika a 1é¢ba této klinické
jednotky je skute¢né obtizna a vyzaduje vySetfeni
pacienta na specializovaném pracovisti détské
pneumologie. V této prezentaci dokumentujeme
nage zku§enosti s diagnostikou a 1é¢bou téchto pa-
cientt véetné prvnich zkusenosti s biologickou 1é¢-
bou pediatrickych nemocnych.

Podporeno vyzkumnym zamérem MZOFNMZ2005.

DIFFICULT TO TREAT ASTHMA IN
CHILDREN AND THE OPTIONS FOR
TARGETED TREATMENT

Svobodova T.1, Urbanova K.1, Uhlik J.2,
Povysilova V.3, Pohunek P.1

1Paediatric Department, Charles University,

2nd School of Medicine, Prague, Czech Republic
2Institute of Histology and Embryology, Charles
University, 2nd School of Medicine, Prague, Czech
Republic

SInstitute of Pathology and Molecular Medicine,
Charles University, 2nd School of Medicine, Prague,
Czech Republic

Most of the children with asthma can be su-
ccessfully treated using low or moderate doses of
inhaled corticosteroids and long-acting beta-2 ago-
nists. Difficult to treat asthma has been defined
as uncontrolled asthma with chronic symptoms,
recurrent exacerbations a repeated need of rescue
inhalations despite regular treatment with inha-
led steroids (minimum 800 mcg beclomethasone
or dose equivalent to 500 mcg of fluticasone or re-
quiring regular treatment with systemic steroids
for at least 6 months). Prevalence of asthma in
children in the Czech Republic is estimated bet-
ween 8 and 15%. There is no reliable information
about the prevalence of difficult asthma in child-
ren. The prevalence in adults has been estimated
at about 5% of all patients with asthma. Patient
with suspected difficult asthma must go through
detailed differential diagnostic procedure to ex-
clude conditions mimicking asthma and comorbid
conditions. After excluding an alternative diagno-
sis, the patient should be assigned a specific phe-
notype of difficult asthma, using the investiga-
tions of eosinophils in the bronchoalveolar lavage
or in sputum, concentration of NO in the exhaled
air, level of bronchial responsiveness and possibly
also the CT finding or the evaluation of bronchial
biopsy. Phenotypes are defined according to
presence or absence of the eosinophilic or neutro-
philic inflammation, sensitivity or resistance to
steroids, inflammation with bronchial hyper-
responsiveness of irreversible bronchial obstruc-
tion. Diagnosis and treatment of this disease is re-
ally difficult and requires assessment of the
patient in a specialised centre for paediatric pul-
monology. We want to share our experience with
the diagnosis and treatment of these patients inc-
luding first experience with the biological treat-
ment in paediatric patients.

Supported by the Research project MZOFNM2005
of the Ministry of Health, Czech Republic.
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SPECIFIKA ADIKTOLOGICKE PECE U DETI
A MLADISTVYCH UZIVATELU DROG

Koranda M.
Deétské a dorostové detoxikacni centrum NMSKB, Praha

Experimentovani s drogami nalezi do véku mla-
distvych a je v tomto obdobi bézné.

Rozvoj zavislosti ma v 95 % pocatek praveé
v adolescentnim obdobi, které je navic velmi ne-
homogenni. Jelikoz abtizus drog zasahuje celou ro-
dinu, 1ze hovoiit o syndromu zavislé rodiny.

Vnimani svéta adolescenty je specifické, existu-
ji zékladni rozpory a porucha odménovani. Morfo-
logické a funkéni zmény mozku v prabéhu dospi-
vani a jejich vztah k rozvoji zavislosti.

Rozdily v ptistupu a v 1éébé mladistvych a dos-
pélych.

Abuzus drog je ¢asto provazen komorbiditami,
predev&im poruchami chovani, emoci, osobnosti,
afektivnimi poruchami a infekénimi nemocemi.

Specificka rizika abizu v détském a mla-
distvém véku.

Srovnani piistupt k 16¢bé v CR a ve svété.

SPECIFICS OF ADDICTOLOGICAL CARE
OF CHILDREN AND YOUTH DRUG USERS

Koranda M.
Child and Youth Detox Centre NMSKB, Prague, Czech
Republic

Drug experimentation belongs to youth and is
common during adolescence.

The development of dependence begins in 95%
just at the adolescent age, which is, moreover, ve-
ry inhomogeneous period.

As drug abuse afflicts the whole family, we can
speak on a ,dependent family syndrome®.

Adolescents” world perception is specific. There
are basic clashes and reward disorders. Morpholo-
gical and functional brain changes in the course
of adolescence and their relation to the expansion
of dependence.

Differences in the approaches and treatment of
adolescents and adults.

Drug abuse is often accompanied by dual dia-
gnoses, especially by behavioural, emotional and
personality disorders, affective disorders and con-
tagious diseases.

Specific risk abuse factors in childhood and ado-
lescence.
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Treatment approaches in the Czech Republic
compared with the world.

ZNEUZIVANIE PSYCHOTROPNYCH
LATOK U DETI A DOSPIEVAJUCICH
V SLOVENSKEJ REPUBLIKE

Kresanek J.1, Furkova K.2, Plackova S.,
Caganova B.3

ISubkatedra dorastového lekdrstva SZU FZSS
Bratislava, Slovensko

2Katedra pediatrie SZU FZSS Bratislava, Slovensko
3Narodné toxikologické informacné centrum Slovenskej
republiky, FNsP Bratislava, Slovensko

Drogova scéna sa na Slovensku od roku 1989
dramaticky zmenila. Do roku 1989 prevladal sni-
fing prchavych latok, a to najmé u 16-19-roénych
a alkohol. Po roku 1991 sa dostal na prvé miesto
heroin, marihuana, amfetamin a jeho derivaty. Za
poslednych 10 rokov sa situécia podstatne zmeni-
la. Na prvé miesto (okrem alkoholu) sa dostal am-
fetamin a jeho derivaty, rastlinné drogy najméa
marihuana, pocet abizerov kokainu je zatial u nés
minimalny. Po¢et abizerov heroinu klesa, aj ked
zneuZivanie heroinu patri stale medzi najzavaz-
nejSie. Alkohol je stale drogou ¢islo jeden.

Rastlinné drogy sa velmi ¢asto kombinuju
s alkoholom. Rastlinné drogy (okrem marihuany)
su zneuzivané v tomto poradi — durman obycajny,
holohlavec konéisty, muskatovy orech. Rastlinné
drogy su oblibené u adolescentov najmé pre Tah-
k1 dostupnost a nizku cenu.

Zo vsetkych konzultacii s NTIC drogy predsta-
vuju 2,49 %. Situacia zneuzivania psychotropnych
latok v SR je velmi podobna ako v ostatnych $ta-
toch EU.

DRUG ABUSE AT CHILDREN AND
ADOLESCENT IN SLOVAK REPUBLIC

Kresanek J.1, Furkova K.2, Plackova S.,
Caganova B.3

IDepartment of Adolescency Medicine, Slovak Medical
University Bratislava, Slovakia

2National Toxicological Information Centre, University
Hospital Bratislava, Slovakia

3Department of Pediatric, Slovak Medical University
Bratislava, Slovakia

The drug abusing structure has dramatically
changed since 1989. While in 1989 the sniffing of




the fluid drugs represented 98% of the global drug
abuse, the most abused drugs were: heroin, mari-
juana, amphetamine and its derivates. During last
10 years situation with drug abuse has changed.
Currently the most abused drugs: amphetamines,
cannabinoides, plant drugs (Datura stramonium,
hallucinogenic mushrooms — Psilocybe semilance-
ata, nutmeg — the seed of Myristica fragrans) com-
bined with the alcohol are popular among young
abusers. According to an analysis of the phone con-
sultations in our Toxicological Information Centre
(TIC) we found out, that the number of intoxicati-
ons with the plant drugs has increased five times
during the last year because of their easy availibi-
lity, low price and quick spreading of information.

The sources of intoxication drugs 2.49%. The si-
tuation is currently comparable with other count-
ries within the E.U.

MOZNOSTI TERAPEUTICKE PRACE

S DOSPIVAJICIMI PROBLEMOVYMI
UZIVATELI DROG (MODEL PRACOVISTE
CESTA REVNICE)

Platz 1.

Diagnosticky tistav Dobrichovice, detasované pracovisté
CESTA Revnice — oddéleni s vychovné léebnym
reZimem pro mlddez ohroZenou drogovou zdvislosti

Prace s dospivajicimi problémovymi uzivateli
drog ma sva specifika, ktera ji odliSuji od prace
s dospélou klientelou. Oddéleni CESTA Revnice
vytvorilo vlastni program stiednédobé péce, ktery
bez vétsich zmén funguje od roku 1997. Cilem je
zména postoje klienta k stavajicimu Zivotnimu
stylu a jeho vyména za Zivotni styl bez drog.

Jedna se o pobytovou terapii probihajici ve dvou
fazich. Zakladni program trva 8 tydnu a projdou
jim v§ichni klienti. V prvnich dvou tydnech je kli-
¢ovym tématem terapie rodinny kontext, na ktery
navazuje v dalsi ¢asti pobytu sled technik, slouzi-
cich k hledani osobni identity klienta. V zavéru za-
kladniho programu se vénujeme posuzovani indi-
vidualnich schopnosti a feSeni existencidlnich
otazek s ohledem na blizkou i vzdalenéjsi budouc-
nost. Zakladnimi prvky programu jsou: diagnosti-
ka, skupinova i individualni psychoterapie, artete-
rapie, zatézové terénni programy, profesni
poradenstvi a prace s rodinou. V indikovanych pii-
padech je moZné, na zadost klienta, pobyt prodlou-
zit formou ,,domu na puli cesty“. Tato faze pobytu
je vzdy spojena s n&jakou formou p¥ipravy na bu-
douci povolani. Péce o klienta je zde vyrazné indi-
vidualni.

Oddélenim proslo, do ledna 2010, celkem 587
klientt. Po dobu 12 mésicti provadime jejich ka-
tamnestické sledovani a mtzZeme konstatovat, Ze

k vyznamnym zménam v jejich Zivoté dochazi.
Zkusenosti ukazuji, Ze vice nez 60 % se jich vraci
k normalnimu Zivotu bez drog a zapojuje se do
v8ech ¢innosti, béZnych pro tuto vékovou katego-
rii.

S piihlédnutim k tomu, Ze dospivajici problémo-
vi uzivatelé drog predstavuji slozitou klientelu
(jsou k 1é¢bé vétsinou nemotivovani, ptijimaji roz-
manité vzorce rizikového chovani, vyhledavaji za-
vadové party, mivaji sloZita rodinna zazemi atd.),
povazujeme dosazené vysledky za uspokojivé. Za
nejvyznamnéjsi specifika své prace povazujeme:
podrobnou diagnostiku, profesni poradenstvi
a praci s celym rodinnym systémem klienta.
Z dlouhodobého hlediska povaZzujeme prognézu
u dospivajich problémovych uzivateld drog za na-
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POSSIBILITIES FOR THERAPEUTIC
WORK WITH TEENAGE PROBLEMATIC
DRUG USERS (THE EXEMPLAR
INSTITUTION CESTA REVNICE)

Platz I.

Diagnostic Institution Dobrichovice, Field Institution
CESTA Revnice, The Department of Education and
Therapeutic Regime for Young People Exposed Drug
Addiction, Czech Republic

Work with teenage drug users has its own spe-
cific factors, which differentiates it from work with
adult clients. The department CESTA (The Way)
has provided its own programme of medium term
care, without major changes, since 1997.

Its objective is to re-position the client’s current
life style and exchange it for a life without the
drugs. Residential therapy consists of two stages:
The basic programme lasts 8 weeks and all clients
must complete it. In the first two weeks, a key the-
me of the therapy concentrates on family context,
onto which is built the subsequent stage;
a residential series of techniques, serving to posi-
tion the personal identity of the client.

In the conclusion of the basic programme we de-
vote time to the assessment of individual skills
and the solution of any existencional issues anti-
cipated in both the close and distant future. The
essential elements of the programme are: diagno-
sis, group and individual psychotherapy, art thera-
py, exercise field programmes, professional advice
and work with the family.

In certain cases it is possible — at the client’s re-
quest — that the stay may be extended in the form
of a “mid-way house”. This period of residence is al-
ways associated with some form of preparation for
their future occupation. The care provided to the
client is, in this service, significantly individual.
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The CESTA department has processed, to Janu-
ary 2010, a total of 587 clients. For twelve months
we practise catamnestic monitoring and we can re-
port that significant changes in clients’ lives are
observed and recognised to be taking place. The
statistical history shows that more than 60% of our
clients are going back to normal life free from drug
use and have been able to engage in all activities
considered normal for their age group.

In the light of these results, some teenage pro-
blematic drug users represent a complicate patro-
nage (they have no motivation for the treatment,
accept diverse formula risk behaviour, look for
harmful groups of people to associate with, have
a complicated family background etc). Taking this
more resistant group into account, we consider the
results achieved as a satisfactory. For the most im-
portant specific elements of our work we consider:
detailed diagnosis, professional advice and work
with the whole family network of the client. In the
longer term, we consider the prognosis for these
teenage problematic drug users to be more hope-
ful than the prognosis for adults.

DITE, RODIC A NAVYKOVE LATKY

Preslova I.
Denni staciondr o.s. SANANIM

Piispévek vychazi predev§im z praxe ambulant-
niho zdravotnického zarizeni nestatni neziskové
organizace poskytujici sluzby drogové zavislym
uzivatelim v Praze a Jihofeském kraji, ale
i z dosavadnich zkusSenosti oboru adiktologie. Piis-
pévek se zabyva vyvojem a zménami tohoto oboru,
ale také specifiky klientely, a to jednak déti
a mladistvych uZivajicich navykové latky a jednak
klientely zavislych rodic¢t, predevs§im téhotnych
Zen a zavislych matek a souvislostmi se zménami
na drogové scéné a se spole¢enskopolitickou situ-
aci. Rozebira moznosti 1é¢by a pomoci pro tyto jed-
notlivé cilové podskupiny, vysvétluje zasadni vy-
znam indikaénich kritérii a rizika netspésné 1é¢by
a dopady pro dité a celé rodinné okoli. Zminuje
zcela specifickou roli zavislych otcti v 1é¢bé samot-
né, dale jejich vliv na tspésSnost 1é¢by partnerek
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a v péci o dité. Vénuje se specifickému vyvoji déti
zavislych rodi¢t s ohledem na typ zneuzivané lat-
ky, dale pak psychosocialnimu vyvoji téchto déti
a rizikim s ohledem na mozné rizikové chovani
v jejich dospivani. Autorka hodnoti moznosti
a meze multioborové spoluprace, piedev§im
s détskymi a praktickymi lékati a vyhled do bu-
doucnosti. Zavér je vénovan zamysleni se nad
obecnymi postoji Siroké vetrejnosti vaci zavislym
osobam, ale i nad ¥adou piedsudku, ofekavani
a mytt, které se vyskytuji i v odborné verejnosti.

CHILD, PARENT AND ADDICTIVE
SUBSTANCES

Preslova 1.
Day Care Centre SANANIM, Czech Republic

The contribution is based on the praxis of the
outpatient health facility of an NGO that provi-
des services to drug addicts in the regions of Pra-
gue and South Bohemia. It reflects current deve-
lopments in addictology, specifics of the Day Care
Centre clients, i.e. illicit drug dependent children
and adolescents as well as parents, mainly depen-
dent pregnant women and mothers, and the chan-
ges in the drug scene and society. It discusses the
possibilities of treatment and interventions as to
the above target sub-groups, explaining the cruci-
al importance of indication criteria and consequ-
ences of an unsuccessful treatment for the child
and its whole family. It mentions the specific role
of the dependent father in the treatment itself, his
influence on the rate of success of the partner’s
treatment and on the child. It also considers spe-
cific developments of children of dependant pa-
rents with respect to the type of the drug, their
psycho-social developments and the chances of
their risk behaviors. The author assesses the po-
tential and limits of multispecialty cooperation, in
particular with pediatricians and general practiti-
oners. In the end she also touches the future per-
spectives in this filed and mentions the attitudes
of the general public towards illicit substance
users as well as prejudices, expectations and
myths that are frequent also among professionals.
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KORELACE GENOTYPU A FENOTYPU

U DETi S AUTOZOMALNE DOMINANTNIM
POLYCYSTICKYM ONEMOCNENIM
LEDVIN (ADPKD)

Fencl F., Stekrova J.1, Blahova K., Janda J.,
Seeman T.

Pediatrickd klinika UK 2. LF a FN Motol, Praha
1Ustav biologie a lékaiské genetiky UK 1. LF a VFN,
Praha

Uvod: ADPKD je nejéastéjsim geneticky podmi-
nénym onemocnénim ledvin (incidence 1:500 az
1:1000). Je charakterizovano progresivnim cystic-
kym postizenim ledvin, které vede k chronickému
selhani ledvin v dospélosti. Komplikacemi mohou
byt makrohematurie, infekce mocovych cest, hyper-
tenze, abnormality srde¢nich chlopni, aneuryzma-
ta v CNS, hepatalni/ pankreatické cysty. ADPKD je
zpusobeno mutaci v genu PKD1 (85 %), PKD2
(14 %) nebo PKD3 (pravdépodobné kolem 1 %).

Cil studie: Srovnani progrese onemocnéni, Cet-
nosti a zavaznosti komplikaci u déti s geneticky
prokazanou mutaci v genu PKD1 versus PKD2.

Soubor: Bylo vysetieno 60 déti (50 PKD1, 10
PKD2). U vsech pacienta byla pozitivni rodinna
anamnéza ADPKD, pozitivni pfima molekularné
geneticka diagnostika nebo nepiima molekularné
geneticka diagnostika v kombinaci s pozitivnim
ultrazvukovym nalezem renalnich cyst.

Vysledky:

Anamnesticka data: Subjektivni sympto-
my/infekce mocovych cest/makrohematurie/hy-
pertenze byly pfitomny u 9 (18 %)/6 (12 %)/3 (6 %)/7
(14 %) PKD1 a u 0/1(10 %)/0/0 PKD2 pacientti.

Biochemické nalezy: Patologicka proteinurie
(PU) byla prokazana u 20 (48 %)/13 (65 %) PKD1
au4 (50 %)/4 (67 %) PKD2 déti, pramérna PU
v PKD1 skupiné byla vyssi o 38 %/102 % podle
[mg/m2 a den]/[mg/mmol kreatininu]. Jeden PKD1
pacient mél patologickou GFR, u nikoho nebyla
zastiZena mikrohematurie.

Krevni tlak (TK): Prilezitostny TK — mezi sku-
pinami PKD1 vs. PKD2 nebyl prokazan vyznam-
ny rozdil. ABPM: z celkem 50 pacienta s PKD1
mélo 9 (18 %) vyznamné vyssi B/P index pro den-
ni a no¢ni systolicky TK, naproti tomu zadny pa-
cient s PKD2 nesplnoval kritéria hypertenze.

Sonografické nalezy: Byl prokazan vysoce vy-
znamny vztah mezi celkovym poétem renélnich
cyst/primérem nejvétsi cysty/délkou ledvin vyja-
dfenou jako SDS a genotypem — v§echny paramet-
ry vy§§i u PKD1. Prok4zan rovnéz vztah mezi
oboustrannym vyskytem cyst/vyskytem zvétSe-
nych ledvin a genotypem — 43 (86 %)/16 (32 %)
u PKD1 a 3 (30 %)/0 u PKD2 déti. Prenatalni ul-
trazvukovy priukaz renélnich cyst je vysoce speci-
ficky pro PKD1 (7 PKD1, 0 PKD2 pacientt).
U zadného z pacienttt PKD1 ani PKD2 nebyly na-
lezeny cysty v jatrech, resp. pankreatu.

Zavér: Studie provedené dosud u dospélych pa-
cientti prokazaly mensi postiZeni a lepsi progno-
zu u PKD2 pacienta (pozdéjsi doba chronického
renalniho selhani, TK, pocet a velikost renalnich
cyst). Nase studie je viabec prvni, ktera pro-
kazala vyznamné rozdily ve vyskytu riziko-
vych faktort mezi nositeli genu PKD1, resp.
PKD2 genu jiz v détském véku. Pacienti
s polycystickou chorobou ledvin by méli byt
sledovani jiz v détském véku a v piipadé hy-
pertenze prislusnym zptisobem lééeni.

THE CORRELATION BETWEEN
GENOTYPE AND PHENOTYPE IN
AUTOSOMAL DOMINANT POLYCYSTIC
KIDNEY DISEASE (ADPKD) IN CHILDREN

Fencl F., Stekrova J.1, Blahova K., Janda J.,

Seeman T.

Department of Paediatrics, Charles University in Pra-

gue, 2nd Faculty of Medicine, University Hospital Mo-

tol, Czech Republic

Institute of Biology and Department of Medical Gene-
tics, Charles University in Prague, 1st Faculty of Medi-
cine, Czech Republic

Introduction: ADPKD is the most frequent in-
herited renal disorder (incidence 1:500-1000). It
is characterized by cysts development, which
leads to renal failure in adults. Complications inc-
lude macrohaematuria, urinary tract infections,
hypertension, cardiac valve abnormalities, cereb-
ral aneurysms, hepatic/pancreatic cysts. ADPKD
is caused by mutation in PKD1 (85%), PKD2
(14%) or PKD3 (probably about 1%) gene.

The aim of study was to compare disease pro-
gression and complications in children with gene-
tically confirmed PKD1/ PKD2 mutation.

Patient, material and method: 60 children
(50 PKD1, 10 PKD2) were investigated. All pa-
tients had positive family history, positive direct
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molecular genetic analysis or indirect molecular
genetic analysis with positive ultrasound finding
of renal cysts.

Results:

Anamnestic data: Subjective symp-
toms/urinary tract infections/macrohaematuria/
/hypertension were present in 9 (18%)/6 (12%)/3
(6%)/7 (14%) PKD1 and in 0/1 (10%)/0/0 PKD 2 pa-
tients resp.

Biochemistry: Pathological proteinuria (PU)
revealed 20 (48%)/13 (65%) PKD1 and 4 (50%)/4
(67%) PKD2 children, mean PU in PKD1 group
was higher by 38%/102% according to [mg/m2 per
dayl/[mg/mmol of creatinine]. 1 PKD1 patient had
pathological GFR, no one had microhaematuria.

Blood pressure (BP): Occasional BP: no diffe-
rences have been found. ABPM: PKD1 patients
had significantly higher B/P index of day and
night systolic BP, 9 PKD1 (27%) and 0 PKD2 pa-
tient were hypertensive.

Ultrasound findings: Highly significant dif-
ference showed the total number of cysts/diameter
of greatest cyst/kidney length in SDS and genoty-
pe — all higher in PKD1 group, and between bila-
teral cysts/ enlarged kidneys and genotype — 43
(86%)/16 (32%) PKD1 and 3 (30%)/0 PKD2 pa-
tients. Prenatal ultrasound finding of cysts is
highly specific for PKD1 (7 PKD1, 0 PKD2 pa-
tient). No one revealed hepatic/pancreatic cysts.

Summary: Up to date, reports on better pro-
gnosis of PKD2 patients have been published on-
ly in adults (cysts number/volume, renal functio-
nal survival, hypertension). This is the first
study showing, that significant differences
between PKD1 vs. PKD2 patients are present
already in children. Early intervention in
children with PKD1 should be recommen-
ded, particularly the control of hyperten-
sion, which is already present in almost 30%
of patients without any clinical and labora-
tory symptoms.

POLYURIE A POLYDIPSIE

DoleZel Z., Starha J., Dostalkova D.
Pediatrickd klinika LF MU a FN Brno

Uvod: Termin polyurie (PoU) je obvykle pouzi-
van pii diuréze >2500 ml/24 hodin. Za fyziologic-
kych podminek takto vysokd diuréza vede
k polydipsii (PoD). Nékteré déti mohou mit pri-
marné zvySeny prijem tekutin a pak je obtizné
rozhodnout, zda PoU je pti¢inou nebo dusledkem
PoD.

Uéel pitehledu: V détském véku je fada one-
mocnéni, které jsou PoU a PoD doprovazeny. Za-
kladnim kritériem pro urceni p#i¢iny PoU je roz-
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hodnout, zda se jedna o diurézu vodni nebo osmo-
tickou. Vodni diuréza je podminéna sniZenim tu-
bularni resorpce vody v distalnim tubulu. Charak-
teristickym laboratornim nalezem pii vodni
diuréze je nizsi osmolalita moci (Ugg,,) nez osmo-
lalita séra (Sqgp,). P¥i osmotické diuréze se vétsi-
nou Ugg,, pohybuje v rozmezi blizkém S, nebo
jsou hodnoty Ugg, a Spg, témeér identické. Typic-
kou nozologickou jednotkou, kterou provazi vodni
diuréza, je diabetes insipidus centralis anebo re-
nalis. S osmotickou diurézou se setkavame pii:
diabetes mellitus, 1é¢bé diuretiky, deficitu minera-
lo-/glukokortikoidi, pseudohypoaldosteronismu
nebo u nékterych tubulopatii. Zejména u ko-
jenci/batolat je v8ak t¥eba pamatovat také na
mozZnost neadekvatniho ptivodu slazenych teku-
tin nebo hypotonickych roztok. Také za této situ-
ace dochazi ke zménam Ug,,/Sq., @ muzZe dojit az
k tézkému poskozeni mozku. Formou klinického
pozorovani jsou uvedeny nékteré piipady prova-
zené PoU s PoD.

Zavér: PoU a PoD je nezbytné vzdy jednak ob-
jektivizovat, jednak zvolit racionalni vySetfovaci
postup. Na zakladé pomérné jednoduchych
a snadno dosazitelnych vySetfeni lze pFi¢inu
PoU/PoD obvykle rychle zjistit a rozhodnout tak
o dalsi 1écbeé.

POLYURIA AND POLYDIPSIA

Dolezel Z., Starha J., Dostalkova D.
Dept. of Pediatrics, Medical School of Masaryk Uniuv.
and Univ. Hosp. Brno, Czech Republic

Introduction: The term polyuria (PoU) is usu-
ally used for urine output >2500 m1/24 hours. Un-
der physiological conditions, such high diuresis
leads to polydipsia (PoD). Some children may ha-
ve primary increased fluid intake, then it is diffi-
cult to decide whether PoU cause or consequence
of the PoD.

Purpose of review: As a child, many diseases
which are used and under accompanied. The basic
criterion for determining the cause of PoU is to de-
cide whether the water or osmotic diuresis. Water
diuresis is conditional reduction of tubular reab-
sorption of water in the distal tubule. Typical labo-
ratory finding by water diuresis is lower urinary
osmolality (Ugg,,,) than serum osmolality (Spgp,).
During osmotic diuresis usually UOsm ranges is
near Sgg, or both values are identical. Typical con-
dition which is accompanied by a water diuresis
is diabetes insipidus centralis and/or renalis. The
osmotic diuresis is typical for: diabetes mellitus,
treatment with diuretics, deficiency of mineralo-
/glukocorticoids, pseudohypoaldosteronism and so-
me tubulopathy. Especially in infants/toddlers it




must be remembered also the possibility of inade-
quate supply sweetened liquids or hypotonic solu-
tions. Also in this situation there are changes
Uoem/Sosm and may result to severe brain damage.
As a cases are presented some instances where do-
minated PoU with PoD.

Conclusion: PoU and PoD is always necessary
both to objectify, first choose a rational investiga-
tive process. On the basis of relatively simple and
easily achievable assessments may cause of
PoU/PoD under is usually quickly identify and de-
cide the further treatment.

CO JE NOVEHO V DIAGNOSTICE
A LECBE INFEKCE MOCOVYCH CEST,
DOPORUCENI PRO PRAXI

Janda J.
Pediatrickd klinika FN Motol, Praha

IMC a hlavné akutni pyelonefritida (PN) tvoii
asi 5-10 % vsech akutnich a planovanych ptijmu
na détska luzkova oddéleni. Chronicka PN pii
anomaliich MC patii u déti mezi nejcastéjsi piici-
ny chronického selhani ledvin. V posledni dobé ¥a-
da publikaci typu ,evidence based medicine®, ale
i kontroverzni zavéry. Presto EBM boti nékteré
myty hlasané dlouh4 desetileti. Nékteré novinky:

Etiopatogeneze IMC: nova fakta o obrané
uroepitelu proti osidleni mikroby. Napi. produkce
bilkoviny cathelicidinu LL-37 a jeho prekursoru
hCAP-18 — CRAMP po kontaktu s antigeny bakte-
rii brani adherenci E. coli na uroepitelu. Kmeny
E. coli rezistentni vuéi LL-37 vyvolavaji zavaznéj-
§i IMC. Polymorfismus genu Toll-like receptoru
(TLR) uroepitelu je spojen s se schopnosti branit
adherenci patogenti. Snad brzy Sance ,individua-
lizace 1é¢by“ chronikt s IMC.

Etiopatogeneze vezikoureteralniho reflu-
xu (VUR) — VUR dnes povaZzovan za primarné ge-
neticky podminénou uropatii s dominantni dédié-
nosti s 30-50% pravdépodobnosti postizeni déti
pacienta s VUR a sourozenct. Bylo by rovnéz pti-
nosné zjistit, zda uréité geny pti VUR jsou marke-
rem vy$§iho rizika ,renal scarring®.

Diagnostika: Zachyt moci do sterilniho ad-
hezivniho sda¢ku — spolehlivé vylou¢i IMC pii ne-
vyznamné bakteriurii, pfi pozitivhim nalezu 106
jiz v.s. vyznamna bakteriurie, zvlasté je-li jiny
kmen nez E. coli a neni prajem. Diagnostika mo-
¢éovych nalezi papirky: fada metaanalytickych
studii, napt. zavéry: 1. negativni nalez pti dipstic-
ku (esteraz. reakce a nitrit. test, norméal. mikro-
skopie) s vysokou pravdépodobnosti nevyzaduje
vySetteni bakteriurie. 2. Pozitivni dipstick a mi-
kroskopie, vySetieni kvant. bakteriurie nutné. Po-
zor: 1. esterazova reakce muze byt faleSné nega-

tivni pii vysoce koncentrované mo¢i (z leukocytta
se neuvoltiuje esteraza), 2. nitritova reakce muze
byt fale$né negativni u kojenct a batolat pti pola-
kisurii (mikrobi v tomto piipadé nemaji ¢as redu-
kovat nitraty na nitrity!). Asymptomaticka bak-
teriurie: rozsahla studie 1977-2003, vySetteny
dospélé Zeny po vice nez 30 letech, Zadné patolog.
nalezy, zadné CHSL. Ré: asymptomaticka bakte-
riurie u déti neptredstavuje vétsi riziko.

Zobrazovaci metody: Mikéni cystografie
(MCU): neexistuje zadny dukaz, Ze akutni IMC
podporuje vznik refluxu, proto doporuéeni prova-
dét MCU ihned po odeznéni akutnich symptomu
jesté béhem hospitalizace. Sedace neklidného dité-
te pred MCU: Midazolam (Dormicum®) ve formé
nosnich kapek v davce 0,2 mg/kg. Jediny prepa-
rat, ktery byl testovan ve smyslu ovlivnéni urody-
namiky — neovliviiuje ji. Sonograficka dg. VUR:
pfi pouziti druhé generace kontrastu metoda cit-
MCU s kontrastem!! Misto Levovistu dnes Sono-
Vue® — sulphur-hexafluoride gas microbubbles.
Metoda citlivéjsi nez MCU!! Nevyhodou dnes jen
cena kontrastu a del$i doba vySetieni. Radionuk-
lidova dg. VUR pri MCU: podobné jako pfii so-
nografické diagnostice refluxu zachyti pasazerni
refluxy, 1ze i objektivné posoudit separované funk-
ci pfi bilateralnim refluxu. Radiacni zatéz jako
napt. pii MAG scintigrafii. Detekce pyelonefri-
tickych jizev: 20 let zlaty standard DMSA-scan,
alni zatéz, ale nutna anestezie u malych déti (ta-
ké zatéz). NMR gadolinium-enhanced NMR je
schopno odligit zanétlivou reakeci od jizvy, to
DMSA neumi!!

VUR a jeho vyznam: je opravdu ¢astou piici-
nou akutni a chronické pyelonefritidy a zavazné
hypertenze? VUR se muze dédit vertikalné
i horizontalné (anamnéza rodi¢t a sourozenct). Do
obecného povédomi se dostal fakt, Ze jizvy
v ledviné vznikaji bézné i bez refluxu, to uz je zna-
mo. To ale vedlo k tomu, Ze vyznam nalezu VUR
v o¢ich pediatrt vyznamné klesl. Reflux byl pirece-
novan, dnes naopak, je mu ale nutné vénovat po-
zornost!

Lééba IMC: jednoznaéné doporué. uzivat jen
trimetoprim bez sulfonamidu (zvySuje riziko rezi-
stence stiev. flory!). Citlivost E. coli dobr4, ale kle-
s pri ¢astych rekurencich IMC a jiném kmenu
nezZ E. coli. Tedy podavat napt. jen samotny Trip-
rim®.

Chemoprofylaxe: T.¢. obecné se za¢ina prosa-
zovat nazor, ze dlouhodoba profylaxe je zbyte¢na.
Tedy uZ neplati to, co hlasala prof. Smellie
a prof. Olbing, ale i dnes individu4l. posouzeni.

Podpurna lééba: Extrakty z kanadské brusin-
ky, vyznam méa hlavné D-mannosa, ktera se dosta-
va do moce a vaze se na fimbrie E. coli a brani tak
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jejich adherenci na uroepitel, usnadnuje jejich eli-
minaci. Potvrzeno metaanalyzou (Cochrane). Pro-
biotika: Lactobacily udrzuji v oblasti vaginy
a zevniho tsti uretry kyselé prostiedi (nizké pH),
coZ brani mnozeni ostatnich bakterii. Lactobacily
produkuji hydrogen peroxide — eliminace bakterii
a snizeni schopnosti adherence E. coli na epitel va-
ginalni sliznice. Periuretralni fléra je nejéastéjsi
pfi¢inou IMC u dévéat a Zen. Imunoterapie: dnes
recentni metaanalyzy: Urovaxom® (extrakty z E.
coli) —imunomodulace, vyznamné snizuje frekven-
ci atak recidivujici infekce mocovych cest (analogie
Bronchovaxomu). Kontraceptiva a IMC: peroral.
i bariérova kontraceptiva eradikuji laktobacily
a zvysuji riziko IMC. Zcela specificky problém
u transplantovanych dorostenek, riziko pyelone-
fritidy stépu! Rady pediatra u dorostenek: vymo-
¢it se pred i po sexudl. styku, ,clean sex“, dostatek
tekutin, ptirozeny proplach mocovych cest.
Web - narodni guidelines IMC:
http://aappolicy.aappublications.org/cgi/repri
nt/pediatrics;105/5/1158.pdf (USA)
http://www.dgkj.de/151.html (Rakousko)
http://www.wissenschaftliche-verlagsgesells-
chaft.de/CTJ/CTJ2006/ctj-6-06/consensus-hwi-
kinder.pdf (Némecko)
http://www.nice.org.uk/nicemedia/pdf/CG54full
guideline.pdf (UK)

NEW ASPECTS IN DIAGNOSTICS AND
TREATMENT OF URINARY TRACT
INFECTION (UTI) IN CHILDREN

Janda J.
Dptm. of Pediatrics, University Hospital Motol,
Prague, Czech Republic

UTI, particularly acute pyelonephritis, repre-
sent ca 5-10% of acute admissions to hospital pe-
diatric departments in CZ and the diagnosis is ve-
ry often missed in young children due to minimal
or non-specific symptoms. Chronic pyelonephritis
due to inborn anomalies of UT is the most com-
mon cause of chronic renal insufficiency/failure in
patients aged up to 18 yrs. In the last decade a lot
of evidence based publications has changed the
approach to children with UTI. Nevertheless, the-
re are still controversies in different national gu-
idelines about how to proceed in specific diagnos-
tics and treatment (see the bottom of this
abstract).

Etiopatogenesis: New facts on mechanisms to
block adherence of microbes to uroepithel, e.g.
production of cathelicidin LL-37 and its precur-
sor hCAP-18 — CRAMP significantly blocks adhe-
rence of E. coli. Strains of E. coli resistant to
LL-37 are responsible for more invasive UTI. Po-
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lymorphism of toll-like receptors genes is conne-
cted with a capacity to decrease the adherence of
pathogens. Such reports may later result in indi-
vidualization of treatment in chronic UTIL.

Vesicoureteral reflux: today, VUR is regarded
as a primary genetic based uropathy: a dominant
hereditary pattern with 30—50% probability to in-
flict siblings of patients with apparent VUR. The-
re are attempts to map the VUR to specific genes,
which are connected with a higher risk of renal
scarring.

Urine diagnostics: interpretation of culture
from adhesive bags — only non significant bacte-
riuria was taken as a relevant finding; but there
are studies showing that 106/ml, particularly due
to strains other than E. coli, is already significant
bacteriuria. In cases of negative esterase and
nitrite reaction with normal microscopy (urine
reagent test strips for rapid diagnostics), meta-
analytic studies have revealed, the culture may be
omitted. Nevertheless, the esterase reaction may
be false negative in urine with high osmolality
and nitrite reaction may also be false negative in
patients with severe polakisuria. Asymptomatic
bacteriuria: a long follow up study in such pts.
(1973-2003) did not find any relevant pathology
or cases of deterioration of renal functions.

Imaging methods: Voiding cystography
(VC) may be performed immediately after decre-
ase of fever and stabilization of pts. There is no
evidence that acute UTI influences the valve me-
chanism of ureterovesical junction. Sedation du-
ring VC: Benzodiazepines peroral (midazolam,
e.g. Dormicum® provides satisfactory sedation
and amnesia without side effects on voiding dyna-
mics in children who are likely to be excessively
frightened during classical VC or nuclear VC. So-
nography: using the high-resolution sonographic
apparatus and second generation of contrast ma-
terial, this non invasive examination is more pre-
cise that the classical VC! Instead of Levovist, the
SonoVue® — sulphur-hexafluoride gas microbubb-
les is recommended. Disadvantage is the price of
contrast material and a longer time of examinati-
on. Also, radionuclide VC may reveal refluxes
lasting only some seconds and radionuclide stu-
dies may asses separate kidney functions, but the
radiation should be taken in account. DMSA-scan
— For many years the gold standard for diagnostics
of renal scars. Nevertheless, the last generation of
gadolinium enhanced NMR is more sensitive
and can differentiate inflammation focus from
a definitive scar, which is not possible using
DMSA-scan. Disadvantage is the price of NMR
and necessity of general anesthesia in in-
fants/todlers.

Vesicoureteral reflux: For more than 10
years we have known that renal scarring may




occur without VUR and many reports called into
question the role of VUR in chronic pyelonephritis.
Nevertheless, it is clear that in children, especial-
ly in younger boys with high grade VUR, this fin-
ding deserves our attention and active approach.
The cases should be evaluated carefully and com-
plicated situations must be consulted with pedia-
tric urologists.

Treatment of UTI: cotrimoxazol is not recom-
mended in acute cystitis any more (sulfonamide
increases the risk of resistance to intestinal flora)
so trimethoprime (e.g. Triprim®) is preferred. Che-
moprophylaxis as prevention of recurrent
UTI — called into question the last time there we-
re studies, showing that such prevention is not so
effective to prevent UTI, and to alter the course of
the primary pathology (renal scarring). But be ca-
reful interpreting these conclusions: pediatricians
must assess every case individually (N Engl J
Med. 2009; 361: 1748-1759, 1804-1806). Suppor-
ting treatment — cranberry extracts: there is
some evidence (Cochrane) cranberry juice may de-
crease the incidence of recurring UTI in women,
also adolescent girls. If this treatment is effective
for small children, it is still not clear. Probiotics
to prevent urinary tract infections: Lactobacillus
organisms that predominate in the vagina of he-
althy women may create a barrier to stop the ent-
ry of classical uropathogenes (E. coli) to urinary
bladder by uropathogens. But not all lactobacilli
are effective, and to date clinical efficacy only
exists for Lactobacillus rhamnosus GR-1 and Lac-
tobacillus reuteri B-54 and RC-14. There is a lack
of controlled studies, but it may be concluded, at
least, that cranberry extract and probiotics are
non invasive procedures. Imunotherapy: extracts
from E. coli (e.g. Urovaxom® decrease the inciden-
ce of recurrent UTI. Peroral and barrier con-
traceptives: both increase the risk of UTI in ado-
lescent girls. There is a specific problem in
adolescent girls after renal transplantation (this is
not the risk of honeymoon cystitis, but that of
graft — pyelonephritis!). Taking care of patients up
to 19 years, pediatricians should advise adoles-
cents how to avoid UTI (,clean sex“, increased in-
take of fluids before and after intercourse).

Websites on national guidelines in child-
ren with UTI:

http://aappolicy.aappublications. org/cgi/reprint/
pediatrics;105/5/1158.pdf (USA)

http://www.dgkj.de/151.html (Austria)

http:// www.wissenschaftliche-verlagsgesells-
chaft.de/CTJ/CTJ2006/ctj-6-06/consensus-hwi-
kinder.pdf (Germany)

http://www.nice.org.uk/nicemedia/pdf/CG54full-
guideline.pdf (UK)

EVROPSKA DOPORUCENI PRO
DIAGNOSTIKU A LECBU ARTERIALNI
HYPERTENZE U DETi A ADOLESCENTU

Seeman T.
Pediatrickd klinika Fakultni nemocnice Motol a UK
2. lékarské fakulty, Praha

Tato nova doporuéeni Evropské spoleé¢nosti pro
hypertenzi (ESH) shrnuji nejnovéjsi poznatky
o diagnostice a 1é¢bé hypertenze u déti.

Arterialni hypertenze je jednim z hlavnich rizi-
kovych faktort kardiovaskularnich a ledvinnych
onemocnéni. Hypertenze je definovana jako opa-
kované (alespon 3x) naméieny krevni tlak (TK)
> 95. percentilu zdravé détské populace (percenti-
ly jsou napi. soucasti Zdravotniho a o¢kovaciho
prukazu). Vyskyt hypertenze u déti je asi 1 %.

P#i¢iny hypertenze u déti se 1isi od dospélych —
u déti jsou sekundarni formy hypertenze ¢astéjsi
nez u dospélych, s nartstajicim vékem ditéte viak
vzrusta podil primarni hypertenze a u adolescentt
jiz pfevazuje primarni hypertenze nad sekundar-
nimi formami. Obecné plati, Ze ¢im je dité mladsi
a ¢im zavaznéjsi je hypertenze, tim pravdépodob-

vvvvv

Mowe

pri¢inou sekundarni hypertenze jsou onemocnéni
parenchymu ledvin nebo ledvinnych arterii (reno-
parenchymatézni nebo renovaskulérni hyperten-
ze), méné ¢asta jsou onemocnéni kardialni (zejmé-
na koarktace aorty), endokrinopatie (napft.
feochromocytém), poskozeni centralniho nervové-
ho systému nebo uzivani 1€kt zvysSujicich TK.

Kazdé dité s hypertenzi musi byt peélivé vySet-
feno, cilem vySetieni je 1) potvrdit trvalé zvyseni
TK (zejména vyloudit ,hypertenzi® bilého plasté,
napi. pomoci 24hod. ambulantniho monitorovani
krevniho tlaku — ABPM), 2) odhalit nebo vylouéit
sekundarni hypertenzi, 3) zjistit ptipadné hyper-
tenzni postiZeni cilovych organt (srdce — hypertro-
fie levé komory srdeéni — echokardiografie, cévy
oéniho pozadi, ledviny — mikroalbuminurie) a 4)
odhalit mozné dalsi kardiovaskularni rizikové fak-
tory (napi. hyperlipidémie, obezita). V§echny déti
s hypertenzi bez ohledu na vék musi mit provede-
na kromé fyzikalniho vySetifeni a anamnézy také
bazalni laboratorni a ptistrojova vySetfeni, mezi
ktera patii: mo¢ chemicky a mocéovy sediment, kul-
tivace mo¢i, mikroalbuminurie, krevni obraz, elek-
trolyty v séru, urea, kreatinin, kyselina mocéova4,
triglyceridy, cholesterol celkovy, HDL- a LDL-cho-
lesterol, glykémie, ultrazvuk ledvin a echokar-
diografie.

Terapie hypertenze spo¢iva kromé kauzalni 1é¢-
by zakladniho onemocnéni u sekundéarnich forem
hypertenze (napt. angioplastika u sten6zy renéal-
ni arterie nebo chirurgické odstranéni feochromo-
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cytému) v nefarmakologické a farmakologické 1é¢-
bé. Nefarmakologicka 1é¢éba je indikovana jen
u déti s mirnymi formami primarni hypertenze
bez postiZeni cilovych organt a zahrnuje 1) reduk-
ci nadvahy, 2) dietu s omezenim p#ijmu soli
a dostatkem ovoce a zeleniny, 3) dostatek pohybu.
Farmakologicka 1é¢ba je indikovana u vSech déti
se sekundarni hypertenzi, s téZkou hypertenzi ne-
bo s hypertenzi provazenou hypertenznim posti-
Zenim cilovych organu a v 1é¢bé lze pouzit 5 za-
kladnich skupin antihypertenziv — inhibitory
angiotenzin-konvertujiciho enzymu, betablokato-
ry, kalciové blokatory, diuretika a blokatory angio-
tenzinového receptoru.

Cilovymi hodnotami krevniho tlaku je TK <90.
percentil u déti bez onemocnéni ledvin, <75. per-
centil u déti s onemocnénim ledvin bez proteinu-
rie a <50. percentil u déti s proteinurickymi nefro-
patiemi, nebof intenzifikovana 1é¢ba hypertenze
zpomaluje progresi chronické renalni insuficien-
ce. Léc¢ba hypertenze u déti také snizuje vyskyt
hypertrofie levé komory srdeéni, ¢éimz redukuje je-
jich kardiovaskularni riziko.

tikt a NT kontrolami nebyly zjistény rozdily ve vé-
ku, pohlavi, BMI a albuminurii. Jednotlivé skupi-
ny diabetickych pacientd se také mezi sebou neli-
§ily irovni metabolické kontroly, ale DM HTN méli
vyrazné del$i trvani DMT1 (7,34 + 3,43 r. vs. DM
WCH 6,83 + 3,41 r. a DM NT 5,05 + 3,48 r,
p = 0,03). DM HTN méli vyrazné vys$si hodnoty
24hodinovych, dennich i noénich TK na ABPM
oproti DM WCH, DM NT a NT (p <0,0001). DM
WCH a DM HTN méli vyznamné vyssi PP ve srov-
nani s DM NT a NT (47,62 + 7,31 a 47,43 + 8,68 vs.
41,45 + 4,44 a 41,92 + 5,9, p = 0,0045), a rovnéz
hodnoty symAASI byly vyznamné vy$si u DM
WCH a DM HTN proti NT pacientam (0,35 + 0,14
a 0,36 + 0,15 vs. 0,22 + 0,16, p = 0,0021).

Zavér: Déti s DMT1 a hypertenzi bilého plasté
nebo skuteénou hypertenzi maji vyznamné vyssi
markery tuhosti cév — PP a symAASI — ve srovna-
ni s normotenznimi diabetiky a normotenznimi
zdravymi détmi. Tento nalez ukazuje, Ze diabetic-
ké déti s hypertenzi i hypertenzi bilého plasté mo-
hou mit vys$si riziko vyvoje pozdéjsich kardio-
vaskularnich komplikaci.

AASI (AMBULATORY ARTERIAL
STIFFNESS INDEX) A PULZNI TLAK

U DETi S DIABETES MELLITUS 1. TYPU
(DMT1)

AMBULATORY ARTERIAL STIFFNESS
INDEX (AASI) AND PULSE PRESSURE IN
CHILDREN WITH DIABETES MELLITUS
TYPE 1 (DMT1)

Sulakova T.1, Janda J.2, Cerna J.1,
Janstova V.1, Feber J.3

IKlinika détského lékarstvi FN a FZS OU Ostrava,
Ceska republika

2Pediatrickd klinika, FN Motol a UK 2. LF, Praha,
Ceska republika

3Department of Pediatrics, Children’s Hospital of
Eastern Ontario, Ottawa, Canada

Uvod: V dospélé populaci se pulzni tlak (PP)
a AASI povazuji za markery tuhosti cév a ukaza-
tele kardiovaskularni mortality.

Cilem studie bylo hodnoceni tuhosti cév u déti
s DMT1 a jejich porovnani s normotenznimi zdra-
vymi détmi.

Metody: U 84 diabetickych déti (43 chlapct)
byly retrospektivné vyhodnoceny ABPM zaznamy.
Diabetici byli rozdéleni na zakladé prilezitostného
méieni TK a ABPM do 3 skupin: 24/84 (29 %) pa-
cientti mélo hypertenzi (DM HTN), 33/84 (39 %)
normotenzi (DM NT) a 27/84 (32 %) hypertenzi bi-
1ého plasté (DM WCH). Nasledné jsme tyto 3 sku-
piny porovnavali s 27 normotenznimi détmi (N'T).
7. ABPM zaznamu byly spo¢teny PP a AASI, index
AAST byl nasledné korigovan regresnim koeficien-
tem a byl spoéten symetricky AASI (symAASI),
ktery je méné zkreslen noénim poklesem TK.

Vysledky: Mezi jednotlivymi skupinami diabe-
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Sulakova T.1, Janda J.2, Cerna J.1,
Janstova V.1, Feber J.3

IDepartment of Pediatrics, University Hospital
Ostrava, Czech Republic

2Department of Pediatrics, University Hospital Motol,
Prague, Czech Republic

3Department of Pediatrics, Children’s Hospital of
Eastern Ontario, Ottawa, Canada

Background: Pulse pressure (PP) and ambula-
tory arterial stiffness index (AASI), has been sug-
gested as a marker of arterial stiffness and
a predictor of cardiovascular mortality in adults.

The aim of the study was to assess arterial stiff-
ness in children with diabetes mellitus type 1
(DMT1) compared to non-diabetic normotensive
children.

Methods: We retrospectively evaluated ABPM
records in 84 children (43 boys) with DMT1. Based
on office BP and ambulatory blood pressure mo-
nitoring (ABPM) patients with DMT1 were divi-
ded into 3 groups: 24/84 (29%) had true hyperten-
sion (DM HTN), 33/84 (39%) were normotensive
(DM NT) and 27/84 (32%) had white coat hyper-
tension (DM WCH). These 3 groups were subsequ-
ently compared with 27 normotensive controls
(NT). PP and AASI was obtained from individual
ABPM recordings. AASI was calculated by regres-




sion analysis of diastolic on systolic BP values and
corrected by the regression coefficient. This yiel-
ded symmetrical AASI (symAASI), which is less
prone to be biased by nighttime dipping.
Results: There were no differences among dia-
betic and non-diabetic children in age, gender,
BMI, and albuminuria. DM NT, DM WCH
and DM HTN did not differ in metabolic control,
but DM HTN had significantly longer duration of
DMT1 (p=0.03). DM HTN had significantly hig-
her 24h, day and night BP on ABPM than DM
NT, DM WCH and NT controls (p<0.0001). DM
WCH and DM HTN patients had significantly hig-

her PP compared to DM NT and NT (47.62+7.31
and 47.43+8.68 vs. 41.45+4.44 and 41.92+5.9, res-
pectively, p=0.0045). Similarly, symAASI was sig-
nificantly elevated in both DM WCH and DM
HTN compared to NT (0.35+0.14 and 0.36+0.15
vs. 0.22+0.16, respectively p=0.0021).

Conclusion: Children with DMT1 and white
coat or true hypertension had significantly higher
PP and symAASI compared to normotensive con-
trols and normotensive diabetics. This suggests
that these children may be at increase risk for de-
veloping cardiovascular complications later on
their life.

INTENZIVNI PECE O DETI A DOROST

PROGRAM UMELE PLICNI VENTILACE
V DOMACI PECI V CESKE REPUBLICE

Dlask K., Blazek D., Pavli¢ek P.
KAR UK 2. LF a IPVZ FN Motol, Praha

Uvod: Historie umélé plicni ventilace prodéla-
la od svého pocatku v 50. letech prevratny vyvoj.
Aplikace nejnovéjsich objevt technického pokro-
ku a medicinského vyzkumu umoznila vyvinout
ventilatory nejen zastupujici zakladni ventilaéni
funkei plic p¥i jejim selhani, ale téz poskytujici pa-
cientovi dostateény komfort p#i dlouhodobé venti-
laci. Tyto pFistroje znamenaly na konci 80. let po-
¢atek ventilace pacientd v domaci péci.

Soubor a metody: K ptrechodu od ventilace
v nemocnicich k domaci ventilaéni péci bylo nutno
zvladnout aspekty ekonomické, medicinské, tech-
nické a psychosocidlni. V zahraniénich statnich
a univerzitnich nemocnicich byla vytvoiena cent-
ra pro vyuku a pravidelné proskolovani rodinnych
ptislusnikd, za pacienty ventilovanymi v domaci
pééi dochazeji specialni sestry a rehabilitaéni pra-
covnici. V Ceské republice vznikl program DUPV
ve spolupraci MZ CR a VZP.

Vysledky: Vznik zdravotnich pojistoven
a ekonomické zmény ve zdravotnictvi zajistily pre-
chod od déle vyuzivané domaci oxygenoterapie
k plnohodnotné ventilaci pacientti v domaci péci.
V Ceské republice rozvijime program ventilace pa-
cienttt v doméci péci vice nez 10 let. Z détské luz-
kové ¢asti KAR FN v Motole jsme do programu
DUPYV zatadili 6 pacientu.

Zavér:V Ceské republice se program DUPV ts-
pésné rozviji. Celkem bylo do programu zatrazeno
vice nez 60 pacientt, z toho téméf polovinu tvoii
pacienti do 19 let. Pfekonali jsme pocateéni medi-
cinské a pravni problémy, v feSeni jsou stale eko-

nomické otazky se zdravotnimi pojisfovnami. MZ
CR byla doméci ventilace pacienttt v domaci péci
uznana jako lé¢ebna metoda vyhovujici postupu
lege artis.

HOME - BASED PULMONARY
VENTILATION PROGRAM IN CZECH
REPUBLIC

Dlask K., Blazek D., Pavli¢ek P.

Department of Anaesthesiology & Intensive Care
Medicine, Charles University 2nd School of Medicine
and Postgraduate Medical Institute, University
Hospital Motol, Prague, Czech Republic

Introduction: There has been a dramatic pro-
gress in the artificial lung ventilation since its ori-
gins in the fifties. The application of the newest
technical discoveries enabled to develop ventila-
tors providing not only the basic lung ventilation
but also allowing for a significant comfort to the
patient during prolonged periods of the ventila-
tion. The development of his type of respirators re-
presented the beginning of the era of home-based
ventilation.

Methods: The transition from hospital-based
to home-based ventilation required to address eco-
nomic, medical, technical and psychosocial as-
pects. The centers for education and training of
the patient’s family members have been formed in
the large state and university hospitals in abroad.
Patients are followed by specialized and trained
nurses and respiratory therapists. In the Czech
Republic The Home Care Ventilation Program was
developed in cooperation of The General Insuaran-
ce Company and Ministry of Health.

Results: Formation of insuarance companies
and health care economical progress were the
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main conditions under which the transformation
from so far used home — based oxygenation thera-
py to fully developed home care ventilation pro-
gram was enabled. The program of home care ven-
tilation is being developed in the Czech Republis
for more than ten years. In Department of Anaest-
hesiology and ICM our PICU program involves
currently six permanent patients.

Conclusions: The program of the HCV is de-
veloping succesfully in the Czech Republic. Over
60 patients were included into this program, near-
ly half of them are children under 19 years of age.
We have overcame the initial legislative and fun-
ding problems. The HCV became an accepted
trend in the Czech Republic and its importance is
on a rise due to the obvious economic and techni-
cal advantages as well as the life quality impro-
vement of the patients.

UCIME RODICE KRISIT! KURZ ZAKLADU
RESUSCITACE PRO RODICE

Dolezalova L., Ryba L., LZiéarova H.,
Nadvornikova H., Senkova P.

Détské a novorozenecké oddéleni Orlickotistecké ne-
mocnice a.s., Usti nad Orlici

Zastava srdce a obéhu nastava mnohdy nahle
a nefekané a béhem minut ohroZuje postizeného
smrti nebo trvalym poskozenim zdravi. Preziti je
mnohdy zavislé na schopnosti svédku udalosti —
¢asto rodic¢t — poskytnout rychle téinnou zaklad-
ni resuscitaci. Ac¢koliv zaklady resuscitace nejsou
naro¢né a vystaéime pti nich s vlastnima rukama
a hlavou, zvlada toto jen malé procento laiku.

Dveé umrti malych — dosud zcela zdravych — ko-
jencu v roce 2008 nas vedla k myslence naucdit rodi-
¢e poskytovat laickou kardiopulmonalni resuscitaci.
S vyuzitim 2 typt resuscita¢nich modelu poradame
kazdy tyden 2hodinové §koleni v ramci piedporod-
nich kurzi — v roce 2009 absolvovalo kurz 445 rodi-
¢t. Na zavér dostane kazdy ucastnik karti¢ku

Nase zkuSenosti ze spojeni jednoduché teorie
s nacvikem na nazornych modelech miminek jsou
beze zbytku kladné. Proto rozsifujeme od roku
2010 tyto kurzy pro veskeré zajemce z ad rodi¢u
déti véeho véku a radi bychom inspirovali 1ékate
a sestry z dalSich pracovist a regiont.

TEACHING PARENTS RESUSCITATION!
A SEMINAR ON BASIC RESUSCITATION
FOR PARENTS

Dolezalova L., Ryba L., LZiéarova H.,
Nadvornikova H., Senkova P.

Children’s and Newborn Department of Districtal
Hospital at Usti nad Orlici, Czech Republic

Cardiac arrest and respiratory arrest can occur
suddenly and unexpectedly and lead to death or
permanent disability within a few minutes. Survi-
vial often depends on the ability of witnesses —
often parents — to apply adequate rapid resuscita-
tion. Inasmuch as basic resuscitation is not diffi-
cult, and we are only using our hands and our
head, only a small percentage of non professionals
have the ability to do it.

The death in 2008, of two previously healthy in-
fants, prompted us to teach basic cardiopulmona-
ry resuscitation to parents.

Using 2 types of resuscitation dummies, we are
running 2 hour long seminars every week, within
antenatal classes. In 2009, 445 parents attended
the seminars. At the end of each seminar, each
participant receives a small card containing the
most important data, and answers a short questio-
nnaire.

Our experience of combining simple theory with
practical experience using infant dummies has
been very positive. For this reason we are expan-
ding the seminars in 2010, to include all interes-
ted parents of all childhood categories, and would
like to encourage doctors and nurses from other
regions and workplaces to do the same.

RESPIRACNI SELHANI

Fedora M., Zurek J.
Klinika détské anesteziologie a resuscitace MU a LF
Brno

Sdéleni shrnuje p#ic¢iny, patofyziologii, definici
a klinicky obraz respira¢niho selhani. Druhym té-
matem je pouziti umeélé plicni ventilace — zaklad-
ni principy, nastaveni ventilatoru, poskozeni plic
ventilatorem a zasady protektivni plicni ventilace.

RESPIRATORY FAILURE

Fedora M., Zurek J.

Dept. Anesthesia and Intensive Care, University
Children’s Hospital, Masaryk University Brno, Czech
Republic

The presentation summarize the causes, patho-
genesis, definition and clinical manifestation of re-
spiratory failure. Mechanical ventilation — basic
principles, ventilatory settings, ventilator-induced
lung injury and lung protective ventilation — is the
next topic of this presentation.
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POLYTRAUMA U DETI - URGENTNI
OSETRENI A ZAJISTENI

Prchlik M.
Jednotka intenzivni a resuscitacni péce, Klinika détské
chirurgie a traumatologie UK 3. LF a FTNsP, Praha

Polytrauma, resp. sdruzené poranéni, je piici-
nou az 50 % umrti u déti starsich 1 roku, pticemz
o preziti rozhoduje oSetieni v prvnich 20-30 mi-
nutach. Dobu po p#{jmu lze rozdélit do 3 etap.

Prvni etapa - prvotni vySetieni a resusci-
tace:

Dychaci cesty: Hlavnim tkolem je uvolnéni
anatomické obstrukce, zajisténi dostateéné vyme-
ny plynua a prevence aspirace. Neprtchodnost dy-
strukci jazykem mnebo mékkymi tkanémi
nosohltanu, dale pak pfritomnosti cizich materiala
(krev, zvratky). Véasna intubace je nutna
u hypoventilujicich pacienti, dale u vazného po-
ranéni CNS, u popéalenin v oblasti obli¢eje a krku,
u hemodynamicky nestabilnich pacientt, ¢i u déti
vyzadujicich hlubokou analgosedaci. Intubujeme
primarné  orotrachealni  cestou  rourkou
s manzetou s crush ivodem a za pouziti tlaku na
$titnou chrupavku k prevenci aspirace.

Dychani: Bezprostiedné po zajisténi dychacich
cest musi nasledovat zajisténi dostateéné ventila-
ce optimalné jednotlivym dechovym objemem
8(—10) ml/kg podle dosahovanych inspiraénich tla-
k. Minutova ventilace 150 ml/kg/min. obvykle za-
jisti pCO, kolem 40 torra. V piipadé klinickych
znamek pneumotoraxu provedeme punkei hrud-
niku, nasledovanou pii potvrzeni diagnézy zave-
denim hrudni drenéaze. Pii¢inou pietrvavajici hy-
poxie pii adekvatni ventilaci je u déti nejéastéji
aspirace, zhmozdéni plice s pravolevymi zkraty
v poskozené plicni tkani, vyjimkou neni intubace
hluboko endobronchialné.

Cirkulace: Mortalita a morbidita jsou pfimo
zavislé na rychlosti korekce obéhového Soku. Za-
kladnimi kroky jsou: a) zastava krvaceni (obvykle
nejprve primym tlakem na zdroj krvéceni), b) za-
jisténi adekvatniho i.v. pfistupu, c) adekvatné
agresivni nahrada objemu, véasné nasazeni kate-
cholamint. Tepova frekvence je u déti nejcitlivéj-
§im méritkem srdeéniho vydeje a objemové rezer-
vy. Malé déti jsou schopny briskni vazokonstrikce
a udrzi krevni tlak i p¥i ztratach az 25 % objemu
cirkulujici krve. Krevni ztrata 10-15 % vyvola ob-
vykle pouze tachykardii, 20-25 % znamena dalsi
urychleni pulzu a tachypnoi, snizeni systolicko-
-diastolické diference s poklesem systoly, dal§imi
projevy je bledost, pozdéji cyanéza, zhorseni kapi-
larniho navratu. Ztrata 30-35 % vyvola pokles
diurézy, nitkovity pulz, kvalitativni poruchy védo-

mi. Kéma a neméritelny krevni tlak jsou znamka-
mi ztraty nad 40 % cirkulujiciho objemu krve. Od-
hady objemu krve vychézeji z optiméalni vahy, kdy
se u déti intravazalni objem pohybuje mezi 6,5 az
8 %, resp. 65—-80 ml/kg celkové télesné hmotnosti.

P#istup do cévniho fecisté za¢iname zavedenim
periferni kanyly, nasleduje zavedeni centralniho
zilniho katétru. Podle typu poranéni a ¢asové tis-
né mazZeme u déti volit mezi fadou piistupt: vniti-
ni jugularni zila je rychla, s malym procentem fa-
lesného zavedeni katétru, s nevelkym procentem
komplikaci, je ale nevhodné u kraniocerebralnich
poranéni, pii probouzeni se u déti haie udrzuje.
Subklavialni Zila je v akutni fazi nejméné vhod-
na, nebot jeji zavedeni trva déle, u déti dochazi pii
punkci piedevsim zprava ¢astéji k falesnému za-
vedeni katétru do druhostranné subklavialni zily
nebo do stejnostranné vnitini jugularni zily, fatal-
ni komplikaci mtze byt vznik pneumotoraxu. Na
druhé strané jako jedina nekolabuje ani p#i ma-
Iych intravazalnich objemech a nejlépe se oSetiu-
je. Femoralni Zila ma nejmens§i mnozstvi moznych
komplikaci p#i punkci, zprava se katétr dobte za-
vadi, da se punktovat i p#i probihajici kardiopul-
mondlni resuscitaci a nemé velké procento pozdéj-
gich komplikaci.

Rozhodujici pro 1é¢bu hemoragického Soku je
agresivni, ale zejména u mensich déti, adekvatni,
intraven6zni nahrada tekutin. V prvnich fazich
aplikujeme krystaloidy (Ringer 1/1, Fyziologicky
roztok 1/1), v pfipadé krevnich ztrat nad 30 % cir-
kulujiciho objemu (hemoragicky Sok III. a IV. stup-
né) je krev nezastupitelna. V ivodu podame bolus
krystaloidd v davee 20-30 ml/kg co mozna nejvét-
§i rychlosti. Pokud nedojde k normalizaci systémo-
vého tlaku, pak muzeme davku opakovat, v dalsi
dévce pi#i hypotenzi je nutno jiz podat krev. Pokud
se nam da¥i pacienta hemodynamicky kompenzo-
vat, jsou dalsi roztoky a krevni derivaty podavany
v zavislosti na systémovém tlaku, centralnim zil-
nim tlaku, perifernim prokrveni, pulzové frekven-
ci a diuréze.

Nejcastéjsi chybou v po¢atku 1é¢by polytrauma-
tizovaného ditéte je na jedné strané pomalé ¢i ne-
dostatecné podavani tekutin a krve, na druhé
strané pak podani velkého mnozstvi krystaloida
¢i hypotonickych roztoktu s naslednym rozvojem
edému mozku pti soucasném poranéni CNS.

Aplikace Gerstvé mrazené plazmy je indikova-
na po podani dvojnasobného objemu krystaloida
a krevnich derivatd, nez je idedlni intravazalni ob-
jem v dané vahové kategorii, tedy p#i hrazeni nad
130-160 ml/kg. Indikaci podani transfuze krev-
nich desticek je pokles pod 50 tis./mm3 s klinic-
kymi znAmkami krvaceni.

Centralni nervova soustava: V ramci prvni
etapy je provedeno pouze zakladni neurologické
vySetfeni se zaméfenim na mozné krvéaceni do
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CNS (GCS, anisokorie, lateralizace, ...). I kdyZ se
jedna pouze o zbézné vysetieni, je vyhodou, pro-
vadi-li jej détsky neurolog se zkuSenostmi
v traumatologii.

Druha etapa - druhotné vysSetieni:

Po stabilizaci respiraéni a hemodynamické a pii
pokracujici protiSokové terapii nasleduje komplet-
ni fyzikalni vySetfeni ,od hlavy k paté“
s podrobnéjsim zhodnocenim stavu pacienta. Tato
etapa by neméla trvat déle nez 10 minut, porané-
ni maji byt hodnocena v sestupném poiadi podle
zavaznosti a peclivé protokolovana. Nélez jedno-
ho poranéni nesmi zastavit kompletni vySetteni.

VySetieni zac¢ina hlavou a krkem, nutno vyset-
Tit o¢i, oblicej, vlasovou ¢ast hlavy, vénovat pozor-
nost hematomum, obzvlasté periorbitalnim, jako
mozZznym znamkam zlomeniny baze lebni. Patra-
me po vytoku z usi ¢i nosu, piitomnosti podkozni-
ho emfyzému na krku. Provedeni orienta¢nich na-
tivnich rentgenovych snimkt lbi a péatefe je
diskutabilni. Na hrudniku hodnotime kvalitu
a frekvenci dychani, asymetrii nebo bolestivost,
pfi podezieni na poranéni provedeme rentgenoveé
a sonografické vySetteni. Biicho vySetiujeme opa-
kované, neni potieba stanovit presnou diagnézu
nitrobii$niho poranéni, ale spiSe stupen urgence
eventualniho chirurgického vykonu. Rychle nar-
stajici objem bficha muze svédéit pro pokraéujici
krvaceni do dutiny bti$ni a je indikaci k dal§imu
vySetfeni upfesnujicimu diagnézu (CT), event.
k podani rFVIIa. Sonografické vySetieni je zamé-
feno pouze na jasné znamky poranéni, predevsim
na piitomnost volné tekutiny ¢i vzduchu v dutiné
b#isni. V&ichni pacienti s poranénim b¥icha by mé-
li mit zavedenu nazogastrickou sondu, je nutné
vySettit i perineum na pfitomnost laceraci, hema-
tomu. Nasleduje vySetieni koncetin, hledame de-
figuraci nebo znamky instability. Pfehlédnuti po-
ruSeného krevniho zasobeni nebo inervace muze
vést ke zbyteéné morbidité pacienta. Zlomeniny
dlouhych kosti a pAnve mohou pii rozsahlych he-
matomech vést predevsim u malych déti k rozvoji
hemoragického Soku II. az III. stupné. V zavéru je
¢as pro podrobné neurologické vySetieni, nejlépe
détskym neurologem se zkuSenostmi v trauma-
tologii CNS. U vSech pacientt s poranénim hlavy
je treba opakované stanovovat Glasgow Coma
Scale, u malych déti pak jeho modifikaci. Paralel-
né by mélo byt provedeno podrobné odebrani ana-
mnézy vztahujici se k irazu, ihned po ptichodu ro-
dic¢t téz kompletni anamnézy z pohledu vrozenych
vad ¢i onemocnéni béhem détstvi od porodu az do
soucasnosti.

Tieti etapa - definitivni péce:

V definitivni péci se jiz zaméiujeme na jednot-
livé poranéné systémy, jsou provedena specializo-
vana vySetfeni jako CT nebo métfeni ICP pii
kraniocerebralnim poranéni, bronchoskopické vy-

Setfeni a CT vySetfeni pii tupém poranéni hrud-
niku, CT vySetteni s kontrastem pii tupém pora-
néni bficha.

Musime si zaroven vS§imat pozdé&ji se rozvijeji-
cich ptiznakt poranéni, jako napiiklad pifitomnos-
ti vzduchu v peritonealni dutiné pi#i traumatické
perforaci GIT, klinickych znadmek stoupajiciho nit-
rolebniho tlaku p#i rozvoji edému mozku nebo p#i
narustani subakutniho subduralniho hematomu,
zhor§eni plicnich funkei pii nastupujicim post-
traumatickém ARDS (nejc¢astéji v prubéhu 12—24
hodin od drazu), zhorseni ledvinnych funkei pii
primém poranéni ledvinné Zily ¢i tepny nebo jako
néasledek ischémie nebo v ramci crush syndromu.

I kdyZ je péce o polytraumatizované dité multi-
disciplinarni, musi byt za prabéh oSetfeni
a zajisténi zodpovédny pouze jeden 1ékat, nebot pa-
cient neni rozdélen na jednotlivé organové systémy,
ale musime na néj pohliZzet vzdy jako na jednotlivce
ve vSech svych spojitostech. Tento 1ékai musi opako-
vané hodnotit celkovy stav pacienta, musi uréovat
timing jednotlivych oSetfeni a vySetfeni, ale
i chirurgické 1é¢by, musi cilené patrat po ¢asnych
znamkach zhor8eni stavu nebo vzniku novych kom-
plikaci, aby na né mohl véas reagovat zménou 1écby.

DETSKA INTENZIVNI MEDICINA V CR
V ROCE 2010

Kobr J.1, Votruba V.2
IDétskd klinika, FN Plzer:
2KDDL VFEN a UK 1. LE, Praha

Intenzivni péée (IP) v pediatrii je v Ceské re-
publice poskytovana podle rozsahu péée ve tiech
monitoring, parenteralni piijem tekutin a za-
kladni laboratorni vySetteni, je poskytovan na vét-
§iné détskych oddéleni. Intenzivni péce druhého
stupné predstavuje z hlediska péée kromé vyse
uvedeného jiz oxygenoterapii a moznost kratkodo-
bé umélé plicni ventilace (do 24 hodin). Je posky-
tovana jen v nékterych vybranych vétsich nemoc-
nicich. Nejvyssi stupen je poskytovan v 15
pracovistich v CR, z nichz 11 m4 vSeobecné zamé-
feni a Cty#i pracovisté jsou oborova. VSechna tato
pracovisté by méla byt schopna poskytnout kom-
plexni resuscitaéni péci détskym pacienttim. Dét-
ska resuscitaéni péce je poskytovana v CR na pra-
covistich terciarni tdrovné. Jsou predstaveny
celkové vysledky i vysledky jednotlivych pracovist
v CR.

V praci je zminéna zména struktury pacientt od
vzniku IP v CR aZ po sou¢asnost véetné problema-
tiky chronické resuscitaéni péce. Postgradualni
vzdélavani probih4 jednak v ramci oboru détské 1é-
katstvi a jednak v oboru intenzivni mediciny.
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MIRNE TRAUMATICKE PORANENI MOZKU

Wiedermann J., Smolka V., Klaskova E.,
Aleksijevié D., Zapletalova .

Détska klinika Fakultni nemocnice Olomouc

Cilem retrospektivni sondy bylo zjistit frekven-
ci vyskytu pozdnich p#iznaka u détskych pacien-
ti hospitalizovanych na JIRP s kraniocerebralnim
poranénim (TBI) odpovidajicim definovanému
mirnému poranéni mozku (MTBI). Data byla zis-
kana pfi kontrolnim vySetieni na DK
a dotaznikovym zpusobem. Literarni tudaje
a klinicka praxe v poslednich letech stale vice do-
kazuji, zZe nasledky MTBI nemusi byt ve skutec-
nosti mirné. Vétsina pacientt s MTBI se plné zo-
tavuje, ale az 15 % méa po turazu problém
s navratem k rutinnim dennim aktivitdm. MTBI
vznika nasledkem tupého traumatu a musi splrio-
vat alesponn jednu z nésledujicich podminek:
a) prechodna zmatenost a dezorientace, b) poru-
chy paméti, c¢) ztrata védomi do 30 minut, d) GCS
skére 13 a vyS§i, e) neurologické ¢i neuropsychic-
ké dysfunkce. Pacient po prodélaném MTBI
v ¢asném pourazovém obdobi zdanlivé zcela bez
pfiznakt muze v dalsim obdobi trpét chronickymi
funkénimi problémy - postkomoéni syndrom.
Symptomy souvisejici s MTBI — nebyly pfitomny
pfed poranénim, pripadné se vyrazné zhorsily:
neurologické — kognitivni — psychosocialni
a behavioralni zmény.

Vysledky a zavéry: Na JIRP DK bylo v letech
2006-2007 hospitalizovano 39 pacientt s MTBI
(mozkové komoce a kontuze ev. s konzervativneé 1é-
¢enym intrakranialnim krvacenim). 19 pacientt
bylo vySetieno po jednom roce na DK, u 18 pacien-
ta byla pozadovana data ziskana dotaznikovym
zpusobem (3x bez odpovédi). Z 39 pacientu s MTBI
(45,3 % ze vsech pacientu s TBI na JIRP) bylo po
1 roce zcela bez potizi 51 %. Neurologické piizna-
ky pretrvavaly u 13 %, kognitivni i behavioralni
ptiznaky byly zjistény u 15 % pacienti. U jednoho
pacienta byla zjisténa endokrinni porucha ve
smyslu hypopituitarismu. Vysledky sondy potvr-
zuji zpravy o vyskytu pozdnich nasledkt u MTBI.

Kazuistika: Pripad 4letého chlapce s TBI —
syndrom tyraného ditéte. Béhem prvniho roku po
poranéni se rozviji klinicky i laboratorni obraz se-
kundarni epilepsie a hypopituitarismu.

MILD TRAUMATIC BRAIN INJURY

Wiedermann J., Smolka V., Klaskova E.,
Aleksijevi¢ D., Zapletalova J.

Department of Pediatrics, University Hospital
Olomouc, Czech Republic

The main aim of this retrospective study was
to investigate the rate of late symptoms in pedia-
tric patients hospitalized in the Intensive Care
Unit (ICU) for craniocerebral injury (TBI) corres-
ponding to the defined mild traumatic brain inju-
ry (MTBI). Data was collected at a follow-up at the
Department of Pediatrics and by using
a questionnaire.

Over the last few years, literature data and cli-
nical practice have produced growing evidence
that the consequences of MTBI may not actually
be mild. Most patients with MTBI recover fully
but up to 15% of the patients have problems to re-
sume their regular daily activities. MTBI occurs
as a result of blunt trauma and must meet at le-
ast one of the following conditions: a) transient
confusion and disorientation, b) impairment in
memory, ¢) loss of consciousness up to 30 minutes,
d) GCS score of 13 and higher, e) neurological or
mental dysfunction. Patients who suffered MTBI
and remained apparently without symptoms in
the early posttraumatic period may experience
chronic functional problems in a later period —
post-concussion syndrome. Symptoms associated
with MTBI - were not present before injury and
aggravated significantly: neurological — cognitive
— psychosocial and behavioral changes.

Results and conclusions: A total of 39 pa-
tients with MTBI (cerebral concussion and contu-
sion or conservatively treated intracranial he-
morrhage) were hospitalized at the ICU of the
Department of Pediatrics, in a period of
2006-2007. 19 patients were examined after one
year at the Department of Pediatrics; data from
18 patients was obtained by means of
a questionnaire (3x without response). Out of 39
patients with MTBI (45.3% of all patients with
TBI at the ICU), were completely free of any pro-
blems after one year 51%. Neurological symptoms
persisted in 13% of patients, cognitive and beha-
vioral symptoms were found in 15% of patients.
One patient showed endocrine dysfuntion such as
hypopituitarism.

The results of this prospective study have con-
firmed the findings reported for the occurrence of
late consequences of MTBI.

Case report: A 4-year-old boy with TBI — bat-
tered child syndrome. During one year after the
injury, the patient developed clinical and laborato-
ry signs of secondary epilepsy and hypopituita-
rism.
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SEKCE DIAGNOSTIKA

NEFROLOGICKE A UROLOGICKE
KOMPLIKACE U KAWASAKIHO NEMOCI

Gut J., Kocinova L., Kuéerova S., Popelka J.
Détské oddéleni NsP, Ceskd Lipa

Kawasakiho nemoc (KD) je akutni febrilni
systémova  vaskulitida nejasné etiologie
s typickymi koZznimi a sliznié¢nimi zménami déti
mladsich 5 let, u které muze byt zastizena i nefro-
urologicka symptomatologie.

Nefrologické komplikace:

Zanétem mohou byt postiZeny prakticky jaké-
koliv arterie stfedniho kalibru, tedy i renalni. Ved-
le toho byly publikovany ojedinélé pripady kom-
plikaci KD ve smyslu HUS, akutni renélni
insuficience, nefrotického syndromu i intersti-
cialni nefritidy. Castou laboratorni patologii byva
sterilni leukocyturie (30-80 ), méné éasto erytro-
cyturie a proteinurie. Pivodné se predpokladalo,
Ze jeji puvod je v zanétlivém postizeni uretry, ale
v soucasnosti se uvazuje i o renalnim puvodu. Pra-
ce Wanga (2007) prokazala prekvapivé u 52 déti
v akutnim stadiu p#itomnost vypadkt na DMSA
skenu a 46 % z téchto nalezt perzistuje i na kon-
trolnim vySetieni za 6 mésict. Nebyl nalezen zad-
ny prediktivni laboratorni nebo klinicky faktor ri-
zika vzniku zmén kromé vys$siho soucéasného
postiZeni koronarnich tepen. Samostatny problém
predstavuje ¢astd hyponatrémie v tvodni fazi, je-
jiz etiologie bude pravdépodobné komplexni, véet-
né renalniho podilu.

Urologické komplikace:

V akutnim stadiu je vedle zminéné leukocytu-
rie, ktera mtze v ivodu pusobit diagnostické pro-
blémy, vzacné prechodné prosaknuti skrota, re-
spektive oboustranna hydrokéla. Pti¢ina tohoto
otoku ztistava neobjasnéna, ale zpravidla byva
soucasti typického prosdknuti obli¢eje a akralnich
éasti.

Demonstrujeme p#ipad 24mésiéniho chlapce
s klinicky typickym obrazem KD, u kterého se
7. den objevily vyrazné otoky akralnich ¢asti kon-
Cetin se soucasnym postiZzenim skrota (ultrazvu-
kové obraz oboustranné hydrokély) a sterilni leu-
kocyturie. Echokardiografickym vySetienim byla
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soutasné prokazana ektazie levé koronarni tepny
s dobrou a rychlou odezvou po podéni intravenéz-
nich gamaglobulind, po nichZz doslo k rychlé upra-
vé febrilntho stavu, klinickych pfiznaka
i laboratornich markera.

Béhem 10leté periody jsme oSettovali 10 déti
s KD (5 chlapca a 5 divek). Prokazali jsme
u 6 z nich sterilni leukocyturii a u 2 erytrocyturii
a proteinurii béhem akutni faze bez alterace
ledvinnych funkci a elevace krevniho tlaku. Ve
dvou pripadech jsme prokazali pirechodnou ektazii
levé koronarni arterie a v jednom bilateralni
hydrokélu.

NEPHROLOGIC AND UROLOGIC
COMPLICATIONS IN KAWASAKI DISEASE

Gut J., Kocinova L., Kuéerova S., Popelka .
Pediatric Department, Hospital Ceskd Lipa, Czech
Republic

Kawasaki disease (KD) is acute systemic vas-
culitic disorders of childhood of unknown etiology.
The diagnosis is based on six clinical kriteria (pre-
dominantly fever).

Nephrological complications:

Rare cases KD complicated HUS, acute renal
failure, renovascular hypertension, nefrotic syn-
drome and intersticial nephritis were published. It
is well known that sterile leucocyturia is very
common findings during acute febrile period
(30—80% of cases), less frequently hematuria and
proteinuria. It is suggested that leucocyturia ori-
ginates from urethra and/or from the kidney as
a result of mild and subclinical renal pathology.
Recently Wang et al. (2007) examined DMSA scan
in patients with KD in acute febrile phase and re-
vealed that 52% of them had renal inflammatory
foci without clinical symptoms, follow-up DMSA
scan after 6 months suprisingly showed renal
scarring in 46% of them. There was no significant
predictive value of any clinical or laboratory pa-
rameter for renal involvement. Renal inflamma-
tion was not also significantly correlated with leu-
cocyturia and erythrocyturia. The etiology of
hyponatremia occurring in patients with KD has




probably complex cause, but renal parenchymal
involvement is also suggested.

Urological complications:

The first case of hydrocele during the course of
KD was described in 1990. Its etiology is unknown
(usually in context of large peripheral edema). We
demonstrate the case of 24-months old boy with
full blown clinical picture and sterile leucocyturia.
Prominent peripheral edema occured at 7th day
of KD with large scrotal and facial edema without
signs of renal functional deterioration or nefrotic
syndrome. Bilateral hydrocele was proved by ul-
trasonography. At this time the ectasia of left-side
coronary artery was revealed. His clinical status
promptly improved after IVIG application during
24 hours and then edema and leucocyturia disap-
peared.

We observed 10 patients with KD (5 girls and
5 boys) during 10 years period. We found in six of
them sterile leucocyturia and in 2 children tran-
sient erythrocyturia and proteinuria without dete-
rioration of renal function and elevation of blood
pressure. Two children had transient coronary ar-
terial dilatation and one boy had prominent ede-
ma and bilateral hydrocele.

KDO UVERI?

Ryba L.}, Stiskalkova R.2, Janku M.2
IDétské oddéleni Orlickotistecké nemocnice, Usti nad
Orlici

20ddélenti klinické psychologie Orlickotistecké nemoc-
nice, Usti nad Orlici

V padesatych letech 20. stoleti se zacali 1ékati
cilené zabyvat problematikou tyrani, zneuzivani
a zanedbavani ditéte, v roce 1962 byl popsan tzv.
syndrom bitého ditéte (Battered Child Syndrome).
V pozdéjsich letech se vZil pojem ,syndrom CAN“
(z anglického Child Abuse and Neglect).

Angli¢tina operuje s pojmy ,abuse“ (zneuziva-
ni) a ,neglect” (zanedbavani). Do ¢eské terminolo-
gie vSak bylo navic zahrnuto jesté slovo ,tyrani“
pro piesnéjsi chapani vyznamu pojmu. Anglické-
mu ,.child abuse and neglect” tedy odpovida cesky
vyraz ,tyrani, zneuzivani a zanedbavani ditéte“.

Syndrom CAN je definovan jako poskozeni fy-
zického, psychického i socidlniho stavu a vyvoje
ditéte, které vznika v dasledku jakéhokoli nenéa-
hodného jednani rodi¢t nebo jiné dospélé osoby,
jez je v dané spoleénosti hodnoceno jako nepftija-
telné. Piiznaky CAN vznikaji nasledkem aktivni-
ho ublizovani nebo nedostateéné péce. Dospély
agresor zde zneuziva fyzické sily ¢i psychické nad-
fazenosti a moci nad komplementarné podiize-
nym a zavislym ditétem.

Podle Zdravotni komise Rady Evropy z roku

1992 jsou do syndromu CAN zahrnuty nasleduji-
ci kategorie: psychické a fyzické tyrani, sexualni
zneuzivani, zanedbavani, Sikanovani, systémové
tyrani, sekundarni viktimizace a Miinchhausentv
syndrom by proxy. Spoleénym jmenovatelem vSech
téchto jevu je, Ze ditéti se ublizuje, Ze dité psychic-
ky ¢i fyzicky trpi a Ze je ohroZovan jeho dalsi vyvoj.
Uvadi se, Ze syndromem CAN trpi v Ceské re-
publice — obdobné jako v jinych evropskych zemich
— okolo 1-2 % déti, resp. dvacet az ¢ty¥icet tisic dé-
ti mladsich patnéacti let. V nadpoloviéni vét§iné
jsou tyrany déti mladsi Sesti let. Nejéastéji se sta-
vaji obétmi déti kojeneckého a batoleciho véku.
Podle odbornikt byvaji zanedbavanim i tyranim
ve stejné mite postizeni chlapci i divky. Odhaduje
se, Ze rofné u nas na nasledky tyrani
a zanedbavani péée umira nejméné padesat déti,
tisice si odnéseji nasledky na cely Zivot.
Tyrajicim pachatelem byva nejéastéji muz, ob-
vykle vlastni nebo nevlastni otec ditéte. Matky
v takovych situacich mnohdy zaujimaji roli pasiv-
nich ucastnic; nasilny zptisob zachéazeni s ditétem
pak z rtiznych dévodd toleruji. Zeny jako pacha-
telky se dopoustéji castéji zanedbavani péce o dité.
Z vy$e uvedeného je jasné, Ze proniknout do pa-
tologického systému rodiny, kde k tyrani ditéte do-
chazi, byva obtizné. Projevy — ¢asto nekonkrétni
a nejednoznacéné — se ucastnici tyrani (pachatelé,
svédci i obéti) mnohdy snazi z rozdilnych motiva
zastirat a kamuflovat. Odhalit skuteénost vyzadu-
je mnohdy velkou zkuSenost, cit, trpélivost, in-
stinkt a také odvahu — riziko, Ze obvinime nevin-
ného, neni zanedbatelné.
Dilemata, moZnosti i omezeni, kterym je vysta-
ven lékat, psycholog ¢i socialni pracovnik, doku-
mentuji tii kazuistiky.

CAN -YOU BELIEVE?

Ryba L.}, Stiskalkova R.2, Janka M.2
IChildren’s Department, District Hospital at Usti nad
Orlici, Czech Republic

2Clinical Psychology, District Hospital at Usti nad
Orlici, Czech Republic

The CAN syndrome (child abuse and neglect) is
defined as physical, psychological, social harm and
perverted development due to deliberate noxious
treatment from an adult relative or guardian. The
symptoms of CAN are the consequence of active
abuse or neglect of parental care. The adult per-
petrator abuses his or her physical or psychologi-
cal dominance of the dependant and vulnerable
child.

We estimate that similar to other countries,
1-2% of children in the Czech Republic are the vic-
tims of child abuse and neglect, which means
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a total of approximately 20 to 40 thousand child-
ren a year. More than 50% are children younger
than 6 years of age, the majority being infants and
toddlers, boys and girls equally represented. It is
estimated that in the Czech Republic, 50 children
die each year from CAN, and thousands more will
carry the scars for the rest of their lives.

The perpetrator is usually male, frequently the
child’s own father or stepfather. The mother wit-
nessing such cases assumes a passive role or an
attitude of denial. She may tolerate the abuse of
her child for a variety of reasons. When the victim
is female, the abuse is often a lack of proper care
or neglect.

It is obvious that uncovering a pattern of abu-
se within the family can be difficult. The signs and
symptoms are often vague and ambiguous. The
perpetrator, the witness and the victim, for
a variety of reasons can engage in denial and co-
vering up the abuse. To uncover the truth requires
a lot of experience, patience, tact, instinct, and
lastly courage, as there is the risk of accusing an
innocent person.

The dilemmas and analysis which the physi-
cian or psychologist must face are illustrated in
three clinical cases.

VYSLEDKY ZATEZOVEHO TESTU S BH4
U 18 HPA/PKU PACIENTU A KORELACE
S GENOTYPEM

Prochazkova D.1, Pouchla S.2, Koneéna P.1,
Vinohradska H.3, Jagerova J.3, Dolezel Z.1
1Pediatrickd klinika, Lékarskd fakulta Masarykovy
univerzity Brno a Fakultni nemocnice Brno

2Centrum molekuldrni biologie a genové terapie IHOK,
Lékarska fakulta Masarykovy univerzity Brno

a Fakultni nemocnice Brno

30ddéleni klinické biochemie, Lékaiskd fakulta Masa-
rykovy univerzity Brno a Fakultni nemocnice Brno

Cil studie: Fenylketonurie (PKU; McKusick
261600) je autozomalné recesivné dédi¢né poru-
cha metabolismu aminokyseliny fenylalaninu
(Phe), ktera je zpusobena deficitem fenylalanin-
hydroxylazy (PAH; 12q24.1) v jatrech. Incidence
této poruchy v Ceské republice je 1:9461 7ivé na-
rozenych déti. PKU je diagnostikovana v ramci no-
vorozeneckého screeningu a poté nasleduje dietni
restrikce fenylalaninu ve stravé ve formé nizko-
bilkovinné diety celoZivotné. Pokles hladiny fenyl-
alaninu v krvi pacienta s HPA/PKU po podani ko-
faktoru tetrahydrobiopterinu (BH4) je vazan na
specifické mutace v PAH genu a oznacuje se jako
BH4 respozivni hyperfenylalaninémie (HPA).

Metoda: V souboru 242 pacientti s HPA/PKU,
kteii jsou sledovani na Pediatrické klinice FN

Brno, bylo vybrano (na zakladé genotypu) 18 pa-
cientt jako potencialné senzitivnich na 1é¢bu BH4
(20 mg/ kg).

Vysledky: U 8 pacientt do§lo po podani BH4
v 8. hodiné a u 6 ve 24. hodiné testu k poklesu Phe
v krvi 0 30 % a vice. Jednalo se o 11 pacientt
s mirnou HPA, 1 probanda s mirnou PKU a 2 pa-
cienty s klasickou PKU. Genotypova analyza uka-
zala vazbu na nésledujici mutace: p.E390G,
p-A300S, p.A403V, p.Y414C, p.I306V, p.G272X,
EX5del-4kb, p.Y387H, p.R158Q.

Zavér: Podle ocekavani muze fada pacienta
reagovat pii HPA/PKU na substituci BH4
a postupné uvolnit nizkobilkovinnou dietu. Nej-
lepsimi respondéry jsou pacienti s mirnou HPA.

RESULTS OF BH4 (TETRAHYDROBIOPTE-
RIN) LOADING TEST IN 18 HPA/PKU
PATIENTS AND CORRELATIONS TO
THEIR GENOTYPE

Prochazkova D.1, Pouchla S.2, Koneéna P.1,
Vinohradska H.3, Jagerova J.3, DolezZel Z.!
IDepartment of Pediatrics, Faculty of Medicine
Masaryk University and University Hospital Brno,
Czech Republic

2Center of Molecular Biology and Gene Therapy,
Faculty of Medicine Masaryk University and
University Hospital Brno, Czech Republic
3Department of Biochemistry, Faculty of Medicine
Masaryk University and University Hospital Brno,
Czech Republic

Objective: Phenylketonuria (PKU; McKusick
261600) is an autosomal recessive inborn error of
metabolism due to a deficiency of hepatic phenyl-
alanin hydroxylase (PAH; 12q24.1). The prevalen-
ce is 1 per 9461 live births in the Czech Republic.
Diagnosis is done through the newborn screening,
followed by a low-protein diet (diet for life). Tetra-
hydrobiopterin (BH4) responsiveness in patients
with specific mutations in the phenylalanine hyd-
roxylase (PAH) gene is a subtype of hyperphenyl-
alaninemia (HPA) characterised by a positive BH4
loading test.

Methods: From group of 242 HPA/PKU pa-
tients treated at the Department of Pediatrics,
University Hospital Brno, 18 were selected (based
on genotype) as potentially BH4 responsive and
loaded with BH4 (20 mg/kg).

Results: Overall, 8/20 showed positive respon-
se of more than 30% decrease in blood phenylala-
nine (Phe) levels 8 h after BH4 challenge, and 6/20
showed this decrease after 24 h. 11/14 of the res-
ponsive patients belong to mild HPA, 1/14 to mild
PKU and 2/14 to classical PKU phenotypic group.
Genotype analysis confirms the involvement in
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the response of specific mutations: p.E390G,
p-A300S, p.A403V, p.Y414C, p.I306V, p.G272X,
EX5del-4kb, p.Y387H, p.R158Q.

Conclusions: According to recent estimates,
a group of individuals may benefit from BH4 sub-
stitution, eliminating the need of life-long dietary
restrictions. The best responders were patients
with mild HPA.

PYLOROSTENOZA
A GASTROEZOFAGEALNI REFLUX (GER)
- USKALI SONOGRAFICKE DIAGNOSTIKY

Zikmund J.
Klinika déti a dorostu UK 3. LF a FN Krdlovské
Vinohrady, Praha

Pylorostenéza i GER pat#i mezi nejéastéjsi pri-
¢iny zvraceni (ublinkdvani) u kojenca.
V diagnostice p¥i¢in se pouziva jako prvni volba
ultrazvukové vySetieni. To méa ovSem néktera us-
kali, ktera si je tieba pti hodnoceni nalezu uvédo-
mit.

Obtize p¥i sonografickém vySetieni pyloroste-
noézy plynou z: 1. Neklidu ditéte. 2. Vyrazného me-
teorismu. 3. Neptresvéd¢ivého (hrani¢niho) néale-
zu. 4. Nevhodné p¥ipravy k vySetieni. Uskali pii
vySetfeni GER jsou: 1. Kratka doba vySetieni
(5 minut). 2. Neni dplna shoda v hodnoceni pato-
logického nalezu. 3. Spatna spoluprace pacienta.
4. Nevhodna priprava k vySetieni. Z uvedeného
potom vyplyv4d mnohdy nejednoznaény zavér.
K tomu ptispiva i nedostateéna informovanost so-
nografisty o vysledcich ostatnich vySetieni véetné
anamnézy. Proto je nutné, aby lékai po obdrzeni
nalezu tento dal do korelace s anamnézou, klinic-
kym stavem i vysledky laboratornich testt. Tepr-
ve potom bude profit z ultrazvukového vySetteni
pro pacienta dokonaly.

PYLORIC STENOSIS AND
GASTROESOPHAGEAL REFLUX (GER) -
PITFALLS OF SONOGRAPHIC DIAGNOSIS

Zikmund J.

Department of Children and Adolescents, Charles
University, 3rd Faculty of Medicine and University
Hospital, Prague, Czech Republic

Pyloristenosis and GER are the most common
causes of vomiting in infants. Sonography is used
as the first choice of examination. It has, however,
some pitfalls that you need to know during the
evaluation of findings.

The difficulties in sonographic examination of
pylorostenosy result of: 1. Restless child. 2. Consi-

derable bloating. 3. Unconvincing finding. 4. Im-
proper preparation for examination. Pitfalls of
GER during the examination are: 1. Short exami-
nation time (5 minutes). 2. No complete agreement
in the evaluation of pathological finding. 3. Poor
patient’s cooperation. 4. Unfit preparation for exa-
mination. This often results to ambiguous conclu-
sion. This lack of awareness and the lack of other
examination results makes the sonographic’s
work more dificult. Therefore, the doctor after re-
ceiving the test results should put them all in cor-
relation with the patient”s history, clinical condi-
tion and laboratory tests results. Only then the
patient will profit from the examination.

GASTROINTESTINALNI HORMONY
A DIABETES MELLITUS TYPU 1
V DETSKEM VEKU

Huml M.}, Sykora J.1, Varvarovska J.2,
Siala K.1, Pomahacova R.1, Karlikova M.3,
Kobr J.1

IKarlova univerzita v Praze, Lékafskd fakulta v Plzni,
Détska klinika Fakultni nemocnice, Plzeri, Ceskd
republika

2Centre Hospitalier, Alpha Santé, Mont-Saint-Martin,
Francie

3Karlova univerzita v Praze, Lékarskd fakulta v Plzni,
Laborator imunoanalyzy Fakultni nemocnice, Plzeri,
Ceska republika

Cil: Cilem studie bylo stanovit hladiny gastro-
intestindlnich (GIT) hormont u déti s diabetes
mellitus typu 1 (T1DM) a zdravych jedincu
a souctasné korelovat plazmatické hladiny GIT
hormontu s antropometrickymi a biochemickymi
parametry véetné markera kompenzace TIDM.

Metodika: Stanovili jsme hladinu amylinu,
ghrelinu, glukagon like peptidu-1 (GLP-1), gluco-
se-dependent insulinotropic polypeptidu (GIP),
leptinu, pankreatického polypeptidu, peptidu YY.
VyS8ettovany soubor tvotilo 19 T1DM pacientt
(pramérny vék: 13,4 roku) a 21 jedinct kontrolni
skupiny (prumérny vék: 13,4 rokt). T1IDM pacien-
ti byli 1é¢eni inzulinem minimalné 3 roky (prua-
mérna doba od diagndzy: 6,5 let, praimérné davky
inzulinu: 0,92 IU/kg/den, pramérné hodnoty
HbAlc: 7,2 %). Plazmatické hladiny hormont by-
ly stanoveny multiplexovou metodou (LINCO-
plex®).

Vysledky: T1DM pacienti méli signifikantné
niz§i hladiny amylinu (p <0,001) a ghrelinu
(p <0,05), naopak hladina GIP (p <0,05) byla ele-
vovana v porovnani se zdravou populaci. Hladiny
ostatnich sledovanych hormonu se statisticky ne-
ligily. Dalgi analyzou byla prokazéana pozitivni ko-
relace mezi body mass indexem (BMI) a GLP-1
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(r =0,4642; p <0,05), leptinem (r = 0,5151; p <0,05)
a amylinem (r = 0,5193; p <0,05). Hladina ghreli-
nu pozitivné korelovala s hladinou HDL choleste-
rolu (r = 0,4760; p <0,05), naopak negativné kore-
lovala s triacylglyceroly (TG) (r = -0,5674; p <0,01),
denni davkou inzulinu (r = -0,5366; p <0,05)
a glykovanym hemoglobinem HbAlc% (r =
-0,6864; p <0,01). Leptin negativné koreloval s TG
(r=-0,6351; p <0,01).

Zavér: Nase vysledky podporuji teorii, Ze
u détskych T1DM pacienttt dochazi k odliné se-
kreci nékterych GIT hormont. Sou¢asné ukazuji
na velmi pravdépodobny vztah mezi hladinami
jednotlivych GIT hormont a kompenzaci onemoc-
néni véetné denni potieby inzulinu T1DM déti. Na
zakladé nasich vysledkt muZeme spekulovat
0 mozné substituci téchto hormonu, ¢imz by bylo
dosazeno lepsi kompenzace DM1 a sniZzeni morbi-
dity.

GUT PEPTIDE HORMONES AND
PAEDIATRIC TYPE 1 DIABETES MELLITUS

Huml M.1, Sykora J.1, Varvarovska J.2,
Siala K.1, Pomahaédova R.1, Karlikova M.3,
Kobr J.1

ICharles University in Prague, Faculty of Medicine in
Pilsen, Faculty Hospital, Department of Paediatrics,
Pilsen, Czech Republic

2Centre Hospitalier, Alpha Santé, Mont-Saint-Martin,
France

3Charles University in Prague, Faculty of Medicine in
Pilsen, Faculty Hospital, Laboratory for Immunoassay,
Pilsen, Czech Republic

Objective: To evaluate plasma levels of gut
hormones in children with Type 1 diabetes melli-
tus (T1DM) in comparison with healthy controls
and to correlate plasma concentrations of gut hor-
mones with blood biochemistry, markers of meta-
bolic control and with anthropometric parameters.

Research design and methods: We measu-
red postprandial levels of specific gut peptide hor-
mones in T1DM children. Amylin, glucose-depen-
dent  insulinotropic = polypeptide (GIP),
glucagon-like peptide 1 (GLP-1), ghrelin, leptin,
pancreatic polypeptide (PP), and polypeptide YY
(PYY) were assessed prospectively in 19 T1DM
children (12 boys and 7 girls, mean age: 13.4
years) and 21 healthy reference controls (10 boys
and 11 girls, mean age: 13.4 years). All DM1 pa-
tients were under intensified insulin treatment at
least for 3 years (mean duration of diagnosis: 6.5
years, mean daily insulin dose of 0.92 IU/kg) with
stable metabolic control (mean HbA1c%: 7.2). Mul-
tiplex assay kit (LINCOplex®) was used for deter-
mination of the defined hormones plasma levels.
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Results: T1IDM subjects demonstrated signifi-
cantly reduced amylin (p<0.001) and ghrelin
(p<0.05) levels, whereas GIP (p<0.05) was eleva-
ted when compared to healthy controls. Plasma le-
vels of other measured hormones did not differ
statistically between our studied groups. Further
analysis of T1IDM patients demonstrated an asso-
ciation between body mass index and GLP-1
(r=0.4642; p<0.05), leptin (r=0.5151; p<0.05), and
amylin (r=0.5193; p<0.05). Ghrelin levels positive-
ly correlated with serum HDL cholesterol
(r=0.4760; p<0.05). An inverse correlation was de-
monstrated with triglycerides (TG) (r=-0.5674;
p<0.01), insulin dosage (r=-0.5366; p<0.05), and
HbA1c% (r=-0.6864; p<0.01). Leptin was inverse-
ly correlated with TG (r=-0.6351; p<0.01).

Conclusions: Our study demonstrated an al-
tered secretion pattern of gut peptide hormones in
T1DM children. A close correlation was revealed
between these peptides as well as with blood bio-
chemistry, markers of metabolic control and with
anthropometric parameters. This data provides
valuable information that may lead to better me-
tabolic control and reduced morbidity in the clini-
cal setting.

DETI V CESKEM REGISTRU RENALNICH
BIOPSII
1994-2008, 15 LET ZKUSENOSTI

Kolsky A.1, Jan¢ova E., Dusek J., Hladik M.,
Skalova S., Vondrak K., Geier P., Smrc¢ka V.,
Starha J., Pellantova Z., Skibova J., Stejskal
J., Janda J., Rychlik 1., Tesar V. et al.

IKlinika déti a dorostu UK 3. LF, FN Krdlovské Vino-
hrady, Praha

Cesky registr biopsii ledvin (CRRB)

Cil prace: Prace uvadi vysledky CRRB. Jedna
se o soubor 1903 biopsii ledvin (RB) u déti
a mladistvych do 18 let, ktery vznikal v letech
1994-2008. Soubor CRRB vznikl v ramci I. interni
kliniky 1. LF UK v Praze v roce 1994 a obsahuje
prakticky vsechny RB vlastnich ledvin u déti, kte-
ré byly provedeny v 10 pediatrickych centrech
v nasi vlasti.

Vysledky: Priumérny vék souboru byl 12,5 +
4,5 roku (2,5 més. — 18 r.), chlapct bylo 55,5 %, di-
vek 44,5 %. Déti <5 let bylo 10 %, déti 5-10 let by-
lo 20,6 %, 10-15 let bylo 36,3 % déti a 33,1 % bylo
15-18 let. Nejcastéjsi diagnoézy byly: IgA nefropa-
tie (23,5 %), syndrom tenkych membran (11,8 %),
nefroticky syndrom s minimalnimi zménami
(11,1 %), mensi glomerularni abnormality (8 %),
lupusova nefritis (5,2 %) a FSGS (5 %). Ze vSech
RB se vyskytla mikroskopicka hematurie (HU)
v 58,8 %, makroskopickdi HU v 155 %




a proteinurie v 64,9 % (22,6 % bylo 23,5 g/24 h).
Arterialni hypertenzi mélo 10,6 % pacientt. Hy-
pertonici v porovnani s normotoniky méli vyznam-
né vyssi proteinurii (3,9 + 4,8 a 2 + 3,3/g/24 h,
p <0,001) a hladinu sérového kreatininu (140,3 +
162,4 a 75,6 + 61,8/umol/l, p <0,001). Hypertonici
se nelisili vékem od normotonikt. 78 % RB bylo
provedeno pod kontrolou ultrazvuku, ve 26 % byl
pouzit biopsy gun. Klinicky zavazné komplikace
se vyskytly u 2,8 % pacientti (makrosk. HU, hema-
tom).

Zavéry: RB poskytuje dulezité informace
o epidemiologii, indikacich a moznosti spoluprace
u glomerulopatii v nasi zemi.

CHILDREN IN CZECH REGISTRY OF
RENAL BIOPSIES
1994-2008, 15 YEARS OF EXPERIENCE

Kolsky A.l, Janéova E., Dusek J., Hladik M.,
Skalova S., Vondrak K., Geier P.,, Smréka V.,
Starha J., Pellantova Z., Skibova J., Stejskal
J., Janda J., Rychlik I., Tesar V. et al.

IDept. of Pediatrics, 3rd Medical Faculty, Charles
University, FNKV, Prague, Czech Republic

on behalf of the Czech Registry of Renal Biopsies
(CRRB)

Objectives of Study: This report describes da-
ta collected by the National CRRB which includes
1903 renal biopsies (RB) in children and adoles-
cents <18 years in the years 1994-2008. CRRB
has been run since 1994 and includes currently 10
pediatric centres performing practically all RB of
native kidney in children in the Czech Republic.

Results: Mean age was 12.5x4.5 yrs (2.5
months — 18 yrs), boys were 55.5%, girls 44.5%.
10% of children were <5 yrs, 20.6% were 5-10 yrs,
36.3% were 10-15 yrs and 33.1% were <18 yrs.
The most frequent diagnoses were: IgA-GN
(23.5%), Thin-membrane glomerulopathy (11.8%),
Minimal-change nephrotic syndrome (11.1%), Mi-
nimal proliferative changes (8%), Lupus nephritis
(5.2%) and FSGS (5%). Out of all RB microscopic
hematuria (HU) was present in 58.8%, gross HU
in 15.5%, proteinuria (PU) in 64.9% (22.6% >3.5
g/24h). 12% of patients were hypertonic and had
significantly higher PU (3.9+4.8 vs. 2+3.3g/24h/,
p<0.001) and level of plasma kreatinine
(140.3+162.4 vs. 75.6+61.8/umol/l/, p<0.001). 78%
of RB were performed using ultrasound needle
guidance, in 26% biopsy gun was used. Clinically
serious complications were in 2.8% of patients
(gross HU, hematoma).

Conclusion: RB provides us important infor-
mation about the epidemiology of glomeruloneph-
ritis in our region, about indications for perfor-
ming RB and represents a base for co-operation in
this field.

PREKVAPUJICI POZITIVNI UCINEK
DESMOPRESINU S NOOTROPIKEM
U DETI S REZISTENTNI ENURESIS
NOCTURNA

Liska J., Holeéek V., Sobotova S., Culakova
B., Kepkova M.

Muladova nemocnice, Plzer:

V letech 2003—2007 jsme sledovali v ordinaci 62
pacientu ve stari 8-17 let (42 chlapct a 20 divek)
s rezistentni enuresis nocturna (EN). Po 2 letech
uzivani desmopresinu (Minirinu) byla tispésnost
této 1é¢by u téchto pacientt v 68 %. Puvodni tera-
pie zahrnovala spole¢nou kombinaci desmopresi-
nu s oxybutininem. Ptes tuto kombinaci pozitivni
efekt dosahoval jen 77 %. Sledovali jsme nasledu-
jici poruchy spankovych reakci. Podle prace Wata-
nabeho existuji razné typy probouzecich reakci,
které se projevuji i ve zménach EEG.

V ramci optimalniho efektu jsme se rozhodli
pridat k této kombinaci piracetam. Lécéba byla po-
davana pied spanim v kombinaci 20 ug desmopre-
sinu, 0,2 mg/kg oxybutininu a 30-40 ug piraceta-
mu. Aplikace této kombinace trvala az jeden a piil
roku. Jako standardni postupy byly pouzity odmé-
novani, zapisovani, kalendani sledovani a buzeni
rodi¢i kolem 23. hodiny. Vedlejsi téinek — naruse-
ni spanku — byl pozorovan jen u dvou déti.

Vzhledem k tomuto G¢inku jsme vynechali po
6 mésicich z této kombinace oxybutinin, po 9 mé-
sicich jsme snizili desmopresin na polovinu. Po ro-
ce jsme vynechali desmopresin tplné a po 15-18
mésicich jsme ukondili aplikaci piracetamu. Obje-
vily se dva relapsy EN. Po aplikaci desmopresinu
s piracetamem jsme terapii po 6 mésicich ukonéi-
li a dalsi EN se jiZ neobjevila.

V letech 2007-2010 jsme vynechali z terapie
oxybutinin u dalsich 32 pacientu s rezistentni EN.
Zvy&ili jsme o 50 % davku piracetamu
a vysledkem byl pozitivni a dlouhotrvajici efekt
u 97 % pacientt. Nenalezli jsme zadné vedlejsi
ucinky desmopresinu nebo piracetamu.

Zavér: Nase limitované zkuSenosti ukazuji pre-
kvapivé velmi dobry a trvaly efekt kombinace des-
mopresin a piracetam u rezistentni EN u 97 % pa-
cientt.
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SURPRISING POSITIVE EFFECT OF
DESMOPRESSIN WITH NOOTROPICS IN
CHILDREN WITH RESISTANT
NOCTURNAL ENURESIS

Liska J., Holeéek V., Sobotova S., Culakova
B., Kepkova M.
Mula¢ Hospital, Pilsen, Czech Republic

In the years 2003-2007 62 patients aged from
8 to 17 years, being 42 boys and 20 girls with re-
sistant nocturnal enuresis (NE) were studied. Af-
ter two years of experiments with desmopressin
(Minirin) to resistant NE we were succesful in
68%. The original treatment included desmopres-
sin combined with oxybutinin. In spite of this com-
bination the positive effect reached only 77%. We
have observed following sleeping disorders: accor-
ding to the work of Watanabe different types of
arousal reactions especially in EEG changes were
observed.

Having had only moderate effect using the abo-
ve mentioned combination we decided to add pi-
racetam. 20 pg /daily of desmopressin, 0,2 mg/kg
of oxybutinin and 30—40 ug of piracetam were ad-
ministrated at bedtime. The application of this
combination continued up to one and a half year.
Standard proceedings as awards, approbations, ca-
lendar evidence, awaking from parents at 23
o clock were used. Side effects (sleeping distur-
bances) were observed only in two children.

Due to this effect we eliminated after 6 months
from this combination oxybutinin, after 9 months
of therapy we reduced desmopressin to the half.
After one year we eliminated desmopressin at all
and after 15 to 18 months we stopped the applica-
tion of piracetam. Two relapses of NE occured. Af-
ter the application desmopressin with piracetam
after 6 months the therapy was stopped and NE
didn”t occur further.

In the years 2007-2010 we eliminated the the-
rapy with oxybutinin and to the other 32 patients
with resistant NE we increased piracetam thera-
py by 50%. This resulted to positive and long-term
effect in 97% of patients. We didn"t find any side-
-effects of desmopressin and piracetam in the who-
le group.

Conclusion: Our limited experience showed
surprising good effect of combination desmopres-
sin and piracetam in resistant NE resulting in po-
sitive and long-term effect in 97% of patients.
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KVANTITATIVNI STANOVENI HLADINY
HEPCIDINU V KRVI A MOCI U DETSKYCH
PACIENTU S NESPECIFICKYMI STREVNI-
MI ZANETY METODOU ELISA A POMOCI
HMOTNOSTNI SPEKTROMETRIE

Houda J.1, DZubak P.2, Ludikova B.1,
Pozler 0.3, Pospisilova D.1

1Détskd klinika LF UP a FN Olomouc
2Laborato¥ experimentdlni mediciny pri DK FN
Olomouc

3Détska klinika LF UK a FN Hradec Krdlové

Cilem préace je vypracovani metodiky ke stano-
veni hladin hepcidinu a pro-hepcidinu v krvi
a modi détskych pacientt s nespecifickymi sti-ev-
nimi zanéty a uréeni vztahu hepcidinu a pro-hep-
cidinu s typem anémie a s aktivitou zanétlivého
onemocnéni. VySetfovany byly vzorky pacientu
s Crohnovou chorobou a ulcerézni kolitidou. Byla
vytvotrena databaze, ktera umozni sledovat v ¢ase
bézné dostupné laboratorni vysledky (hladina he-
moglobinu, poéet erytrocytti, MCV, MCH, hladiny
sérového Zeleza, ferritinu, sTfR) a klinicky nalez
(fyzikalni vySetfeni, dotaznikova metoda hodnoti-
ci fyzickou aktivitu, poéet podanych transfuzi).
Kvalitativni méteni peptida je provedeno ELISA
metodou a hmotnostni spektrometrii. Databaze
nyni obsahuje 81 pacientt (50 chlapca, 31 divek)
ve véku 6-18 let. U 61,7 % pacientu byla zjisténa
anémie (Hb <120 g/1), u 12,3 % zavazna anémie
(Hb <100 g/1). U 48,8 % déti byla zjisténa mikrocy-
tarni anémie a u 56,6 % hypochromni anémie.
Hladina S-Fe sniZena u 66,2 %, ferritin snizen
u 51,5 %, sTFR byl zvysen u 49,2 % pacienti.
U 2 pacientt bylo pro zavaznost anémie nutno po-
dat transfuzi erytrocytt. Fyzickou aktivitu ané-
mie ovlivnila u 7,4 % pacientti. Metodou ELISA
bylo vySetfeno prvnich 13 pacientt. Hladina hep-
cidinu byla v rozmezi 12,7-87,3 ng/ml, 5 vySetio-
vanych déti mélo anémii a u 3 z nich byla zjisténa
zvy$ena hladina hepcidinu. Anémie se vyskytuje
u 61,7 % pacientt s nespecifickymi stfevnimi za-
néty. Jeji ptitomnost ovliviiuje nejen klinické pii-
znaky primarniho onemocnéni, ale i celkovy tera-
peuticky pi¥istup k témto pacienttim. Laboratorni
parametry poukazuji na abnormality v meta-
bolismu Zeleza. Jeho peroralni substituce neni ob-
vykle G¢inna a véts§inou pacienty neni dobie tole-
rovana. Jednou z moZnych p#iéin muZze byt
zvy$ena hladina hepcidinu, ktery svym ptisobenim
ve stievni sliznici omezuje vstiebavani téchto pii-
pravka. U 3 nasich pacientt z 5 byla hladina hep-
cidinu zvySena.

Tato prdce byla podporovdna grantem IGA MZ
CR NS9951-4/2008.




QUANTIFICATION OF HEPCIDIN

IN BLOOD AND URINE OF CHILDREN
WITH INFLAMMATORY BOWEL
DISEASES BY ELISA METHOD

AND MASS SPECTROMETRY

Houda J.1, DZubak P.2, Ludikova B.1,

Pozler 0.3, Pospisilova D.!

1Department of Pediatrics, Faculty of Medicine of
Palacky University and Teaching Hospital in Olomouc,
Czech Republic

2Laboratory of Experimental Medicine, Department of
Pediatrics in Olomouc, Czech Republic

3Department of Pediatrics, Faculty of Medicine Charles
University and Teaching Hospital in Hradec Krdlové,
Czech Republic

The goal of the study is to create a method to
determine the hepcidin and pro-hepcidin level in
blood and urine in children with inflammatory
bowel disease, then to define the relationship bet-
ween hepcidin and pro-hepcidin with the type of
anemia and with the activity of inflammatory di-
sease. We collected blood and urine samples from
patients with Crohn’s disease or ulcerative coli-
tis. Creating of the database helps to follow up
the basic laboratory results (hemoglobin level,
RBC, MCV, MCH, levels of iron, ferritin and sT{fR)
and clinical findings (physical examination, phy-
sical activity evaluated by question-form, number
of transfusions). Quantification of the peptides is
performed by ELISA method and by mass spect-
rometry.

We collected 81 patients (50 males, 31 females)
in our database; the age is 6-18 years. We found
anemia (Hb <120 g/1) in 61.7% of patients and se-
rious anemia (Hb <100 g/1) in 12.3%. We described
microcytic anemia in 48.8% and hypochromic ane-
mia in 56.6% of the patients. The iron level was
decreased in 66.2%, ferritin was decreased in
51.5% and increased sTfR level was found in
49.2%. In 2 patients it was necessary to adminis-
trate transfusions of erythrocytes due to severity
of anemia. Physical activity was affected in 7.4%.
We performed ELISA test on 13 patients. The ran-
ge of hepcidin level in blood was 12.7-87.3 ng/ml.
5 of tested children had anemia and 3 of them had
increased hepcidin level over the normal range.
Anemia was present in 61.7% of patients with in-
flammatory bowel disease. Its occurence influen-
ced not only the clinical symptoms of inflammato-
ry disease but also the therapeutic approach.
Laboratory findings showed the abnormal iron

metabolism. The oral iron therapy is often ineffec-
tive and not well tolerated. One of the possible re-
asons could be the increased level of hepcidin.
Hepcidin inhibits the normal absorption of iron in
intestinal mucosa. We found 3 of 5 patients having
anemia and increased hepcidin level.

Study supported by grant IGA MZ CR NS9951-
4/2008.

MERENI DAVKY IONIZUJICIHO ZARENI
PRI CT VYSETRENI DETI A MOZNOSTI
JEJIHO SNIZOVANI

Tuama S., Danickova K., Zavoda P,
Polovinéak M., Ro¢ek M.
Klinika zobrazovacich metod UK 2. LE, FN Motol, Praha

Cil: Nesporny diagnosticky piinos CT vySetie-
ni pfinasi zvySovanim jejich poéta u déti povin-
nost vyuzit véechny moznosti k sou¢asnému snizo-
vani davky ionizujiciho zafeni. Proto byla na
pracovistich UK 2. LF a FN Motol provedena série
meéieni velikosti davek a zvazeny navrhy postupt
smétujicich k jejich snizeni.

Material: Kermovy index (CTDI) pomoci stan-
dardniho homogenniho CT fantomu a integro-
vaného méiiciho systému Radcal 9010 s komorou
10 x 5-3CT byl méien u raznych zpasoba CT vy-
Setfeni. Jednotliva vySetieni v détském véku pti-
nesla orientaéni informace o rozdilech proti vy-
sledktim u dospélych a o odli§nostech vyvolanych
technicky se li§icim zatizenim, postupem vykonu
a zménami ve zpusobu jeho hodnoceni.

Vysledky: Obecné byla CT vySetfeni ruznych
oblasti spojena s nizsi efektivni davkou ve srovna-
ni s davkami u dospélych. Vyjimku éinilo CT vy-
Setfeni mozku. Nizkodavkova technika CT plic
s jednoduchou spiralou snizila davku o 32 %. Hod-
noceni nalezu s vyuzitim automatického systému
detekce bylo presnéjsi (Spearmanuv koeficient
0,999 a 0,977) nez tzv. predbézné ¢teni v prabéhu
vySetteni (koeficient 0,649). Zpiesnéni naleza pii-
spiva ke snizeni davky ionizujiciho zafeni omeze-
nim opakovani vykonu.

Zavér: K ochrané déti pred radiacni expozici
z CT vysetieni je tieba vyuZzit vSech moZnosti po-
skytovanych piliti, na nichz je postavena jurisdik-
ce v oblasti radiaéni ochrany — principu odtvod-
néni (risk versus zisk), principu optimalizace
(ALARA) a principt technické upravy piistrojové-
ho zaiizeni (CARE).
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MEASUREMENT OF DOSES OF IONIZING
RADIATION DURING CT EXAMINATION
OF CHILDREN AND THE POSSIBILITY OF
ITS REDUCTION

Tama S., Dani¢kova K., Zavoda P.,
Polovinéak M., Ro¢ek M.

Clinic for Imaging Methods, 2nd Medical Faculty of
Charles University in Prague and University Hospital
Motol, Prague, Czech Republic

Objectives: The benefits of diagnostic CT exa-
mination in increasing number of children is
a challenge to reduce the current dose of ionizing
radiation. To get a concrete information series of
measuring were performed.

Material: Kerma index (CTDI) using both
standard homogeneous CT phantom and integra-
ted measuring system Radcal 9010 with 10x5-3CT
chamber was measured in different CT examina-
tions. Individual examinations brought indicative
information on the differences between children
and adults using different CT equipment.

Results: In general, the CT examination of
children was associated with a lower effective do-
se in comparison with doses in adults. Low-dose
single spiral CT lung technique decreased the ir-
radiation of children by 32 % (4,128 mGy versus
6,033 mGy in adults and 13,140 mGy in multi-de-
tector equipment). The new experiences with the
multidetector technique confirmed also the lowest
dose in children (1,25 mGy) in comparison with
the adults (3,3 mGy and 5,1 mGy respectively).
The accurate evaluation by means of computer as-
sisted detection (CAD) system (Spearman coeffi-
cient of 0.999 and 0.977) contributed to reduction
of ionizing radiation by means of limiting repeat
performance.

Conclusion: To protect children from exposure
to radiation from CT examinations it should be ta-
ken every opportunity provided by pillars on
which jurisdiction of radiation protection is based
— the principle of the justifying (gain — risk ratio),
the principle of the optimalization (ALARA) and
principles of technical adjustments to the combi-
ned applications to reduce exposure (C.A.R.E.).

INFLAMOMETRIA A JEJ VYZNAM
V MANAZMENTE DETSKEJ ASTMY

Jesenak M.1:23, Babusikova E.24,
Havliéekova Z.1.2, Krystofova J.12,

Turéan T.1.2, Michnova Z.1,.2, Rennerova Z.3:5,
Barreto M.3, Banov¢in P.1,2

IKlinika deti a dorastu UK JLF a MFN, Martin,
Slovensko
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2Centrum experimentdlnej a klinickej respirolégie UK
JLF, Martin, Slovensko

3Clinica Pediatrica, Universitd La Sapienza, Rim,
Taliansko

4Ustav lekdrskej biochémie UK JLF, Martin, Slovensko
5Pneumo-alergo centrum, Bratislava, Slovensko

Uvod: Cielom manaZmentu detskej astmy je
dosiahnutie dostatoénej kontroly nad ochorenim
pri minimalnej frekvencii priznakov a ¢o najniz-
Sej dostacujucej liecbe. Jednou z moznosti zabezpe-
Cenia optimalnej kontroly st popri spirometrii
a dotaznikoch aj inflamometrické metody, a to naj-
maé stanovenie oxidu dusnatého v exhalovanom
vzduchu.

Ciel: Cielom nasej prace bolo zhodnotit prinos
stanovenia exhalovaného oxidu dusnatého (FENO)
a uhoInatého (eCO) v manazmente detskej astmy
a zaroven stanovit, ktoré faktory ovplyviujua vysle-
dok tychto merani.

Metody: V populécii, ktora sa skladala z 241 ast-
matikov a 75 deti kontrolnej skupiny, sme stanovi-
li hladinu exhalovaného oxidu dusnatého (NIOX-
-Mino®, Aerocrine, Svédsko) a oxidu uholnatého
(Smokerlyzer®, Bedfont, Kent, UK). VSetky deti
podstupili aj panel dalsich standardizovanych kli-
nickych a laboratérnych vySetreni.

Vysledky: Koncentracia oxidu dusnatého
a uholnatého ako aj iné vySetrované parametre sa
menili v zavislosti od klinickych alebo laboratér-
nych charakteristik testovanych deti. Astmatici
v porovnani s kontrolnou skupinou vykazovali
vy$Sie hodnoty FENO aj eCO, pricom najvyssie
hodnoty FENO sme zaznamenali pocas akutnej
exacerbacie. Najma atopicka astma a astma aso-
ciovana s alergickou rinitidou boli charakterizo-
vané vyssimi hodnotami FENO a eCO v porovnani
s neatopickou a izolovanou astmou. Hodnoty
FENO pozitivne korelovali so stuptiom eozinofilie,
hladinou celkovych sérovych IgE, s % prediktivne;j
hodnoty forsirovanej vitalnej kapacity a so stupa-
jucim vekom. Chlapci mali vyssie hodnoty FENO
ako dievcata. Pozorovali sme hrani¢nt korelaciu
medzi FENO a vysledkom testu kontroly astmy.

Zavery: Stanovenie exhalovaného oxidu dusna-
tého je vyznamnym nastrojom efektivneho manaz-
mentu detského astmatika. V porovnani s FENO
ma eCO klinicky mens§i vyznam a nemozno ho
standardne odporucit na Siroké pouZitie. Pri posud-
zovani hodnoty FENO treba brat do uvahy viace-
ré faktory, ktoré mozu ovplyvnit jeho hodnoty bez
ohladu na klinické §tadium bronchialnej astmy.

Tato prdca bola podporend Grantom Minister-
stva zdravotnictva SR 2006/38-UK-05 a pro-
Jektom “Centrum experimentdlnej a klinickej respi-
rologie”, ktory je spolufinancovany zo zdrojov ES —
Eurépskeho fondu regiondlneho rozvoja.




INFLAMMATORY AND ITS SIGNIFICANCE
IN THE ASTHMA MANAGEMENT IN
CHILDREN

Jesenak M.1:23, Babusikova E.24,
Havliéekova Z.1.2, Krystofova J.12,

Turéan T.1.2, Michnova Z.1.2, Rennerova Z.35,
Barreto M.3, Banovéin P.1,2

1Department of Paediatrics UC JFM, Martin, Slovakia
2Center of Experimental and Clinical Respirology UC
JFM, Martin, Slovakia

3Clinica Pediatrics, Inversitd La Sapienza, Rome, Italy
4Department of Medical Biochemistry UC JFM,
Martin, Slovakia

5Pneumo-alergo Centrum, Bratislava, Slovakia

Introduction: The aim of asthma management
is the achievement of sufficient and adequate con-
trol over the disease with the minimal frequency
of clinical symptoms and the lower sufficient the-
rapy. Another possible tools how to achieve opti-
mal asthma control are besides spirometry and
questionnaires also so-called inflamommetric met-
hods, especially the measurement of exhaled ni-
tric oxide.

Aim: The aim of our work was the evaluation
of the contribution of the measurement of exhaled
nitric oxide (FENO) and carbon monoxide (eCO)
in the management of child asthma. We also ana-
lyzed all the possible factors influencing the final
outcome of these measurements.

Methods: In the population consisting of 241
asthmatics and 75 healthy controls we measured
the levels of exhaled nitric oxide (NIOX-Mino®,
Aerocrine, Sweden) and carbon monoxide (Smo-
kerlyzer®, Bedfont, Kent, UK). All the children un-
derwent also the panel of other standardized clini-
cal and laboratory tests.

Results: Concentration of nitric oxide and car-
bon monoxide and also the other investigated pa-
rameters varied according to the clinical and la-
boratory characteristics of the tested children.
Asthmatics yielded increased levels of FENO and
eCO compared to healthy controls, and the highest
levels were noted during the acute asthma exacer-
bations. Children with atopic asthma and with
concomitant allergic rhinoconjunctivitis showed
higher levels of FENO and eCO in comparison
with those with non-atopic or isolated asthma. The
concentration of FENO correlated significantly
with the degree of peripheral blood eosinophilia,
total serum levels of IgE, with % predicted of for-
ced vital capacity and with increasing age. Boys
had higher FENO than girls. We found borderline

correlation between FENO and total score in
asthma control test and significant correlation
between FENO and eCO.

Conclusions: The measurement of exhaled ni-
tric oxide and carbon monoxide is important tool
of effective management of asthmatic children.
Compared to FENO, eCO showed lower clinical
significance and we cannot recommend it for com-
mon clinical use. In assessment of FENO levels, it
is necessary to take into consideration several fac-
tors with possible influence on the final value in-
dependently from clinical stage of asthma.

The study is supported by Grant 2006/38-UK-
05 from Ministry of Health and by project “Centre
of Experimental and Clinical Respirology” which
is co-sponsored by European Regional Develop-
ment Fund.

INVAZIVNI PNEUMOKOKOVE INFEKCE
NA JIRP DK FN PLZEN V LETECH
2007-2009

Fremuth J., Kobr J., Pizingerova K.,
Sasek L.
JIRP Détské kliniky Fakultni nemocnice Plzer:

Autofi prezentuji retrospektivné analyzovany
soubor 34 détskych pacientt hospitalizovanych
pro invazivni pneumokokové infekce na JIRP DK
FN Plzen v letech 2007-2009. Soubor tvotilo 23
chlapcti a 11 divek o pramérném véku 5,7 roku
(0,5—18). Tt¥icet pacientt bylo hospitalizovano pro
rozsahlou pneumonii ¢ pleuropneumonii, 3 déti
pro meningitidu a 1 dité pro septicky stav bez na-
lezu origa. Ve 3 piipadech se jednalo o pacienty
s dokon¢enym ockovanim proti pneumokokové in-
fekci. Prumérna délka hospitalizace byla 13,5 dne
(3—-33). Virologické vysetieni prokazalo soucasnou
probihajici akutni virovou infekci u celkem 9 déti.
Ptitomnost bakterie Streptococcus pneumoniae
byla prokazana v 17 ptipadech kultivaéné
v dychacich cestach, v 7 pripadech v hemokultufte,
v 8 piipadech v pleuralnim vypotku a ve 24 piipa-
dech byla prokazana pozitivita pneumokokového
antigenu v moci. Devatenact pacientt s plicni for-
mou infekce vyZzadovalo inserci hrudniho drénu
s nutnosti aplikace lokalni fibrinolyzy v 17 ptipa-
dech. Analyza pleuralniho vypotku potvrdila ve
vSech ptipadech pfitomnost exsudatu. Sedm pa-
cientt z této podskupiny vyzadovalo téz artefici-
alni ventilaéni podporu pro akutni respiraéni sel-
hani s primérnou délkou ventilaéni podpory
9 dna (7-14).
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INVASIVE PNEUMOCOCCAL INFECTIONS
IN PEDIATRIC ICU, DEPARTMENT OF
PEDIATRICS, THE UNIVERSITY
HOSPITAL IN PILSEN, 2007-2009

Fremuth J., Kobr J., Pizingerova K.,
Sasek L.

Pediatric ICU, Department of Pediatrics,

The University Hospital in Pilsen, Czech Republic

The authors present a group of retrospectively
analyzed 34 pediatric patients hospitalized for in-
vasive pneumococcal infections in ICU, Depart-
ment of Pediatrics, The University Hospital in Pil-
sen in 2007—2009. Sample consisted of 23 boys and
11 girls with an average age of 5.7 years (0.5-18).
30 patients were hospitalized for pneumonia or ex-
tensive pleuropneumonia, 3 children for meningi-
tis, and 1 child for the septic state of unknown ori-
gin. 3 of these cases were patients with completed
vaccination against pneumococcal infection. The
average length of hospital stay was 13.5 days
(83-33). Virological examinations showed concur-
rent acute viral infection in a total of 9 children.
The presence of Streptococcus pneumoniae has
been demonstrated in 17 cases by positive culture
in the airways, in 7 cases by positive blood cultu-
re, in 8 cases by positive culture in pleural effu-
sion and 24 cases of infection were proved by
presence of pneumococcal antigen in urine. 19 pa-
tients with pulmonary infection required chest tu-
be insertion, application of local fibrinolysis was
necessary in 17 cases. Analysis of pleural effusion
in all cases confirmed the presence of exsudate.
7 patients from this subgroup required also me-
chanical ventilation for acute respiratory failure
with an average length of ventilatory support for
9 days (7-14).

VYZNAM HYPERSIGNALNICH LOZISEK
V T2 VAZENYCH OBRAZECH NA MRI
VYSETRENI MOZKU PRO STANOVENI
DIAGNOZY NEUROFIBROMATOSIS VON
RECKLINGHAUSEN TYP 1

Petrak B.1, Lisy J.2, KaluZova M.1, Kraus J.!
IKlinika détské neurologie, UK 2. LF a FN Motol,
Praha

2Klinika zobrazovacich metod, UK 2. LF a FN Motol,
Praha

Uvod: Diagnéza neurofibromatosis von Reck-
linghausen typ 1 (NF1) je definovana souborem
diagnostickych kritérii: na kuzi skvrny café au
lait, freckling na kuzi, neurofibromy, Lischovy no-
duly, gliom optické drahy, charakteristicka kostni
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1éze a piibuzny 1. stupné s diagnézou NF1. Diag-
néza NF1 je potvrzena pii nalezu alespon 2 ze
7 uvedenych diagnostickych kritérii. Hypersignal-
ni loziska v T2 vazenych obrazech (FASI) MRI vy-
Setfeni mozku, lokalizovana v bilé hmoté
a v hluboké sedé hmoté mozku, jsou typickymi na-
lezy u déti s diagnézou NF1. Nékdy jsou tato lo-
ziska popisovana jako hamartomy nebo ,unidenti-
fied bright object“ (UBO).

Cil studie: Tato studie sleduje vyskyt FASI
u déti s diagnézou NF1 a moznost vyuziti FASI ja-
ko diagnostického kritéria NF1.

Metoda: Je sledovana skupina 180 déti
s diagnézou NF1 stanovenou podle diagnostickych
kritérii. VSechny déti mély provedeno MRI vyset-
feni mozku. Frekvence nalezt FASI na MRI moz-
ku u déti s NF1 byla porovnana s nalezy na MRI
mozku u kontrolni skupiny 180 déti s odliSnymi
diagnézami (s vyloucenim déti s diagnézami ze
skupiny neurokutannich syndromt). Dale byla
frekvence nalezti FASI porovnana s frekvenci na-
lezt jednotlivych diagnostickych kritérii pro NF1.

Vysledky: U 155/180 (86 %) pacientt s NF1 by-
lo nalezeno jedno nebo vice lozisek FASI. Rozdil
mezi frekvenci vyskytu FASI u pacientt s NF1
a déti v kontrolni skupiné (17/180 [9 %]) je statis-
ticky vysoce vyznamny (p <0,001). Jednotliva dia-
gnosticka kritéria byla u sledované skupiny déti
s NF1 nalezena s nasledujici frekvenci: skvrny ca-
fé au lait na kazi: 178/180 (99 %), freckling
141/180 (78 %), neurofibromy 122/180 (68 %), pti-
buzny prvniho stupné s NF1 110/180 (61 %), Lis-
chovy noduly 76/180 (42 %), gliomy optické drahy
49/180 (27 %), kostni 1éze 16/180 (9 % — na RTG
byla vySetiena jen ¢ast sledované skupiny).

Zavéry: Nalezy FASI jsou v T2 vazenych obra-
zech na MRI vyS8etifeni mozku u déti s diagnézou
NF1 vyznamné ¢astéjsi nez u déti z kontrolni sku-
piny. Frekvence vyskytu FASI je u déti s NF1 srov-
natelna s frekvenci nalezt jednotlivych diagnos-
tickych kritérii. FASI je tak mozZzno povazovat za
dodate¢né pomocné kritérium nebo dokonce bu-
douci nové diagnostické kritérium NF1 — piede-
v&im v détském véku.

Podporovano MZO FNM2005, AV CR 1 ET
101210513.

SIGNIFICANCE OF THE FOCAL AREAS
OF SIGNAL INTENSITY ON BRAIN
T2-WEIGHTED MAGNETIC RESONANCE
IMAGING SCANS FOR THE DIAGNOSIS
OF NEUROFIBROMATOSIS VON
RECKLINGHAUSEN TYPE 1

Petrak B.1, Lisy J.2, KaluZova M.1, Kraus J.!




1Dept. of Child Neurology, Charles University — 2nd
Medical School and University Hospital Motol, Pra-
gue, Czech Republic

2Dept. of Imaging Methods, Charles University —
2nd Medical School and University Hospital Motol,
Prague, Czech Republic

Introduction: Neurofibromatosis von Reck-
linghausen type 1 (NF1) is characterized by the
following diagnostic criteria: café au lait spots,
freckling, neurofibromas, Lisch nodules, optic glio-
ma, distinct osseous lesions, and first-degree rela-
tive with NF1. The presence at least 2 of 7 these
diagnostic criteria to confirm the NF1 diagnosis.
Focal areas of signal intensity (FASI) in white
matter and deep gray matter are typical brain
MRI findings in children with NF1. Sometimes
are these areas describe as hamartomas or ,,uni-
dentified bright object” (UBO).

Objective: This study evaluated the frequency
of FASI and the possibility of using FASI as
a diagnostic criterion of the NF1.

Methods: In a group of 180 children, the dia-
gnosis of NF1 was confirmed in keeping with the
diagnostic criteria. All children had MRI exami-
nation of the brain. The MRI findings of FASI in
the children with NF1 were compared both with
the brain MRI findings of the control group of 180
children with different diagnoses (excluding pa-
tients with NF1 and other neurocutaneous syn-
dromes), and with frequencies of the of the dia-
gnostic criteria.

Results: In 155/180 (86%) patients with NF1
one or more FASI were found. The difference bet-
ween frequency of FASI in the NF1 group and in
the control group (17/180 [9%]) is highly signifi-
cant (p<0.001). The frequencies of the diagnostic
criteria were as follows: café au lait spots 178/180
(99%), freckling 141/180 (78%), neurofibromas
122/180 (68%), first-degree relatives 110/180
(61%), Lisch nodules 76/180 (42%), optic glioma
49/180 (27%), osseous lesion 16/180 (9% — only
partial X-ray examination of the subjects).

Conclusions: The findings of FASI in
T2-weighted images of the brain MRI are signifi-
cantly frequent in children with NF1. Frequency
of FASI is comparable with frequency of diagnos-
tic criteria. FASI could be proposed as an additio-
nal or new criterion for the NF1, mainly in child-
hood.

Supported by MZOFNM2005, AV CR 1 ET
101210513.

NOVA VARIANTA DIAGNOZY
PHACOMATOSIS PIGMENTOKERATOTICA?

Petrak B.1, Capkova S.2, Blahova K.3,
Kodetova D.4, Skalicka V.3, Lisy .5,

Malis J.6, KaluZova M.!

IKlinika détské neurologie UK 2. LF a FN Motol, Praha
2Détska dermatovenerologickd ambulance, Poliklinika
FN Motol, Praha

3Pediatrickd klinika UK 2. LF a FN Motol, Praha
4Ustav patologie a molekuldrni mediciny UK 2. LF

a FN Motol, Praha

5Klinika zobrazovacich metod UK 2. LF a FN Motol,
Praha

6Klinika détské hematologie a onkologie UK 2. LF

a FN Motol, Praha

Uvod: Syndrom epidermalniho névu (ENS) je
vzacné neurokutanni onemocnéni, které je charak-
terizovano nalezem epidermélniho névu (EN) spo-
lu se zménami v dalsich systémech.

ENS se dale déli podle kozniho nalezu typu EN,
véetné typu ,inflammatory linear verrucous epi-
dermal nevus“ (ILVEN). Diagnéza phacomatosis
pigmentokeratotica (PPK) je definovana soucas-
nym nalezem speckled lentiginous nevus (= nevus
spilus) (SLN) a EN charakteru nevus sebaceus
a odpovida tak jednotkdm tazenym do skupiny
syndromu s dvojim névem.

Cil studie: Kazuistika vzacného onemocnéni,
které je charakterizovano soufasnym nalezem
ILVEN a SLN, za souc¢asného nalezu Sirokého
spektra klinickych zmén. Jedna se o novou varian-
tu PPK?

Metoda - kazuistika: Sledovana divka méla
od narozeni mnohoéetné zlutooranzové hyperke-
ratotické veruko6zni kozni 1éze probihajici linearné
podél Blaschkeovych linii na hlavé, trupu
a koncetinach. Tyto 1éze byly lokalizovany piede-
v&im na pravé strané téla, tvare a levé strané hla-
vy (spolu s alopecii). Histopatologicka vySetieni
provedenych koznich biopsii odpovidala obrazu
ILVEN. U divky se objevila fada rtiznych patologii,
véetné psychomotorické retardace, pravostranné
hemiparézy, mikrocefalie, ¢asteéné poruchy slu-
chu, hypofosfatemické vitamin D-rezistentni ra-
chitidy, pubertas praecox a hemihypertrofie levé
poloviny tvare a levostrannych koncetin. Na MRI
mozku byla nalezena lehké atrofie levé hemisfé-
ry. Parcialni motorické epileptické zachvaty se roz-
vinuly ve véku 13 mésicti. Ve véku 7 mésict se
objevil SLN a ve 22 mésicich véku byl diagnos-
tikovan alveolarni rabdomyosarkom. Divka zem-
fela ve 22 mésicich na bronchopneumonii.

Vysledky: Histopatologicka vySetieni provede-
nych koznich biopsii odpovidala nalezu ILVEN.
Klinicky obraz pak postupné ziskal charakter
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“syndromu dvojiho névu”, coz by odpovidalo diag-
noéze PPK, kdyby byl jako epidermalni névus pro-
kazan névus sebaceus misto nalezeného ILVEN.

Zavéry: U nasi pacientky byly souéasné proka-
zany témér vSechny klinické komplikace, popsané
jednotlivé u riznych pacientt s diagnézami ENS
nebo PPK. Podle klinického obrazu hodnotime je-
ji diagnézu jako variantu PPK s EN charakteru
ILVEN. Rozvoj alveolarniho rabdomyosarkomu
potvrzuje zvySené riziko manifestace nadorovych
procest u diagnézy syndromu epiderméalniho névu
a PPK.

Podporovano MZOFNM 2005.

A NEW VARIANT OF THE
PHACOMATOSIS PIGMENTOKERATOTICA?

Petrak B.1, Capkova S.2, Blahova K.3,
Kodetova D.4, Skalicka V.3, Lisy .5,

Malis J.6, KaluZova M.1!

IDepartment of Child Neurology, Charles University —
2nd Medical School and University Hospital Motol,
Prague, Czech Republic

2Department of Pediatric Dermatology, University
Hospital Motol, Prague, Czech Republic

3Pediatric Department, Charles University —

2nd Medical School and University Hospital Motol,
Prague, Czech Republic

4Institute of Pathology and Molecular Medicine,
Charles University — 2nd Medical School and
University Hospital Motol, Prague, Czech Republic
5Department of Imaging Methods, Charles University
— 2nd Medical School and University Hospital Motol,
Prague, Czech Republic

6Department of Pediatric Hematology and Oncology,
Charles University — 2nd Medical School and Univer-
sity Hospital Motol, Prague, Czech Republic

Introduction: Epidermal nevus syndrome
(ENS) is a rare neurocutaneous disorder, charac-
terized by epidermal nevi (EN) in association with
abnormalities in various systems. This condition is
defined by a cutaneous phenotype of EN, including
inflammatory linear verrucous epidermal nevus
(ILVEN). Phacomatosis pigmentokeratica (PPK)
represent a specific twin nevus syndrome in which
a speckled lentiginous nevus (SLN) is associated
with an organoid nevus with sebaceous differen-
tiation (nevus sebaceus).

Objective: Case report of the rare disease cha-
racterised by ILVEN and SLN in association with
wide spectrum of clinical abnormalities. Is it
a new variant of the PPK?

Methods - case description: The girl have
had a multiple yellow to orange verrucous hyper-
keratotic skin lesions linearly distributed over the
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head, trunk and extremities along the lines of Bla-
schko since her birth. These lesions had been di-
stributed predominantly on the right part of the
body, face and left part of the head (associated
with alopecia). Skin biopsy specimens were histo-
pathologically compatible with the picture of
ILVEN. She had presented various abnormalities,
including motoric and mental delay, right side he-
miparesis, microcephaly, partial deafness, hypo-
phosphataemic vitamin D-resistant rickets, preco-
cious puberty and hemihypertrophy of the left
part of face and left-side extremities. Brain MRI
presented mild atrophy of the left hemisphere. An
epilepsy with partial seizures developed at the age
of 13 months. Picture of a SLN developed at the
age of 7 months. Alveolar rhabdomyosarcoma was
diagnosed at the age of 22 months. The girl died of
bronchopneumonia at the 22 months of age.

Results: The skin biopsy specimens in our pa-
tient were histopathologically compatible with
ILVEN. Clinical picture has characteristics of
“twin nevus” syndrome, and it is very close to
PPK, however we have observed ILVEN instead
of nevus sebaceous.

Conclusions: Nearly all of the clinical compli-
cations (normally described individually in pa-
tients with diagnosis of ENS and PPK) were ob-
served simultaneously in our patient. We regard
these findings as a variant of the PPK with
ILVEN. The alveolar rhabdomyosarcoma manifes-
tation confirms higher occurrence tumors in epi-
dermal nevus syndrome and PPK.

Supported by MZOFNM 2005.

MONOGENNI HYPERTENZE

Dolezel Z., Dostalkova D., Starha dJ.
Pediatrickd klinika LF MU a FN Brno

Uvod: Arterialni hypertenze (HT) patii
k nejvyznamnéjs§im rizikovym faktoram kardiova-
skularnich chorob dospélé populace zejména pak
v industrializovanych zemich. Je objektivné pro-
kazané, ze véasna diagnostika a 1ééba HT je ne-
zbytna jiz v détském véku, nebot jde o strategii,
jejimz prostiednictvim lze p¥iznivé ovlivnit mor-
biditu a mortalitu v dospélosti. Nékteré idaje uva-
déji, ze HT je bezprostifedné ohroZena na celém
svété 1 miliarda lidi.

Uéel piehledu: U déti je prevalence HT uda-
vana kolem 1 %. Tento tdaj v8ak zaéina byt podle
zavéra recentnich studii korigovan a uvadéna je
prevalence 4-5 %. Je to zejména dusledek vzestu-
pu poctu déti s nadvahou a obéznich. V populaci
déti tak s vysokou pravdépodobnosti primarni HT
zac¢ina vyznamnym zptsobem nartstat. Rozvoj




molekularné genetickych metod umoznil detail-
néjsi poznani pii¢in sekundarni HT, které jsou
souborné oznacovany jako monogenni formy HT
(MHT). Jednotlivé nozologické jednotky skupiny
MHT jsou charakterizovany tim, Ze je u nich poru-
Sen bud transport elektrolyta v tubularnim tse-
ku nefronu, nebo je po§kozena tvorba anebo akti-
vita nékterého z hormont s mineralokortikoidnim
acinkem. Typickym laboratornim fenoménem
MHT je sniZené plazmatickd koncentrace reninu
vyjadfovana jako plazmaticka reninova aktivita
(PRA). Do skupiny MHT patii: Familiarni hyper-
aldosteronismus typ I, IT a III, Liddletv syndrom,
Gordontv syndrom, Syndrom zdanlivé nadpro-
dukce mineralokortikoid®, Vrozena adrenalni hy-
perplazie a Mutace mineralokortikoidniho recep-
toru. Nékteré z entit MHT se mohou projevit jiz
v détském véku a je proto nezbytné na né pama-
tovat.

Zavér: V soucasnosti stoupa vyznam moleku-
larné genetickych analyz, které umoznuji precizni
diagnostiku a naslednou 1é¢bu fady raznych one-
mocnéni, véetné MHT.

MONOGENIC HYPERTENSION

and widespread, as PRA status is related to dis-
tinct pathophysiological mechanisms that susta-
in high blood pressure and may even predict res-
ponsiveness to different antihypertensive
treatments. Some children develop H because of
a defect in a single gene, so called monogenic H.
The genes responsible for these disorders have all
been cloned and all participate in pathways invol-
ved in heightened renal sodium reabsorption. The
increased sodium reabsorption arises in the distal
nephron and leads to volume expansion and H.
This review will briefly explore the recently inden-
tified molecular mechanisms and pathogenesis of
genetic disorders that cause H in children. Mono-
genic forms of H are: Familial hyperaldosteronism
type I, II, and III, Liddle’s syndrome, Gordon’s syn-
drome, Apparent mineralocorticoid excess, Conge-
nital adrenal hyperplasia type IV and V, and Mi-
neralocorticoid receptor-activating mutation.

Conclusion: Genetic testing, which is increa-
singly available, can facilitate timely diagnosis
and treatment of monogenic forms of H.

EFEKTIVITA NOVOROZENECKEHO
SCREENINGU V CESKE REPUBLICE

Dolezel Z., Dostalkova D., Starha J.
Dept. of Pediatrics, Medical School of Masaryk Uniuv.
and Univ. Hosp. Brno, Czech Republic

Introduction: Hypertension (H) has become
an epidemic affecting nearly 1 milliard individuals
worldwide. Uncontrolled H increases the risk of
cardiovascular and chronic kidney disease, and
there is a direct relationship between the risks of
stroke, heart attack, heart failure, kidney disease
and the severity of H.

Purpose of review: Recent studies have
shown that end organ damage such as athero-
sclerosis and left ventricular hypertrophy are com-
mon in the setting of mild H in children and ado-
lestents, increasing their risk of cardiovascular
disease as adults. H is usually an asymptomatic
disease but children with severe uncontrolled H
may present with seizures, stroke, encephalopat-
hy and heart failure. Primary H is currently the
most common cause of H in children. Usually is
mild and associated with overweight or obesity.
Children with severe H, unlike adults, usually ha-
ve secondary causes of H. Of the secondary causes
of H in pediatrics, the majority include diseases
that affect glomerular filtration, ion transport or
hormonal messages to the kidney.

Based on plasma renin level measured as plas-
ma renin activity (PRA), hypertensive individuals
can be classified as low, normal or high-renin hy-
pertensives. This classification system is relevant

Votava F.1, Kozich V.2, Stastna S.2,
Chrastina P.2, Adam T.3, Friedecky D.3,
Vinohradska H.4, Kraémar P.1,
Balas¢éakova M.5, Piskackova T.5, Macek M.
Jr.5, Gaillyova R.6, Svagera Z.7

IKlinika déti a dorostu, UK 3. lékarskd fakulta a FN
Kralovské Vinohrady, Praha

2Ustav dédicnych metabolickych poruch, UK

1. lékar'ska fakulta a Vieobecnd fakulini nemocnice,
Praha

3Laborator dédiénych metabolickych poruch,

UP Lékarska fakulta a FN, Olomouc

40ddéleni klinické biochemie a hematologie, pracovidté
Détskd nemocnice, MU Lékarskd fakulta a FN Brno
5Ustav biologie a lékarské genetiky, UK 2. lékaiskd
fakulta a FN Motol, Praha

60ddéleni lékarské genetiky, MU Lékaiskd fakulta

a FN Brno

7Ustav klinické biochemie, FNsP Ostrava

Uvod: V CR jsou pravidelné celoploiné meto-
dou suché kapky krve (SKK) na filtraénim papire
od roku 1975 vyhledavani pacienti s fenyl-
ketonurii (PKU); od roku 1985 s vrozenou hypoty-
reézou (CH); od roku 2006 s kongenitalni adrenal-
ni hyperplazii (CAH) a od 1. 10. 2009 s cystickou
fibrézou (CF), leucinézou (MSUD), glutarovou aci-
durii typu I (GA 1), izovalerovou acidurii (IVA), de-
ficitem acyl-CoA dehydrogenazy mastnych kyse-
lin se stfedné dlouhym, dlouhym a velmi dlouhym
fetézcem (MCADD, LCHADD a VLCADD), defici-
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tem karnitinpalmitoyltransferazy I a II (CPTDD
I a II) a deficitem karnitinacylkarnitintransloka-
zy (CACTD). Smyslem sdéleni je shrnuti vysled-
kt novorozeneckého screeningu (NS) za obdobi
2002-2009.

Metodika: Ve sledovaném obdobi 1. 1. 2002 az
31. 12. 2009 se narodilo 844 724 novorozencht.
U nich byla zméiena koncentrace fenylalaninu
(Phe) bakterialné inhibi¢ni metodou, enzymoimu-
noeseji, chromatograficky nebo tandemovou hmot-
nostni spektrometrii (MS/MS) a koncentrace
tyreotropniho hormonu (TSH) pomoci fluoro-
imunoeseje (FIA). U 418 510 byla zmétfena kon-
centrace 17-hydroxyprogesteronu (170HP) pomo-
ci FIA. U 21 617 novorozenct byla zméiena
koncentrace imunoreaktivniho trypsinogenu (IRT)
pomoci FIA a u 276 z nich s pozitivni hodnotou
IRT byla provedena analyza CFTR genu piimo
v originalnich SKK. U 28 241 novorozencu byly
analyzovany prislu§né metabolity pomoci MS/MS.

Vysledky: Bylo zachyceno 1043 probandu se
zvy$enou koncentraci Phe, u 106 byla diagnosti-
kovana PKU (prevalence 1:7969). Cetnost falesné
pozitivity (“false positivity rate” — FPR) ¢inila
0,109 %. Déale bylo zachyceno 611 probandua se
zvyS$enou koncentraci TSH, u 211 byla diagnosti-
kovana permanentni CH (prevalence 1:4003)
a FPR ¢inila 0,072 %. Se zvySenou koncentraci
170HP bylo detekovano 2363 probandu. CAH by-
la diagnostikovana u 37. U 2 pacienttt s CAH ne-
byla koncentrace 170HP v suché kapce zvySena,
coz predstavuje prevalenci 1:10 731, diagnostic-
kou senzitivitu 0,95 a FPR 0,56 %. S jednou nebo
dvéma mutacemi CFTR genu bylo detekovano
9 probanda, CF byla potvrzena u 3 (prevalence
1:5040), FPR 0,028 %. Déale bylo zachyceno 49 pro-
bandt s abnormnim spektrem metabolitt (kromé
Phe), u 1 byla diagnostikovana MSUD (prevalen-
ce 1:28 241) a u 1 MCADD (prevalence 1:28 241),
FPR 0,174 %.

Zavér: NS je ufinny néstroj véasné diagnostiky
uvedenych onemocnéni. Problémem je vysoka
FPR u CAH piedstavujici vyznamnou zatéz zdra-
vé casti populace a je zapotiebi hledat cestu
k jejimu sniZeni. Roz§iteni spektra screenovanych
chorob v roce 2009 o CF a 9 dal§ich dédi¢nych me-
tabolickych poruch predstavuje zasadni posun NS
na droven jinych vyspélych zemi, hodnoceni efek-
tivity je zatim orientacéni vzhledem k malému po-
¢tu vysettenych.

Podpora: IGA MZ CR 9986/3 a 9981/3,
MSM0021620814, VEN MZOVFN2005.
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Background: The nationwide newborn scree-
ning (NS) by use of dried blood spots (DBS) on the
filter paper was started in 1975 for phenylketonuria
(PKU); in 1985 for congenital hypothyreosis (CH);
in 2006 for congenital adrenal hyperplasia (CAH)
and since Oct. 1st 2009 for cystic fibrosis (CF), map-
le syrup urine disease (MSUD), glutaric aciduria ty-
pe I (GA 1), isovaleric aciduria (IVA), medium, long
and very long chain fatty acid acyl-CoA dehydroge-
nase deficiency (MCADD, LCHDD and VLCADD),
carnitine palmitoyltransferase I and II deficiency
(CPTDD I and II) and carnitine-acylcarnitine trans-
locase deficiency (CACTD). The aim is to summari-
ze results from 1/2002 through X11/2009.

Methods: A total of 844,724 newborns were born
in observed period. The level of phenylalanine (Phe)
by use of bacterial inhibition method or enzymoim-
munoassay or chromatography or tandem mass
spectrometry (MS/MS) and the level of thyrotropin
(TSH) by fluoroimmunoassay (FIA) were measured
in each of them. The level of 17-hydroxyprogestero-
ne (170HP) by FIA was assayed in 418,510 new-
borns. The level of immunoreactive trypsinogen
(IRT) by FIA was measured in 21,617 newborns
and the CFTR gene was analysed directly in origi-
nal DBS in 276 of them with the highest IRT levels.
The spectrum of metabolites was analysed in
28,241 newborns by MS/MS.




Results: The elevated Phe was detected in 1,043
newborns, PKU was diagnosed in 106 of them (pre-
valence 1:7,969). It represents false positivity rate
(FPR) 0.109%. Elevated TSH was found in 611 new-
borns, permanent CH was confirmed in 211 (pre-
valence 1:4,003), FPR counts 0.072%. 2,363 babies
had abnormal 170HP but CAH was confirmed in
37 of them. 2 CAH patients diagnosed clinically had
170HP in DBS below cutoff. It represents preva-
lence 1:10,731, detection rate 0.95 and FPR 0.56%.
At least one mutation in CFTR gene was detected
in 9 newborns, CF was confirmed in 3 (prevalence

case (prevalence 1:28,241) and 1 MCADD case (pre-
valence 1:28,241) were captured, FPR 0.174%.

Conclusion: NS is an effectual tool for detec-
tion of screened diseases. High FPR in CAH is
a significant stress for families of healthy newborns
and must be improved. The expansion of screened
diseases in 2009 is an advance of public health, ne-
vertheless, current efficiency assessment is vague
due to low number of screened newborns.

Supported by Ministry of Health, CZ, projects
IGA 9986 /3 a 9981/3 and Ministry of Education,

1:5,040), FPR 0.028%. Abnormal metabolite spect- CZ, project MSM0021620814 and VFN
rum was found in 49 babies (except Phe), 1 MSUD  MZOVFNZ2005.
SEKCE HEMATOONKOLOGIE

NEKTERE FUNKCNI PARAMETRY PLIC
U PACIENTU PO ONKOLOGICKE LECBE

Hrstkova H.1, Stastna J.1, Tomaskova 1.2,
Novakova Z.3, Honzikova N.3

1]1. détskd interni klinika LF MU a FN Brno
2Interni kardiologickd klinika LF MU a FN Brno
3Fyziologicky ustav LF MU, Brno

Cil studie: Srovnavali jsme nékteré parametry
spirometrie a spiroergometrie u souboru pacientu
po onkologické 1é¢bé a u zdravych osob.

Metody: Vysetiili jsme 195 déti, dospivajicich
a mladych dospélych; z toho 135 pacientti po onko-
logické 1é¢bé (akutni lymfoblasticka leukémie, ma-
ligni lymfomy, histiocytézy; skupina O), 4-14 let
od ukonéeni komplexni protinadorové terapie, a 60
zdravych vékové stejné starych osob (kontrolni
skupina Z). Nékteré parametry funkéniho vySet-
feni plic (celkova vitalni kapacita FVC; jednose-
kundova vitalni kapacita FEV1) jsme testovali
standardnim postupem v klidu (Oxycon delta,
Jaeger). Pro spiroergometrii jsme zvolili kontinu-
alni zatéz 4 W/20 s do maxima. Naméiené hodno-
ty byly statisticky zpracovany (Wilcoxonuv test).

Vysledky: Mezi skupinami pacient a zdravych
osob jsme nasli statisticky vyznamné rozdily
u nasledujicich parametri — onkologiéti pacienti
versus zdravé kontroly: FVC = 3,41 =+ 1,17; FEV1
=3,16 £ 1,07 vs FVC =4,01 £ 0,9 litr; FEV1 = 3,68
+ 0,98 litr; p <0,01; tolerance zatéze TZ = 2,89 =
0,59 vs 3,1 £ 0,64 W/kg; p <0,05; spotieba kysliku
pii zatézi VO, = 38,71 + 9,63 vs 43,52 + 11,03
ml/min/kg; p <0,01).

Zavéry: Pacienti po protinadorové 1é¢bé vyka-
zuji celkové sniZenou vykonnost organismu
a snizené parametry funkéniho vySetteni plic.

Podporeno vyzkumnym zamérem VVZ MSMT
¢ 0021622402.

SOME RESPIRATORY PARAMETERS IN
PATIENTS AFTER ONCOLOGICAL
THERAPY

Hrstkova H.1, Stastna J.1, Tomaskova 1.2,
Novakova Z.3, Honzikova N.3

IDepartment of Paediatric Internal Medicine, Faculty
of Medicine, MU and Faculty Hospital Brno, Czech
Republic

2Department of Internal Medicine-Cardiology, Faculty
Hospital Brno and Faculty of Medicine, MU, Brno,
Czech Republic

3Department of Physiology, Faculty of Medicine, MU,
Brno, Czech Republic

Aim of study: We compared some respiratory
parameters of spirometric examination and spiro-
ergometry examinations between two groups: on-
cological patients and healthy controls.

Methods: We examined 195 children, adoles-
cents, and young adults; 135 patients (group O)
after oncological therapy (acute lymphoblastic leu-
kaemia, malignant lymphoma, histiocytosis), for
4 tol4 years after termination of the complete on-
cological therapy, and 60 healthy controls of the
same age (group Z). Spirometric parameters (FVC
= forced vital capacity; FEV1 = forced expiratory
vital capacity in 1 second) were tested by standard
way at rest conditions (Oxycon delta, Jaeger). For
the spiroergometry examination we chose a nearly
continual workload of 4 W/20 s until the maxi-
mum workload. Our results were statistically ana-
lysed (Wilcoxon test).

Results: We observed a statistically significant
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decrease of the following values (group O in com-
parison with group Z): FVC=3.41+1.17; FEVC1=
3.16x1.1 L vs FVC=4.01+£0.9; FEVC1=3.68+0.98
L; p<0.01; tolerated workload TW=2.89+0.59 vs
3.1+0.64 W/kg; p<0.05) and consumption of oxy-
gen during the workload V0O,=38.71+9.63 vs
43.52+11.03 ml/min/kg; p<0.01).

Conclusion: We can conclude that complete
oncological therapy can influence not only the
function of the respiratory system but also the
performance of the whole organism.

Supported by grant VVZ MSMT, No.
0021622402.

ZAVAZNE KOMPLIKACE V PRUBEHU
IMUNITNI TROMBOCYTOPENICKE
PURPURY U ADOLESCENTNICH DIVEK

Ludikova B., Pospisilova D., Novak Z.,
Stejskalova 1., Houda dJ.
Détska klinika, Fakultni nemocnice Olomouc

Imunitni trombocytopenicka purpura (ITP) je
obvykle fazena mezi ,benigni“ hematologické one-
mocnéni. V jejim prubéhu se v§ak mtuzeme setkat
s komplikacemi, které mohou ohrozit Zivot pa-
cienta. Jako priklad uvadime kazuistiky dvou ado-
lescentnich divek, u kterych se objevily velmi za-
vazné neobvyklé komplikace.

Kazuistiky:

Prvni pacientka je 18leta divka s diagnézou Di
Georgeova syndromu, ktera byla od 6 let 1é¢ena
pro ITP.V 17 letech véku se témért rok nedostavi-
la na hematologické kontroly a v mezidobi uziva-
la drogy. Divka byla p#ijata na gynekologii v misté
bydlisté v 7. tydnu gravidity se slabosti, zvrace-
nim a febriliemi. P¥i hospitalizaci se objevila téz-
ka hemolytick4d anémie s hladinou hemoglobinu
(Hb) az 36 g/l. Proto byla pfelozena na klinické
pracovisté, kde byla 1é¢ena opakovanymi transfu-
zemi erytrocytt, vysokymi davkami kortikoidu
a imunoglobulint (HD IVIG). Hladina Hb se zvy-
gila na 87 g/l. Podstoupila genetické vySetieni
s doporucenim interrupce, ktera byla provedena
9. den po piijeti k hospitalizaci. Poté dochazelo
i pres léébu Prednisonem k dals$i anemizaci, stav
se ale postupné stabilizoval. Hladina trombocytu
byla po celou dobu v normé. Pii kompletnim imu-
nohematologickém vySetifeni nebyly prokazany
antierytrocytarni protilatky, nejednalo se tedy
o Evanstv syndrom. Zavér: autoimunnitni hemo-
lyticka anémie, susp. indukovana virovou infekei.

Druhou pacientkou je 17leta divka lééena od 10
let pro chronickou formu ITP. Pacientka byla pti-
jata ve spadové nemocnici pro den trvajici progre-
dujici bolest v pravé jamé kycelni a zvétSujici se

objem biicha. P¥iznaky se objevily po jizdé na ro-
topedu. P#i vySetieni byla pacientka bled4, na k-
71 byl patrny vysev petechii, b¥icho bylo vzedmu-
té a palpaéné bolestivé. P¥i sonografii byl zjistén
maly vypotek v dutiné biisni a potvrzen i na CT.
P#i kontrolni sonografii jiZz bylo jednoznaéné dia-
gnostikovano hemoperitoneum. Pro velmi nizkou
hladinu trombocytu (1 x 1091) byla podana trans-
fuze trombocytu, vysoké davky kortikosteroida
a HD IVIG. Bylo indikovano akutni operaéni te-
Seni, kde byla prokazana ruptura ovarialni cysty
s masivnim krvacenim do dutiny b¥i$ni. Pooperaé-
ni prabéh byl jiz bez komplikaci.

Zavérem chceme zduraznit, Ze i u ,benignich”
hematologickych onemocnéni muize dojit k rozvoji
komplikaci s ohroZenim Zivota a je tedy vzdy nut-
né na tyto komplikace pomyslet.

SEVERE COMPLICATIONS IN
ADOLESCENT GIRLS WITH IMMUNE
THROMBOCYTOPENIC PURPURA

Ludikova B., Pospisilova D., Novak Z.,
Stejskalova 1., Houda dJ.

Pediatric Clinic, University Hospital Olomouc, Czech
Republic

Immune thrombocytopenic purpura (ITP) usu-
ally belongs between “benign“ haematologic di-
seases. However, during the course of it severe
complications can occure. They can be life threate-
ning for the patient. As an example we demonstra-
te two cases of adolescent girls where severe unu-
sual complications were observed.

Case reports:

The first patient was an 18-year old girl with
diagnosis of DiGeorge syndrome. She had been
treated from 6 years of age for immune thrombo-
cytopenic purpura (ITP). When she was 17 year
old almost for a year she had not been for
a hematologic check up and in the meantime she
had started to use street drugs. The girl was ad-
mitted to the local Gynecology Department, in the
7th week of pregnancy, with fatigue, vomiting and
fever. During hospitalisation severe anemia and
hemolysis were found. The hemoglobin level (Hb)
was 36 g/l. She was transferred to the University
Hospital in Olomouc, where she was treated with
Solu-Medrol, repeated erythrocyte transfusions
and IVIG. The level of Hb rose to 87 g/l. She under-
went genetic consultation where interruption was
recommended. This was done on the 9th day of
hospitalization but even on the Prednisone treat-
ment the anemia returned but continuously got
stabilised. The thrombocyte was normal. Imuno-
haematologic tests did not prove antierytrocytic
antibodies, that is why Evans syndrom was not
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diagnosed. Conclusion: autoimune haemolytic
anemia, susp. induced by viral infection.

The second patient was a 17-year old girl, trea-
ted for 7 years for chronic ITP. She was admitted
to the local hospital for a day long progressive pa-
in in the right hypogastrium and enlarged abdo-
men and post-exercise induced pain. On USG free
fluid around liver was found and confirmed by CT.
Owing to a very low thrombocyte level (1x1091),
she received an transfusion of erythrocytes, IVIG
and Solu-Medrol and was transferred to our cli-
nic. On examination she was pale, her skin was
covered by petechias, the abdomen was bloated
and painful. On USG, haemoperitoneum was
found. She was indicated for acute surgery. Ruptu-
re of an ovarian cyst was discovered. She was then
successfully treated with Solu-Medrol and IVIG.

In conclusion, we would like to stress that be-
nign haematologic diseases can progress to seve-
re life threatening complications and non-haema-
tological specialists need to be aware of the risks.

PRIPAD KOMPLIKOVANEHO PRUBEHU
AKUTNI FORMY ITP

Dolezalova L., Cerna Z., Kobr J., Votava T.
Détska klinika, Fakultni nemocnice Plzer:

Imunni trombocytopenicka purpura je ziskané
krvacivé onemocnéni patiici mezi autoimunitni
onemocnéni postihujici krevni elementy. Je cha-
rakterizovana izolovanou trombocytopenii na pod-
kladé zvySené destrukce trombocytt imunnim
mechanismem a s tim spojenym zkracenym piezi-
vanim. Zaroven kostni dfemi neni schopna doplnit
v dostateéné miie chybé&jici trombocyty, prestoze
ve dfeni byva zvySeny pocet megakaryocyta. Ve
vétSiné piipadt se jedna o benigni onemocnéni,
které odezni spontanné ¢i po uziti terapie 1. volby
(kortikoterapie, IVIG). U 20-25 % déti piechazi do
chronicity.

V klinickém obraze nej¢astéji dominuje sliznic-
ni a kozni hemoragicka diatéza, frekvence zavaz-
néjsich forem krvaceni je udavana mezi 6-25 %,
v piipadé krvaceni do CNS 0,2-0,5 %.

P#i terapii u pacientt s lehéimi projevy trombo-
cytopenie volime ¢asto pouze observaci ¢i terapii
1. volby — kortikosteroidy, IVIG (ev. anti D globu-
lin). P¥i nutnosti terapeutické intervence po selha-
ni vySe zminénych preparatt pristupujeme
k terapii 2. volby — rituximab, splenektomie, azat-
hioprin, cytostaticka terapie, nové v 1é¢ébé chronic-
ké ITP dospélych pacienttt TPO agonisté. Terapie
zivot ohrozujicitho krvaceni zahrnuje i podani
trombocytarnich nalevt.

Prezentujeme piipad 14leté divky s kompliko-
vanym prubéhem akutni formy tézké ITP — se Zi-

vot ohrozujicim krvacenim z ruptury Graafova fo-
likulu a s nutnosti urgentniho operaéniho zakro-
ku. Divka byla piredoperaéné zajiSténa kombinaci
methylprednisolon + IVIG + trombocytarni nalevy.
Vlastni operac¢ni vykon byl bez zvy$eného krvace-
ni, prestoze pocet trombocytti perioperacéné byl
4 x 109/1. Stav se po masivnich krevnich ptevodech
komplikoval plicnim postizenim (TRALI)
s nutnosti umélé plicni ventilace. Po nasledné ¢as-
né recidivé hemoperitonea byla zahajena terapie
MabTherou (rituximab) v davce 375 mg/m? v ty-
dennim intervalu, celkem 2krat. Vzhledem ke
zlepSeni klinického nalezu a vzestupu poétu trom-
bocytt jsme postupovali konzervativné. Nyni je
divka jiz déle nez rok v 1. kompletni remisi one-
mocnéni.

CASE OF COMPLICATED COURSE OF
ACUTE ITP

Dolezalova L., Cerna Z., Kobr J., Votava T.
Pediatric Clinic, University Hospital Pilsen,
Czech Republic

Immune thrombocytopenic purpura is an acqui-
red blood disorder belonging to autoimmune di-
sorders of blood cells. It is characterized by isola-
ted thrombocytopenia based on enhanced
destruction of blood platelets due to the presence
of antiplatelet autoantibodies. Simultaneously, bo-
ne marrow isn‘t able to sufficiently supplement
absent thrombocytes, althought it contais an ele-
vated count of megakaryocytes. In most cases it is
a benign disorder, which subside after use of first
choice therapy (corticosteroids, IVIG). It passes to
chronicity in 20—25% of children.

Symptoms of ITP include the development of
dermal and mucosal hemorrhage. Frequency of se-
ver forms of bleeding is 6—25%, fatal complica-
tions like subarachnoid or intracerebral bleeding
are rare (0.2-0.5%).

The treatment of ITP depends on the severity of
the disease, in some mild cases we can choose on-
ly observation or first line therapy — corticothera-
py, IVIG (possibly anti D globuline). If therapeutic
intervention is needed and the above treatment
has failed, we use second line therapy — rituximab,
splenectomy, azathioprine, chemotherapy or
anovelty in treatment of adult chronic ITP a TPO
agonists. Platelet transfusion is reserved for life-
threatening bleeding.

We would like to present a case of 14-year old
girl with complicated course of acute ITP — life
threatening bleeding from rupture of Graafian fol-
licle with need of surgical intervention. Before the
surgery Methylprednisolon, IVIG and platelet
transfusions were applied. There was no excessi-
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ve bleeding during surgery, although count of pla-
telets was 4x109/1. After extensive transfusions
health state was complicated by lung injury
(TRALI), invasive mechanical ventilation was ne-
cessary. After early relaps of hemoperitoneum, ri-
tuximab (Mabthera) therapy — 375 mg/m2 in week
interval (2x) — was started. Because of improved
clinical conditions and increase of thrombocyte
count our treatment was conservative. Today the
girl is more than one year in first complete remi-
sion.

KLINICKY PRINOS MOLEKULARNE
GENETICKE ANALYZY Rb1 GENU U DETI
S RETINOBLASTOMEM

Kepak T.1, Valaskova 1.2, Malis J.3, Zrustova
J.2, Petiasova V.2, Senkova K.4, Autrata R.4,
Gaillyova R.2, Stérba J.1

IKlinika détské onkologie LF MU a FN Brno
20ddélent lékaiské genetiky FN Brno

SKlinika détské hematologie a onkologie UK 2. LF

a FN Motol, Praha

4Détskad oéni klinika LF MU a FN Brno

Uvod: Retinoblastom (RB) je nejéasté&jsi nador
oka u déti. Analyza zmén ve statutu Rb1l genu
u déti s RB zasadné ovliviiuje 1é¢ebné-preventiv-
ni strategii. Jednotlivé techniky testovani zmén ve
statusu Rb1 genu se lisi v senzitivité. Konvenéni
cytogenetika detekuje 8 % znamych zmén ve sta-
tutu Rb1 genu, FISH cca 10 %, Southern blot hyb-
ridizace 16 %, PCR s naslednou sekvenaci 75 %,
specificka metylaéni PCR 6 % mutaci.

Metodika: V r. 2006 jsme zavedli metodiku pti-
mé diagnostiky Rb1 genu metodou sekvenovani.
RNA izolovana z lymfocytu PK je podrobena re-
verzni transkripci a vznikla cDNA je amplifikova-
na s Sesti pary specifickych primera (odpovida
97,5 % paru bazi cDNA genu Rb1 z tumoru a 86 %
part bazi cDNA z periferni krve). Vzniklé PCR
fragmenty cDNA jsou sekvenovany a vysledné
elektroforetogramy srovnany s referenéni sekven-
ci RB1 genu (NCBI: BC040540). V r. 2007 jsme pfi-
todou MLPA, ktera umozni detekovat rozsahlejsi
delece, nezachytitelné piimou sekvenaci cDNA.
DNA je izolovana z lymfocytu PK. Je provedena
hybridizace a ligace sond specifickych pro jednot-
livé exony genu Rb1 s naslednou multiplex PCR
s pouzitim jednoho paru univerzalnich primeru
k amplifikaci hybridizovanych sond. Vysledky
fragmentacni analyzy jsou vyhodnoceny srovna-
nim se zdravou kontrolou. V r. 2008 jsme metodi-
ku dale doplnili o analyzu methylaéniho statutu
promotoru Rb1 genu.

Vysledky: Molekularné geneticka analyza Rb1
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genu byla od r. 2006 do 31. 12. 2009 provedena
u celkem 65 vzorku biologického materialu (20 dé-
ti s unilateralni formou RB, 11 déti s bilateralni
formou, 23 ptibuznych v riziku). Nadorova tkan
byla vySetiena ve 12 piipadech (enukleace oéniho
bulbu s dostatkem materialu k vySetfeni), rele-
vantni biologicky material u vSech (PK, event.
i KD, amniova tekutina po kultivaci, likvor).
U 8 pacientt byla prokazana predisponujici ger-
minalni mutace Rb1 genu. U jednoho sourozence
byla nalezena patognomonicka mutace jesté pied
klinickou manifestaci onemocnéni. Pomoci meto-
dy MLPA byla mutaéni zména ve statusu Rb1 ge-
nu detekovana u 1 pacienta s hereditarni formou
onemocnéni.

Zavér: Molekularné geneticka analyza Rb1 ge-
nu doplnéna o MLPA umoziuje cilenou lécbu
a prevenci v rodinach déti s retinoblastomem. Ve
sdéleni prezentujeme konkrétni kazuistiky déti
s retinoblastomem.

SARKOMY U DETIi A MLADYCH
DOSPELYCH

Muadry P.

Klinika détské onkologie Lékarské fakulty Masarykovy
univerzity a Fakultni nemocnice Brno — Détskd nemoc-
nice

Sarkomy jsou malignity mezenchymalniho pt-
vodu. Vyrustaji kdekoliv v téle, didakticky se déli
na sarkomy skeletu a mékkych tkani. Existuji vé-
kova maxima pro jednotlivé druhy sarkomui; ma-
ximum vyskytu rabdomyosarkomu je ve dvou ob-
dobich kolem péti a ¢trnacti let, osteosarkomy
maji maximum vyskytu kolem patnactého roku Zi-
vota, incidence non-rabdomyosarkomu mékkych
tkani nartsta s vékem a maximum je v dospélosti.
S vrozenymi genetickymi syndromy jsou sdruze-
u pacientu s hereditarnim retinoblastomem, ana-
mnéza sarkomu u pacienta do 45 let je jednim
z diagnostickych kritérii Li Fraumeni syndromu.

Klinicky je nutno na sarkom pomyslet piede-
v§im pfi anamnéze patologického zdufeni, poruch
vyplyvajicich z obstrukeci anatomickych cest zv1as-
té v oblasti hlavy a krku, paréz nebo bolesti, kte-
r4 muze byt zprvu nartstajici na intenzité, noéni
a klidova s nahlou dlevou po destrukci periostu.
Dulezitym faktorem, ktery mnohdy rozhoduje
o osudu pacienta, je zvoleny diagnosticky postup.
Neni neobvyklé, Ze pacient projde vice pracovisté-
mi v terénu od chirurgické ambulance, po ortope-
da a rehabilita¢niho 1ékaie, piiéemz prosty rtg sni-
mek je bud proveden v samém zacéatku potizi, kdy
jesté nemusi byt patrna patologie na skeletu (ma-
la specificita), nebo je proveden pozdé a bez ade-




kvatniho vySetieni klinického (vySetiujeme obé
koncetiny — zretelné&jsi asymetrie!), mnohdy je
nutné vySetieni opakovat s odstupem dvou az tii
tydnt, pii trvani obtizi pak volit 3D zobrazovaci
techniky.

Lécba sarkomt u déti a mladych dospélych je
stejné jako dalsi malignity s ohledem na nizkou
incidenci a multidisciplinarni péci centralizovana.
Kurativni operativa z regionu Cech probiha
v Praze ve Fakultnich nemocnicich v Motole nebo
na Bulovce, z regionu Moravy v Brné ve Fakultni
détské nemocnici a U svaté Anny. Vyhledy pacien-
ta se sarkomy jsou dany ¢asnou a spravnou diag-
nézou. Pozdé diagnostikované osteosarkomy,
i kdyz lokalizované, maji horsi prognézu. Meta-
statické choroby jsou vylééitelné =ziidka
s vyjimkou plicnich metastdz u Ewingova sarko-
mu a rabdomyosarkomu. Celkové se kurabilita
sarkomu pohybuje mezi 60-70 %.

SARCOMAS IN CHILDREN AND YOUNG
ADULTS

Mudry P.
Pediatric Oncology Department, Univerzity Children’s
Hospital Brno, Czech Republic

Sarcomas are mesenchymal malignancies gro-
wing almost whenever in body. We distinguish bo-
ne and soft tissue sarcomas. Peak incidences are
seen in rabdomyosarcomas in fifth and then
around fourteen year of life, osteosarcomas around
fifteen year and non-rabdomyosarcomas later in
adulthood. Sarcomas are rarely diagnosed with
genetic disorders like secondary osteosarcoma in
patients with hereditary retinoblastoma or are
one of diagnostic criteria of Li-Fraumeni syndro-
me if diagnosed under 45th year of life.

Diagnosis of sarcoma is based on several weeks
or months history of swelling, obstruction of ana-
tomic ways in region of head and neck, palsy and
pain which is seen also without activity and du-
ring night and can disappeare after periost de-
struction. Diagnostic tools are key for best mana-
gement of such patients. It is unfortunately not
uncommon to meet patients which were examined
by surgeon, orthopedist or other specialists with-
out simple X-ray plain films or to be done only on-
ce at first examination without further checking
(e.g. low specificity); both extremities should be ob-
served together thus better find-out asymetry and
in case of doubts it is necessary to check the pa-
tient several times after two or three weeks. Com-
puted tomography or MRI are golden standard ra-
diographic methods.

The care of patients with sarcomas, like other
malignancies in children and young adults, is

centralized in four hospitals around the Czech Re-
public. Patients from region of Bohemia are ma-
naged in Prague in Univerzity Hospitals Motol
and Bulovka. Patients from region of Moravia are
managed in Univerzity Hospitals in Brno — Child-
ren’s Hospital and St. Anna’s Hospital. Prognosis
of the patient with sarcoma is generally influen-
ced by accurate and early diagnosis. Late diagno-
sis influences worse prognosis even of non-metas-
tatic osteosarcoma. Metastatic sarcoma has poor
prognosis with exception of pulmonary metasta-
ses in Ewing’s sarcoma and rabdomyosarcoma.
Overall cure rate of sarcomas is about 60-70%.

SOUCASNY VYSKYT NEONATALNI
ALOIMUNITNI TROMBOCYTOPENIE
A WISKOTTOVA-ALDRICHOVA
SYNDROMU U NOVOROZENCE

Sulovska L.1, Pospisilova D.1,
Ravéukova B.2, Freiberger T.2
IHematoonkologické oddéleni, Détskd klinika
FN Olomouc

2Centrum kardiovaskuldrni a transplantaéni
chirurgie, Genetickd laborator, Brno

Uvod: Wiskottav-Aldrichtiv syndrom (WAS) je
vzacné, geneticky podminéné onemocnéni
s dédi¢nosti vazanou na X chromozom, které se
projevuje trombocytopenii s malymi trombocyty,
ekzémem a recidivujicimi infekcemi. Zavaznost
klinického obrazu zavisi na typu mutace genu pro
WAS protein (WASP).

Popis pripadu: Trombocytopenie u prezento-
vaného pacienta byla diagnostikovana v prvnich
24 hodinéach Zivota, kdy byl ditéti podan trombocy-
tarni koncentrat pro generalizovany vysev pete-
chii a hodnotu trombocyti 20 x 109/1. Rodinnéa ana-
mnéza byla bez pozoruhodnosti. Ve 4 tydnech
zivota byl pacient hospitalizovan pro enteroragii
pfi trombocytopenii 25 x 109/1. Vzhledem k pozitiv-
nimu nalezu protilatek proti glykoproteintim
trombocytti (MAIPA) v séru ditéte i matky bylo vy-
sloveno podezieni na neonatalni aloimunitni
trombocytopenii (NAIT), ktera byla potvrzena. Ve
véku 2,5 mésict se v8ak objevil generalizovany ek-
zém, proto bylo nutno vyloué¢it WAS. Sekvenaéni
analyza genu pro WAS protein prokazala mutaci
v exonu 10, ktera vede k vyrazné zméné WASP
s pred¢asnym ukonéenim jeho syntézy. Pacient je
nyni sledovan v hematologické ambulanci. Je 1é-
¢en periodickym podavanim substituéni davky lid-
skych imunoglobulinti, pii projevech krvaceni jsou
podavany trombocytarni koncentraty. Po nalezeni
vhodného darce je planovano provedeni transplan-
tace kostni dfené.

Zavér: WASP je jednak soucasti trombocyt,
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ale také vSech hematopoetickych bunék véetné
kmenovych a ma kli¢ovou ulohu p#i organizaci cy-
toskeletu. Trombocytopenie je nasledkem zvySené
destrukce desti¢ek v retikuloendotelovém systé-
mu a soucasné jejich snizené produkce. Imunolo-
gicky deficit zasahuje slozZku humoralni zprostied-
kovanou B-lymfocyty i slozku bunéénou pies
T-lymfocyty. Jedinou moznosti 1é¢by je transplan-
tace kostni diené. Do budoucna se jako perspek-
tivni jevi i genova terapie. Na WAS je tfeba po-
myslet u kazdého ditéte s trombocytopenii,
pretrvavajicim ekzémem a recidivujicimi infekce-
mi dychacich cest. JelikoZ ispéSnost transplanta-
ce mimo jiné zavisi i na jejim nac¢asovani, diagnoé-
zu je nutné stanovit co nejdtive. Kombinace WAS
s NAIT dosud nebyla popsana.

POUZITI BETABLOKATORU V LECBE
PROBLEMATICKYCH HEMANGIOMU -
PRVNI ZKUSENOSTI

Cyprova S., Malis J., Ganevova M., Stara V.,
Kyn¢l M., Stary J.

Klinika détské onkologie a hematologie, FN Motol,
Praha

Uvod: Hemangiomy jsou benigni léze vzniklé
proliferaci endotelialnich bunék. Postihuji nejc¢as-
t&ji kuzi (80 % na hlavé a krku), mohou v§ak byt
postiZeny i vnitini organy (jatra, CNS) nebo sliz-
nice (larynx). PiestoZe vétsina hemangiomu nako-
nec spontanné zregreduje, ¢ast z nich muze pa-
cienta svym rustem nebo lokalizaci ohrozit
a vyzaduje okamZzitou systémovou 1écbu.

Donedavna bylo hlavni 1ééebnou modalitou po-
uziti kortikosteroidu, p¥ipadné interferonu
a vinkristinu. V posledni dobé se objevily zpravy
o uspésné aplikaci betablokatora (Christine Léau-

té-Labreze, Bordeaux Children’s Hospital, Fran-
cie, New Engl. J. Med. 2008 June; 12) v 1é¢bé pro-
blematickych hemangiom.

Metodika: Na KDHO jsme ve spolupraci
s Pediatrickou klinikou dosud 1é¢ili 3 pacienty (div-
ky) s problematickymi hemangiomy. U dvou pa-
cientek byl hemangiom lokalizovany na obliceji,
u tieti na obliceji, v orbité a v subglotické oblasti.
Vs&echny pacientky byly predléceny kortikosteroidy
od prvnich mésict Zivota s nedostate¢nym efek-
tem, u ditéte s hemangiomem v subglotickém pro-
storu bylo nutné zavedeni tracheostomie.

Vstupné bylo u v§ech pacientt provedeno kom-
plexni kardiologické vySetteni (EKG, ECHO, Hol-
ter) a kontrola glykémie. Byly podavany betablo-
katory (propranolon, metipranol) v pocateéni
davce 0,5 mg/kg/den, rozdélené do 3 davek po 8 ho-
dinach v den 0-5, denné monitorovany TK a TF.
V den 5 jsme opakovali komplexni vySetieni
(EKG, ECHO, Holter, glykémie) a zvysili davku
betablokatort na 1 mg/kg/den. V den 10 opét pie-
Setieni a zvySeni davky betablokatort na cilovou
davku 2 mg/kg/den. Vzhledem k dobré toleranci
pokracovala 1é¢ba ambulantné, déti jsou pravidel-
né kardiologicky vySetifovany.

Predpokladania doba 1écby je 3—4 mésice,
v piipadé trvajiciho efektu i déle. U hemangiomt
v obliéeji byl v prvnich dnech po podani patrny
promptni efekt 1ééby — zblednuti, zméknuti léze
stejné jako u reportovanych pacientt, regresi he-
mangiomu v subglotické oblasti jsme zaznamena-
li endoskopicky a na MRI. Zadné z déti nemélo
projevy nezadoucich d¢inku betablokatora.

Zavér: PrestozZe jde v piipadé zahrani¢nich pra-
ci i na nasem pracovisti o malé soubory pacienta,
jevi se 1é¢ba problematickych hemangiomt beta-
blokatory jako velmi iéinn4, elegantni a relativné
bezpeéna a tudiz plné indikovana jako metoda
prvni volby u problémovych hemangiom?.

SEKCE KAZUISTIKY

EPULIS CONGENITUS - VZACNY NADOR
NOVOROZENECKEHO VEKU

Dolezel Z.1, Wechsler D.1, Janeéek D.2
1Pediatrickd klinika LF MU a FN Brno
2Klinika détské ORL LF MU a FN Brno

Uvod: Termin/slovo ,epulis* ma sviij ptvod
v Fectiné a volné pielozeno znamena ,vychézejici
z dasné“ nebo ,absces dasné“.

Popis piipadu: U novorozence (PH 3500 g, dél-
ka 52 cm) Zenského pohlavi byl pii narozeni zjis-
tén z dutiny Gstni vyrazné prominujici temné cer-
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veny utvar. Prenatalni ultrasonografické vysetie-
ni plodu neprokazalo Zadnou abnormitu. Téhoten-
stvi i porod ditéte probéhly zcela fyziologicky
(Apgarové skore 9, 10, 10). Dité bylo po porodu
v dobrém celkovém stavu, dychalo bez dyspnoe
a pfi prvnim klinickém vySetieni pediatrem neby-
la zjisténa zadna doprovodnéa anomalie. Podrob-
né&jsi vySetieni dutiny tstni ukazalo, Ze nador (roz-
méry 5 x 3 x 1 cm) kratsi stopkou vychazi
z alveolarniho vybézku maxily a intermitentné té-
méi cely vystupuje z tstni dutiny. Exstirpace tu-
moru byla u novorozence provedena ve staii 48 ho-
din v lokalni anestezii. Histologické vySetieni
prokazalo, Ze se jedna o kongenitalni epulis (KE).




Paty den po odstranéni KE byl novorozenec pro-
pustén domu, bezproblémoveé byl kojen a operaéni
rana se hojila bez komplikaci. V pribéhu nasledu-
jicich 2 mésica se dité vyvijelo zcela norméalné,
vCetné nalezu v dutiné dstni.

KE byva také oznacovan jako kongenitalni gin-
givalni tumor z granularnich bunék nebo podle
autora prvniho popisu Neumannav nador (Neu-
mann E., Arch. Heilk. 1871; 12: 189). Nejéasté&ji
KE vychéazi ze sliznice alveolarniho vybézku maxi-
ly, miva hladky povrch a vétsinou syté az lividné
¢ervenou barvu. Spojeni s alveolarnim vybézkem
Celisti je Casto stopkaté a nador tak muze byt
znacné pohyblivy. Velikost KE je variabilni — od
nékolika milimetrt do témé# 10 cm. V 10 % publi-
kovanych pozorovani byl popsan nalez vicecetné-
ho KE. Predispozice KE je uvadéna u novorozenct
zenského pohlavi (pomér Zeny:muzi 8:1). Pokud
ma KE vétsi rozméry, muze byt detekovan jiz pre-
natalné. Asociace s jinymi vrozenymi anoméaliemi
neni u KE uvadéna. V diferencialni diagnostice
KE je tfeba zvazit: hemangiom, lymfangiom, rab-
domyom, fibrom nebo heterotopickou cystu GIT.
Lécéba KE je chirurgicka. Prognéza po exstirpaci
KE je pfizniva, nebot neni popisovana ani reku-
rence tumoru, ani jeho nepfiznivy vliv na rozvoj
dentice.

Zavér: KE je benigni a velmi vzacny nador no-
vorozeneckého obdobi (doposud je publikovano ne-
celych 200 pozorovani).

CONGENITAL EPULIS - A RARE
NEONATAL TUMOR

Dolezel Z.1, Wechsler D.!, Janeéek D.2

IDept. of Pediatrics, Medical School of Masaryk Univ.
and Univ. Hosp. Brno, Czech Republic

2Dept. of Pediat. Otorhinolaryngology, Medical School of
Masaryk Univ. and Univ. Hosp. Brno, Czech Republic

Introduction: The word ,epulis“ previously
described for the lesion is derived from Greek
word and means ,on the gum® or ,gum boil“.

Case report: A newborn girl (birth weight
3500 g, body lenght 52 cm) was referred to our de-
partment for a mass protruding from her mouth.
Prenatal ultrasound of the fetus and pregnancy
were without abnormalities. The infant was born
on 38th week of gestation (Apgar score 9, 10, 10)
with normal breathing. At birth a firm peduncula-
ted pink tissue mass was found protruding from
the mouth. The mass (size 5 x 3 cm) was attached
to the gingiva of the maxilla by a stalk measuring
1 ecm. No other pathologic findings were noted by
clinical examination. The newborn was operated
2 days after birth on local anestesia. The operati-
ve and postoperative course was normal. Oral fee-

dings were instituted on the first postoperative
day and newborn was discharged 5th day after
surgery. Histologic evaluation of the tumor confir-
med the diagnosis of congenital epulis (CE). The
infant did not receive any other treatment and
her clinical condition remained stabile during
2 months follow-up.

CE is also known as congenital granular cell tu-
mor, or as Neumann’s tumor after first published
case (Arch. Heilk. 1871; 12: 189). CE arises from
the mucosa of the gingiva most commonly from
the maxilla. Reported size of CE varies from seve-
ral millimeters to 10 cm. CE is most common in
females, with a female-to-male ratio 8:1. Although
many CE are single, in 10% of reported cases we-
re multiple. The recommended treatment is
prompt surgical resection. Recurrences of the CE
and damage to future dentition have not been
published. The differential diagnose includes he-
mangioma, lymphangioma, fibroma, rhabdomyo-
ma, and heterotopic GIT cysts.

Conclusion: CE is benign, seen only in the
newborn, and very rare (less than 200 cases were
reported to date).

RARITNI PRICINY NALEZU )
ZANETLIVYCH ZMEN V MOZKOMISNIM
MOKU

Heinige P, Fajt M., Dedek V., Sadlo M.,
Pohl J., Havranek J.

Pediatricka klinika IPVZ a UK 1. LF, Fakultni
Thomayerova nemocnice, Praha

Autoti ve sdéleni piredkladaji dvé kazuistiky pa-
cientd s akutné vzniklymi ptiznaky, které budily
podezieni na neuroinfekci a u kterych byl proka-
zan v ramci vstupnich vySetieni patologicky seroz-
ni nalez v mozkomisnim moku, nicméné v obou
ptipadech byla kone¢na diagndza jina nez neuro-
infekce.

V prvnim ptipadé se jednalo o osmnactiletého
muZze s progredujici alteraci védomi béhem 24 ho-
din. V ramci vstupnich vySetieni byla provedena
lumbalni punkce s nalezem obrazu serézniho za-
nétu, coz vedlo vzhledem ke klinickému stavu
k ¢asnému zahajeni 1écby a rezimovych opatieni
prislusejicich aseptické meningoencefalitidé. Za-
roven jsme pokracovali v diferencialné diagnostic-
kém vysSetiovani, i vzhledem k patologickym uka-
zatelim pruabézné provadénych laboratornich
vySetieni. Roz§ifena toxikologicka analyza proka-
zala akutni intoxikaci etylenglykolem. Asociace
mezi intoxikaci touto latkou a patologickym mo-
kovym nalezem byla v zahranié¢ni literatute jiZ po-
psana, v Ceské literatuie jsme podobny popis za-
tim nenalezli.
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Ve druhém ptipadé se jednalo o recidivujici ata-
ky polymorfnich obtiZi s klinickym obrazem sepse
a znamkami meningealniho drazdéni u patnacti-
leté divky s agenezi pravé ledviny a hydronefrézou
solitarni ledviny (v dobé popisovanych obtizi krat-
ce na zajistovaci 1é¢bé Triprimem). P¥i vSech tiech
atakach byly zjistény vysoce zvySené parametry
zanétu, divka byla 1é¢ena antibiotiky a opakované
byla velmi podrobné vylu¢ovana loziska infekce,
vzdy s negativnimi nalezy. P¥i vSech atakach byl
pozitivni nalez v mozkomi$nim moku s vysokou
proteinorhachii a jen s mirné zvySenym poétem
bunék nad fyziologickou normu. Po tieti atace by-
la anamnesticky vysledovana vyznamna ¢asova
souvislost mezi vznikem potizi a podanim trime-
toprimu. Po jeho vysazeni je pacientka az dosud
bez obtizi, stav uzavirame jako timto chemotera-
peutikem indukovanou meningitidu. Podle literar-
nich ddaju jde o jeden z velmi vzacnych nezadou-
cich uc¢ink tohoto 1éku.

RARE CAUSE OF INFLAMMATORY
CHANGES IN CEREBROSPINAL FLUID

Heinige P., Fajt M., Dedek V., Sadlo M.,
Pohl J., Havranek dJ.

Pediatric Clinic of Thomayers Teaching Hospital and
Charles University, Prague, Czech Republic

There are presented cases of two patients with
acute onset of symptoms suspected of infection of
central nervous system, with detection of patologic
— asseptic finding in cerebrospinal fluid. In both
cases the final diagnoses were not neuroinfection.

The first one is a male, eighteen years old with
progressing alteration of consciousness within 24
hours. Within the frame of the first investigation
was made a lumbar punction with finding of as-
septic inflammation, that led us to start appropri-
ate treatment of asseptic meningoencephalitis. At
the same time we continued with diferential dia-
gnosting and the extensive toxicologic analysis
showed the acute intoxication by ethylenglykol.
The association between that substance and
a patologic cerebrospinal fluid finding was descri-
bed allready in foreign literature. In Czech litera-
ture we did not find that.

The second patient is a female fifteen years of
age, with agenesis of the right kidney and
a hydonefrosis of the left one (in time of illness
short time using Triprim), presented with repea-
ted episodes of headake, clinical symptoms of se-
psis and meningeal syndrom. In all of the three
episodes there were highly elevated laboratory
marks of inflammation. The patient was treated
by antibiotics and widely investigated to find the
locus of bacterial infection, allways negative. In all
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the three episodes we found patologic cerebrospi-
nal fluid with high level of protein and just a little
elevated count of cells. After the third episode we
found the significant connection between the on-
set of difficulties and a application of trimetoprim.
After stop of using this drug the patient has no
more probleme. We close the diagnosis as a drug
induced meningitis.

VIACPOCETNE MIKROABSCESY
V SLEZINE U 2-MESACNEHO KOJENCA

Havlicekova Z.1.2, Jesennak M.1:2, Mikler J.1,2,
Zubrikova L.1.2, Banov¢in P.1,2

IKlinika deti a dorastu, JLF UK a MFN, Martin,
Slovensko

2Centrum experimentdlnej a klinickej respirolégie, JLF'
UK, Martin, Slovensko

Ciel: Autori prezentuju kazuistiku kojenca
s anamnézou opakovanych akutnych infekcii —
véasnou novorodeneckou sepsou, akidtnou gastro-
enteritidou a bronchopneuméniou. Vo veku 2 me-
siacov bol klinicky priebeh bronchopneumoénie
komplikovany rozvojom viacpoéetnych mikroabs-
cesov v slezine, ktoré boli tispesne zvladnuté dlho-
dobou intravenéznou antibiotickou a antimyko-
tickou liec¢bou.

Metody: Pri vySetrovani boli pouzité laboratér-
ne metédy imunologickej a genetickej diagnosti-
ky.

Vysledky: Na zaklade vysledkov imunologic-
kého vySetrenia bola suponovana porucha
v oblasti fagocytarnej aktivity — chronické granu-
lomatézna choroba. Genetickym vySetrenim bola
potvrdena autozomalne recesivna forma chronic-
kej granulomatéznej choroby, zapri¢inena bodovou
mutaciou v NCF2 géne. Klinicky stav dietata je
v sucasnosti na dlhodobej profylaktickej antibio-
tickej a antimykotickej lie¢be stabilizovany.

Zavery: Chronicka granulomatézna choroba je
najcéastejsia vrodena porucha funkcie fagocytuja-
cich buniek. Vrodeny deficit NADPH-oxid4zového
systému vedie k neschopnosti tvorit kyslikové ra-
dikaly s naslednou neschopnostou zabijat fagocy-
tované katalazapozitivne baktérie a plesne
a dysfunkcii lyzozomalnych degradacénych enzy-
mov podmienujicou tvorbu granulémov. Zakla-
dom manazZmentu pacientov je zavedenie profy-
laktického antimikrobiilneho rezimu s dlhodobou
antibiotickou a antimykotickou liecbou, ktoré vy-
znamne zlep§ili prognézu ochorenia. Nadejou do
budtcnosti su vSak terapeutické pristupy vyuzi-
vajuce transplantaciu krvotvornych buniek
a génovu terapiu.

Tdto prdca bola podporend projektom “Centrum




experimentdlnej a klinickej respirolégie”, ktory je
spolufinancovany zo zdrojov ES — Eurépskeho fon-
du regiondlneho rozvoja.

MULTIFOCAL SPLENIC
MICROABSCESSES IN 2-MONTHS-OLD BOY

Havlicekova Z.12, Jesenniak M.1,2, Mikler J.1,2,
Zubrikova L.1,2, Banov¢in P.1,2

IDepartment of Paediatrics, Comenius University in
Bratislava, Jessenius School of Medicine, Martin, Slo-
vakia

2Center of Experimental and Clinical Respirology,
Comenius University in Bratislava, Jessenius School
of Medicine, Martin, Slovakia

Aims: Authors present a case of 2-months-old
infant boy with a history of various acute infec-
tions — early neonatal sepsis, acute gastroenteritis
and bronchopneumonia. The clinical course of
bronchopneumonia was complicated with the de-
velopment of multifocal splenic abscesses in his
second month of life. The abscesses were success-
fully treated with long-term antibiotic and anti-
mycotic therapy.

Methods: Laboratory, immunological and ge-
netic methods were used for determination of the
diagnosis.

Results: Immunological tests revealed the dia-
gnosis of chronic granulomatous disease, an inhe-
rited disorder of phagocytic cells. Genetic investi-
gation confirmed autosomal recessive form of the
disease, caused by a point mutation of the NCF2
gene. Clinical course of the disease is good actual-
ly.

Conclusions: Chronic granulomatous disease
is the most common inherited disorder of phagocy-
tic cells, results from an inability of phagocytes to
produce bactericidal superoxide anions (O2-). This
leads to recurrent life-threatening bacterial and
fungal infections caused by catalase-positive orga-
nisms. Inflammatory respond and lysosomal dys-
function leads to the granulomas formation. Anti-
microbial and antimycotic prophylaxis and early
and aggressive treatment of infections improved
the prognosis and final outcome of the patients
with chronic granulomatous disease. Haemato-
poietic stem cell transplantation and gene thera-
py are promising therapeutic approach for the fu-
ture.

The study is performed in Centre of Experimen-
tal and Clinical Respirology co-financed by Euro-
pean Regional Development Fund.

PREKVAPIVA(?) MOZNA PRICINA
BOLESTI NA HRUDNIKU U DIVKY
S EPILEPSII A NON-COMPLIANCE

Bouchalova K., Neklanova M., Karaskova
E., Mihal V.
Deétska klinika, LF UP a FN Olomouc

P#i¢ina bolesti na hrudniku ztstava vétsinou
nevysvétlena. Diferencidlni diagnostika zahrnuje
poranéni hrudniku, kostochondritidu, Tietztiv syn-
drom, plicni a vzacnégjsi kardiologicky ptvod.

V kazuistice bychom radi ukazali jinou moZnou
pfi¢inu bolesti. Sestnactileta divka s anamnézou
epilepsie od mladsiho §kolniho véku, 3 roky bez
potizi, 1ééena kyselinou valproovou. V piedchorobi
zlomenina kotniku a kolapsovy stav pired mési-
cem. V noci pfivezena na détskou kliniku Rychlou
zéchrannou sluzbou poté, co 1ékai podal nitrozilné
MgSO,. Vecer byla s kamaradkami na vychazce,
vypila néco piva, zatocila se ji hlava, méla pocit
horka, tlaku na hrudniku, na chvili ztratila védo-
mi. Probudila se s bolesti hlavy, vidéla rozmaza-
né. Porucha védomi se jednou opakovala, podle
svédku kiefe neméla. Navykové latky, kromé par
lokt piva popiela. Pii piijeti tachykardie, hyper-
tenze, zpomalen4, ale zietelna feé, ostatni fyzikal-
ni nalez fyziologicky. Zakladni laboratorni vySetie-
ni v normé; hladina valproatu pod terapeutickym
rozmezim potvrzovala non-complianci. Nasleduji-
ci den byla divka velmi unaven4, spala. Bolesti na
hrudniku ustaly. Neurolog ji vySettil s fyziolo-
gickym nalezem a zavérem paroxyzmalni stav, di-
ferencialné diagnosticky hyperventilaéni ataka
s kolapsem, epilepticky paroxyzmus. Divka neu-
rologovi popsala stav tak, ze dominovaly bolesti
na hrudniku. V celkové dobrém stavu byla tieti
den piipravena k propusténi. Toxikologicky nalez
marihuany byl prekvapivy. Po telefonické konzul-
taci s neurologem opravujeme diagnosticky zavér
na paroxyzmalni stav s bolestmi na hrudi, velmi
pravdépodobné toxicky vliv kanabinoida.

Marihuana a alkohol jsou nejpopularnéjsi na-
vykové latky u adolescentt. Marihuana ovliviiuje
psychiku a ma halucinogenni uéinky. Uzkost se je-
vi zavisla na davce (nizkd ma anxiolyticky efekt,
vy$8i pasobi tzkostné chovani a aktivuje osu hy-
potalamus-hypofyza-kira nadledvin). Marihuana
zpusobuje kratce po poziti tachykardii, hyperten-
zi, u zkuSenych konzumenta tachypnoi. Mtize pt-
sobit bolesti na hrudniku, av8ak lze ji detekovat
u adolescentt s bolesti na hrudniku i u zdravych
jedinct. Nové prace ukazuji marihuanu i jako pti-
¢inu pneumotoraxu a koronarniho vazospazmu.
Marihuana pravdépodobné neni vzacnou p¥i¢inou
bolesti na hrudniku u adolescentt, téma vyzadu-
je dalsi studium.
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A SURPRISING POSSIBLE CAUSE OF
CHEST PAIN IN AN ADOLESCENT GIRL
WITH EPILEPSY AND NON-COMPLIANCE

Bouchalova K., Neklanova M., Karaskova
E., Mihal V.

Department of Pediatrics, Medical Faculty, Palacky
University and Teaching Hospital Olomouc,

Czech Republic

The cause of chest pain is often obscure. Thorax
trauma, costochondritis, Tietz syndrome,
a pulmonary and rarely cardiac etiology are inclu-
ded in the differential diagnosis.

We describe another possible cause of chest
pain in a 16-year old girl with a history of epilep-
sy from early school age who had been symptom
free for 3 years and treated with valproate acid.
Ankle fracture and collapse one month earlier we-
re in her medical history. She was admitted to our
Pediatrics Clinic after transferral by the Rescue
Service whose physician had administered MgSO,
1i.v. She had been for an evening walk with friends,
had drunk a small amount of beer, felt strange
with dizziness, a burning sensation and chest
pain. She lost consciousness for a while. On reco-
very, she complained of headache and blurred vi-
sion. She lost consciousness again but according
to witnesses there were no convulsions. Drugs,
excluding the small amount of beer were initially
denied by the girl herself. Tachycardia, hyperten-
sion, slowed but understandable speech were pre-
sent on admission, while other findings were nor-
mal. Basic laboratory assessment was also
normal. However the valproate level below the
therapeutic limits showed non-compliance. She
was very tired and sleepy the following day. The
chest pain resolved. The neurological examinati-
on was normal and concluded a paroxysmal sta-
tus; hyperventilation with collapse and epileptic
paroxysm were included in the differential diagno-
sis. The girl described her symptoms to the neuro-
logist as chiefly chest pain. On the third day after
admission, she was in overall good condition and
preparing to go home. The subsequent toxicology
finding of marijuana was surprising. The initial
diagnosis was corrected after a phone call and con-
sultation with the neurologist as a paroxysm with
chest pain, very possibly caused by cannabinoids.

Marijuana and alcohol are the most common
recreational drugs in adolescents. Marijuana in-
fluences both cognition and mood and, is halluci-
nogenic. The effects on anxiety appear to be dose-
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dependent (low doses are anxiolytic, higher doses
produce anxiogenic behaviour and activate the hy-
pothalamo-pituitary-adrenocortical axis). It is as-
sociated with tachycardia and hypertension short-
ly after use, and with tachypnea in the
experienced user. It may also cause chest pain alt-
hough marijuana can be detected both in patients
with chest pain and controls without. Pneumotho-
rax and coronary vasospasm resulting from mari-
juana use have been described in recent publica-
tions. Marijuana is probably not a rare cause of
chest pain in adolescents, further research is nee-
ded.

Supported by grants Educational network buil-
ding — No. 211100101 and Website support crea-
tion — No. 211100071.

KLUB DVOJCAT A VICERCAT OLOMOUC

Starostikova Z., Tenglerova P.
Klub dvojéat a viceréat Olomouc pii MC Herfmdnek,
Olomouc

Prostiedi rodiny se méni v souvislosti
s narozenim dvojéat. Rodiny s dvojéaty jsou vysta-
veny naprosto odliSnym zkuSenostem a prozit-
ktim, béhem naro¢ného Zivota s dvojcaty, nez je to-
mu u rodin s jednim ditétem ¢i détmi narozenymi
po strance fyzické, psychické, ekonomické i so-
cialni.

Klub dvojéat a viceréat Olomouc vznikl
v Olomouci v roce 2007 jako oblanské sdruZeni
maminek dvojcat, které citily potiebu sdélovat si
své zkuSenosti a iesit problémy spolec¢né.

Duvodem pro existenci Klubu dvojéat a vicercat
jsou mimo jiné i tyto skuteénosti: P¥ibyva rodin,
ve kterych se narodi dvojéata. Na pocatku deva-
desatych let znamenal p¥iblizné kazdy 110. porod
narozeni dvojéat, v roce 2008 to byl jiz kazdy 48.
Byt rodi¢i dvojéat piredstavuje jedineénou zkuse-
nost. Pro rodiny s dvojcéaty vSak stale neexistuje
dostatek specifickych informaci, rad a podpory
spojenych s narozenim vice déti soucasné. Rodiny
s dvojéaty jsou obecné vystaveny vétsi fyzické
a psychické zatézi. Rovnéz ekonomické a socialni
naroky predstavuji pro rodiny vyssi zatizeni nez
v pFipadé narozeni jednoho ditéte.

Nasi snahou je nabidnout ¢i zprostiedkovat in-
formace, podporu, poradenstvi a pomoc formou
webovych stranek, pravidelnych setkani s prog-
ramem, poradanim prednasek a besed. A to pre-
devsim: rodi¢tm, kteii oekavaji narozeni dvojéat;
rodinam, které funguji bezproblémoveé a chtéji sdi-
let radost z déti; tém, ktefi se jen pottebuji ubez-
pecit o svém pohledu; tém, kteti se chtéji poradit




o pfipadnych pochybnostech ¢i nejistoté; tém, kte-
i prozivaji konkrétni tézkosti, souvisejici
s vychovou ¢i fungovanim rodiny jako celku.

Cile ¢innosti Klubu dvojéat a vicercat: Po-
vzbuzovat a podporovat rodi¢e dvojéat a vicercat;
zvySovat verejnou a odbornou informovanost
o specialnich potfebach rodin s dvojcaty
a viceréaty; poskytovat informace a publikace
o dvojéatech a viceréatech; iniciovat vzdélani
a podporovat vyzkum potieb rodin s détmi
z viceCetnych porod; zalozit a rozvijet sit s mistni,
oblastni a celorepublikovou ptisobnosti; navazo-
vat, udrzovat a rozsifovat spojeni s ostatnimi své-
tovymi organizacemi vénujicimi se potiebam dvoj-
¢at a vicercat; poskytovat a rozvijet podminky
k dosazeni vySe uvedenych cilu.

Rodiny s dvojéaty se schazi pravidelné jednou
mésiéné v mateirském centru Hefmanek v Olo-
mouci. Vice na www.mc-hermanek.cz/dvojcata.

their day-to-day family problems and nurture of
their twins; they search for support of similary
,blessed” families.

Since 2008 we have organised lectures for futu-
re parents of twins and multiples in Olomouc (re-
gularly free times a year).

The aims of our activities is to root for support
parents of twins and multiples, to enchange pub-
lic and special foreknowledge about special needs
of families with twins and multiples, to offer in-
formation and publication about twins and multi-
ples, to initiate education and support research
needs of families with twins and multiples, to es-
tablish and evolve net with local, regional and re-
public scopes, to connect, keep and broaden out
connection with the others world-wide organiza-
tions attending to needs of twins and multiples, to
offer and support potential to achieve above-men-
tioned aims.

TWINS AND MULTIPLE BIRTH CLUB
OLOMOUC

IBANDRONAT V LECBE OSTEOPOROZY
U DOROSTENCE

Starostikova Z., Tenglerova P.
Twins and Multiple Birth Club Olomouc, Mother
Centre Hermanek, Olomouc, Czech Republic

Family background is changing in context of
twins birth. The family experience of expecting
and parenting twins is decidedly different from
that of a singleton pregnancy and parenthood.
Twin presence in the family is associated with
substantial physical, psychological, economic and
social consequences for both families and society.

The Twins and Multiple Birth Club in Olomouc
was founded in 2007 as the community of mothers
with twins who needed to share their experience,
to solve their problems together. The Club works
on the bases of a self-helped group and solidarity.

Twin families meet in the Mother Centre Her-
manek in Olomouc, we invited experts to discus-
sions meetings (psychologists, speech therapists,
etc.) and also grown-up twins and their experien-
ced parents once a month. The twin parents can
discuss their problems here and find help and sup-
port. Our activities also include consulting aid in
a social sphere for families and families with han-
dicapped children.

We can offer various booklets about the twins
(twins breastfeeding, prams, sibling of twins, tri-
plets...), a clinic for families with twins and tri-
plets (counseling psychology, educational guid-
ance, lactational and educational clinic;
individual, family or group meeting).

Mostly they are twin families who are under
much higher physical and mental pressure and
can hardly find enough strength for managing

Kutilek S., Plasilova I., Némec V.
Détské oddéleni Pardubické krajské nemocnice,
Pardubice

Uvod: Kyselina ibandronova je vysoce uéinny
bisfosfonat, ktery patii do skupiny aminobisfosfo-
nata, ptsobi selektivné na kostni tkan a specificky
inhibuje aktivitu osteoklasti bez piimého ovliv-
néni kostni novotvorby. Ibandronat v davce
150 mg 1x mési¢né je registrovan pro 1é¢bu osteo-
porézy u postmenopauzalnich Zen se zvySenym ri-
zikem zlomenin. Dosud neexistuji iidaje o jeho
pouziti v 1éEbé osteopordzy/kostni fragility
v détském a dorostovém véku.

Kazuistika: 17lety chlapec je sledovan endo-
krinologem pro vysoky vzrust nejasného ptvodu
a vyraznou asthenii: vyska 192 cm (+2 SD), hmot-
nost 65 kg (-0,5 SD), BMI 17,6 (-1,6 SD). Marfa-
nuv syndrom a homocystinurie byly vylouceny.
Mezi 13. a 17. rokem véku prodélal 4 fraktury
dlouhych kosti po neadekvatnim traumatu. Denzi-
ta kostniho mineralu (BMD) v oblasti bederni pa-
tefe méfena metodou DXA byla 0,778 g/cm?2
(Z-skore -4,4 SD), sérové hodnoty C-terminalniho
telopeptidu (CTx) a a osteokalcinu svédéily pro
zvySeny kostni obrat, hladina S-PTH byla
v normé. Vzhledem k anamnéze fraktur a nalezu
nizké BMD byl nasazen alendronéat per os (70 mg
1x tydné), ktery ovSem pacient Spatné snasel, ob-
jevily se bolesti epigastria. Po jednom mésici byl
alendronat nahrazen ibandronatem podavanym
v davee 150 mg 1x mésiéné. Ibandronat byl velmi
dobte tolerovan, po 3 a 9 mésicich byl patrny po-
kles kostniho obratu (CTx, osteokalcin), po roce
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uzivani doslo k vyraznému narastu BMD
v bederni pateii (0,911 g/em?2; + 17 %; Z-skoére -3,1
SD), nevyskytly se Zadné nové fraktury ani nezéa-
douci pithody. V 1é¢bé se nadale pokracuje, pa-
cient je peclivé sledovan.

Zavér: Pouziti ibandronatu per os v détském ¢i
dorostovém véku dosud nebylo v literatute popsa-
no. Ibandronat muze piedstavovat novou
a vyhodnou alternativu v 1é¢bé détské osteoporo-

zy.

TROMBOZA RENALNI ZILY S PLICNI
EMBOLIZACI JAKO PRVNI PRIZNAK
LUPUSOVE NEFRITIDY

Skalova S.1, Minxova L.1, Lukes A.1,
Dédek P.1, Podhola M.2

IDétskd klinika, LF UK a FN Hradec Krdlové
2Fingerlandiiv tistav patologie, LF UK a FN Hradec
Kralové

Uvod: Systémovy lupus erythematodes (SLE)
je chronické autoimunitni onemocnéni, které mu-
Ze postihovat témér kazdy organovy systém. Re-
nalni postizeni se vyskytuje az u 70 % pacientq,
pri¢emz membrandézni lupusova nefropatie je po-
pisovana asi v 10-20 % ptripadt. Trombdéza renél-
ni zily a tézka hypoalbuminémie v dobé manifes-
tace onemocnéni jsou povazovany za markery
zavazné prognozy lupusové nefropatie.

Kazuistika: Jedenéactileta divka byla prijata
pro dechové obtize, pondmahovou dusnost
a nespecifické pfiznaky zahrnujici inavu, bolesti
hlavy, myalgie a otoky. Pti piijeti dominovala ve
fyzikalnim nalezu bledost s otoky viéek a dolnich
konéetin. Pii vySetteni biicha byla bolestiva pal-
pace v levé poloviné a byl pozitivni tapottement
vlevo. Ultrasonografickym vysSetienim byla dia-
gnostikovana tromboéza levé renalni Zily. Klinicky
i laboratorné byly pfitomny zndmky nefrotického
syndromu s proteinurii 16 g/24 h a hypoalbu-
minémii 11,8 g/l. Divka spliiovala 6 z 11 diagnos-
tickych kritérii pro SLE. Plicni sken potvrdil na-
sledné oboustrannou plicni embolizaci. Renalni
biopsii byla diagnostikovana lupusova membra-
noézni nefropatie (WHO typ Va). Byla zahajena 1é¢-
ba nizkomolekuldrnim heparinem a imunosupre-
sivni terapie s pulzy metylprednisolonu
a cyklofosfamidu. Antitromboticka terapie vedla
ke kompletni rekanalizaci levé renalni zily. Kom-
pletni remise lupusové nefritidy bylo dosazeno po
5 mésicich od zahijeni imunosupresivni terapie.

Zavér: Tromboembolicka ptihoda muZe byt
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prvni manifestaci u pacientt se SLE. Nasi kazuis-
tikou chceme na tento fakt upozornit pediatry, rev-
matology i nefrology.

RENAL VEIN THROMBOSIS WITH
PULMONARY EMBOLISM - FIRST
MANIFESTATION OF LUPUS

Skalova S.1, Minxova L.1, Lukes A.1,

Dédek P.1, Podhola M.2

IDepartment of Paediatrics, Charles University

in Prague, Faculty of Medicine and University
Hospital in Hradec Kralové, Czech Republic
2Fingerland’s Department of Pathology, Charles
University in Prague, Faculty of Medicine and
University Hospital in Hradec Krdlové, Czech Republic

Introduction: Systemic lupus erythematosus
(SLE) is a chronic autoimmune disease that can
affect almost any organ system with renal involve-
ment occuring in up to 70% of patients. Membra-
nous lupus nephropathy (MLN) represents
10-20% cases of lupus nephritis. Renal vein
thrombosis and severe hypoalbuminaemia at pre-
sentation are considered to be markers of poor
prognosis in membranous MLN.

Case report: 11-year old girl was admitted for
shortness of breath, post- training dyspnea and
nonspecific symptoms including fatigue, headache,
myalgia and oedema. On admission, she was pale
with oedema of eyelids and lower extremities. Pal-
pation of the left part of the abdomen was painful
and there was positive tapottement on the left
lumbar side. Left renal vein thrombosis was dia-
gnosed by ultrasonography. Laboratory investiga-
tion revealed nephrotic syndrome with proteinu-
ria 16 g/24 h and hypoalbuminaemia 11.8 g/l. She
fullfilled 6 of 11 criteria for SLE. Bilateral pulmo-
nary embolism was diagnosed subsequently by
lung perfusion scan. Renal biopsy revealed pure
membranous nephropathy (WHO type Va). Treat-
ment with low-molecular weight heparin was ini-
tiated together with immunosupressive therapy
consisting of methylprednisolone pulses followed
by intravenous cyclophosphamide pulses. Anti-
thrombotic therapy resulted in complete recana-
lisation of the left renal vein. Complete remission
of lupus nephritis was achieved after five months
from starting immunosupressive therapy.

Conclusion: Thromboembolism can be one of
the first manifestations of SLE. Paediatricians,
rheumatologists and nephrologists should be awa-
re of this fact.
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OSETROVATELSKA PECE VNEONATOLOGII

ALIANCIA NNN PRE RIZIKOVYCH
NOVORODENCOV

Boledovic¢ova M., Kristofova E.

Katedra osetrovatelstva, Fakulta socidlnych vied
a zdravotnictva, Univerzita Konstantina Filozofa,
Nitra, Slovensko

Cielom bolo vybrat subory pre oSetrovanie rizi-
kovych novorodencov z klasifikaénych systémov
NANDA, NIC a NOC.

Metody: So sestrami Novorodeneckej kliniky
FN v Nitre sme obsahovej analyze podrobili klasi-
fika¢né systémy NANDA, NIC, NOC a Delfskou
technikou opakovane prehodnocovali, az sme do-
speli k vyberu najvhodnejsich sdborov.

Vysledky: Z NANDA taxonémie sme vybrali
oSetrovatelské diagnézy NaruSené prehltanie;
Oslabené dychanie; Neefektivne dychanie; Znize-
ny srdcovy vydaj; Riziko pretazenia opatrovatela;
Riziko oslabenia vézby rodiéov a dietata; Neefek-
tivne dojéenie; Strach; Uzkost; Neefektivne zvla-
danie zataze; Riziko infekcie; Neefektivna prie-
chodnost dychacich ciest; Neefektivna odolnost;
Riziko narusenia kozZnej integrity; Riziko aspira-
cie; Neefektivna termoregulacia; Riziko nevyvaze-
nej telesnej teploty; Hypotermia; Hypertermia;
Akutna bolest; Riziko oneskoreného vyvinu. Zo
systému NIC: Kyslikova terapia; Manazment dy-
chacich ciest; Zavedenie a stabilizacia dychacej
trubice; Termoreguléacia; Ochrana pred infekciou;
Klokankovanie; Monitorovanie novorodenca; Sta-
rostlivost o pupo¢nik; Starostlivost o novorodenca;
Fototerapia novorodenca; Dotyk; Podpora vztahu;
Nenutri¢né sanie; Poradenstvo pri laktacii. Zo
systému NOC: Organizacia starostlivosti
o nedonosené dieta; Adaptacia novorodenca; Vyvoj
dietata 1 mesiac; Kardiopulmonalne funkcie; Vi-
talne funkcie; Tazka infekcia: novorodenci; Vztah
—rodi¢ — dieta; Vedomosti: oSetrovanie nedonose-
ného dietata; Utast rodiny na oSetrovani; Termo-
regulacia: novorodenec; Zaciatok dojéenia: dojca;
Zaciatok doj¢enia: matka; Vztah medzi rodi¢om
a dietatom; Vedomosti: starostlivost o dieta; Vedo-
mosti: dojéenie; Vedomosti: bezpeénost dietata.

Zaver: Sestry musia byt schopné merat
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a zdokumentovat vysledky osSetrovatelskej sta-
rostlivosti u dietata a k tomu je potrebné pouziva-
nie spolo¢ného jazyka, terminov a merania a tuto
moznost pontkaju uvedené klasifikaéné systémy.

NNN ALLIANCE FOR HIGH-RISK
NEWBORN

Boledovic¢ova M., Kristofova E.

Department of Nursing, Faculty of Social Sciences and
Health Care, Constantine the Philosopher University,
Nitra, Slovakia

The aim was to choose files for nursing the
high-risk newborn from the NANDA, NIC and
NOC classification systems.

Methods: Together with the nurses from the
Nitra Neonatal Clinic we annalyzed classification
systems NANDA, NIC and NOC. We evaluated
them repeatedly using the Delphi technique, until
we came to a selection of the most suitable files.

Results: We chose following nursing diagnosis
- from the NANDA taxonomy: Impaired Swallo-
wing; Impaired Spontaneous Ventilation; Inffecti-
ve Breathing Patterns; Decreased Cardiac Output;
Risk for Caregiver Role Strain; Risk for Impaired
Attachment; Ineffective Breastfeeding; Fear; An-
xiety; Ineffective Coping; Risk for Infection; Inef-
fective Airway Clearance; Ineffective Protection;
Risk for Impaired Skin Integrity; Risk for Aspira-
tion; Ineffective Thermoregulation; Risk for Imba-
lanced Body Temperature; Hypothermia; Hyper-
thermia; Acute Pain; Risk for Delayed
Development. From the NIC system: Oxygen The-
rapy; Airway Management; Airway Insertion and
Stabilization; Temperature Regulation; Infection
Protection; Kangaroo Care; Newborn Monitoring;
Newborn Care; Tube Care Umbilical; Photothera-
py: Neonate; Touch; Attachment promotion; Non-
nutritive Sucking; Lactation Counseling. From the
NOC system: Preterm Infant Organization; New-
born Adaptation; Child Development: 1 Month,;
Cardiopulmonary Status; Vital Signs; Infection
Severity: Newborn; Parent-Infant Attachment;
Knowledge: Preterm Infant Care; Family Support
During Treatment; Thermoregulation: Newborn;




Breastfeeding Establishment: Infant; Breastfee-
ding Establishment: Maternal; Knowledge: Infant
Care; Knowledge: Breastfeeding; Knowledge:
Child Physical Safety.

Conclusion: Nurses must be capable to mea-
sure and to document the findings of nursing ca-
re of children. To achieve this, it is necessary to
use a common language, concepts and measure-
ments, which are presented in the mentioned clas-
sification systems.

BEZPECNOST OSETROVATELSKYCH
POSTUPU V PECI O NOVOROZENCE

Fendrychova dJ.
NCO NZO Brno, katedra ARIPP

Cil: Cilem studie je upozornit sestry na vSech
tsecich péce o novorozence na nezbytnost tvorby
doporucenych oSettovatelskych postupt pro nej-
tomaticky a mnohdy si ani neuvédomuji, Ze jiZ ne-
musi byt lege artis. Cilem doporucenych
oSettrovatelskych postupt je ovlivnit chovani zdra-
votnikd, omezit poéet pochybeni, zajistit bezpeé-
nost pacientu a zlep§it kvalitu péce.

Metody: Metodou prace je vybrat nejéastéjsi
oSettovatelské postupy, u kterych je zvysené rizi-
ko pochybeni a kde nové védecké poznatky méni
nazor na dosavadni zptsob péce a vytvorit z nich
tzv. doporucené oSetiovatelské postupy, ve kterych
bude na nové poznatky bran ztetel. Tyto postupy
pak prevést do jednoduché, snadno pochopitelné
a zapamatovatelné formy, ovérit je v praxi
a zajistit jejich distribuci mezi vSechny sestry pe-
¢ujici o novorozence. Toho by se méla ujmout pro-
fesni organizace, v tomto piipadé neonatologicka
sekce CAS.

Vysledky: Vysledkem prace bude sjednoceni
zédkladnich oSetiovatelskych postupt v pééi
o novorozence, které budou sestry vykonavat
s védomim, Ze jiZz nepracuji na zadkladeé tradice, ale
podle nejnoveéjsich poznatka a doporuceni.

Zavéry: Doporuceny oSetiovatelsky postup ma
byt standardizovany postup, ktery ma slouzit
k zajisténi vysoké drovné péce, protoze stanovuje
priority pécée a minimalizuje pochybeni. Neni to
ale piimo standard, kterym myslime platnou vse-
obecné pfijatou normu kvality ur¢itého aspektu
oSetfovatelské péce, ktera stanovi kritéria, podle
nichZz muze byt kvalita hodnocena. Takovy stan-
dard ma kazdé novorozenecké oddéleni na celou
radu vykont, ale protoZe si je sestry vytvarely sa-
my, vytvorily je také k ,obrazu svému“. Vzhledem
k tomu, Ze v nasich nemocnicich stale pievlada
konzervativni péce na zakladé tradice a nikoliv na
zakladé oSettovatelského vyzkumu, je vice nez

pravdépodobné, Ze na jeden jediny vykon ma kaz-
dé oddéleni (kazda nemocnice) zcela odlisny stan-
dard.

Doporuéeny oSetiovatelsky postup vSak neni
standard. Je pouze jeho ¢asti, ma byt jeho obra-
zem, shrnutim nebo formulaci a muzZe existovat
i ve vice forméach. MuzZe byt napsan jako ¢lanek,
jako nauény text plny odkazu a odrazek, jako ana-
gram nebo v8e dohromady. Jeden oSetiovatelsky
vykon muze dokonce mit i vice doporuéenych osSet-
rovatelskych postupt. VSechny v§ak musi respek-
tovat nové poznatky, a proto musi byt prubézné
dopliiovany nebo obménovany. Takové postupy
mohou byt vkladany do jiz zavedenych standardua.

SAFETY OF NURSING PRACTICES
IN CARE OF NEWBORN BABIES

Fendrychova J.

National Centre of Nursing and Other Health
Professions in Brno, Department of Anesthesiology,
Resuscitation, Intensive Care and Perioperative Care,
Czech Republic

Aim: The aim of the paper is to draw the atten-
tion of nurses in all areas of care of the newborn
babies to the necessity for the development of the
recommended nursing practices for the most com-
mon and most frequent interventions which are
carried out automatically and the nurses often do
not realize that they may not correspond to cur-
rent research findings. The goal of the recommen-
ded nursing practices is to influence the behavi-
our of the health care professionals, to reduce the
number of errors, to secure safety of patients and
to improve quality of care.

Methods: The method of work includes selecti-
on of the most frequent nursing practices with an
increased risk of error, where new research fin-
dings change the attitude to the existing way of
care, and the development of the so called recom-
mended nursing practices based on current fin-
dings. These practices will then be transformed in-
to a simple, easily understandable and easily
remembered form, tested in practice and commu-
nicated to all nurses caring for newborns. This
task should be carried out by a professional orga-
nization, in this case the Neonatology Section of
the Czech Association of Nurses.

Results: This work will result in unification of
basic nursing practices used in care of the new-
borns which will be performed by the nurses kno-
wing that they no more work on the basis of tra-
dition but on the basis of the most recent findings
and recommendations.

Conclusions: The recommended nursing prac-
tice is to be a standardized practice which should
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ensure high quality care because it determines the
priorities of care and minimizes errors. But it is
not literally a standard, which is regarded to be
a valid, generally accepted standard of quality of
a certain aspect of nursing care that defines the
criteria against which quality can be compared.

Each neonatal department has such standards
concerning a number of interventions but becau-
se these standards were developed by the nurses
themselves, the nurses developed them according
to their own concept. Taking into account that con-
servative care based on the tradition and not on
the nursing research prevails in our hospitals, it is
more than probable that each department (each
hospital) has a different standard concerning the
same intervention.

The recommended nursing practice is not
a standard. It is only a part of it and it should be
its image, its summary or its formulation and can
exist in more forms. It can be written in the form
of an article, an educational text full of references
and indents (bullets), as an anagram, or in the
form including all these characteristics. One nur-
sing intervention can even have more recommen-
ded nursing practices. But all of them must be ba-
sed on new findings and therefore they must be
continuously completed or modified. Such practi-
ces can even be inserted into already existing
standards.

RETINOPATIE NEDONOSENYCH DETI

Hiblova M., Ticha M.
Ocni klinika, Fakultni nemocnice Olomouc

Retinopatie nedonoSenych je vasoproliferativni
proces, postihujici nedonoSené déti s velmi nizkou
porodni hmotnosti. Jedna se o déti narozené pred
32. tydnem gravidity s porodni hmotnosti nizsi nez
1500 g. Je charakterizovana poruchou probihajici
vaskulogeneze nezralé sitnice. Toto onemocnéni
patfi k vaznym oénim chorobam, které mohou
zpusobit slepotu ditéte prakticky od narozeni. Vel-
mi duleZity je dusledny screening rizikovych déti
zku$enym oftalmologem, véasné odhaleni po¢ina-
jici retinopatie a zejména spravné nacasovani te-
rapie. Je velmi dualezité pecovat o vyvoj zraku
a vidéni u téchto velmi malych déti. Dité, které od
narozeni nevidi, nemé zadnou zrakovou vzpomin-
ku a bez zrakové motivace muze dojit ke zpomale-
ni celkového psychomotorického vyvoje.
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ULOHA SESTRY V PREVENCII
INTRAVENTRIKULARNEJ HEMORAGIE
U EXTREMNE NEZRELYCH
NOVORODENCOV

Magyarova G., Demova K., Bauer F.
Neonatologickd klinika FNsP Nové Zamky, Slovensko

ZlepSovanie perinatalnej starostlivosti, ako
i posuvanie hranice viability v priebehu posled-
nych dvoch dekad, vedie k pribiidaniu narodenych
i prezivajucich extrémne nezrelych novorodencov.
Spolu s ich zvySujtacimi sa poétami pribudaju aj
ochorenia typické pre tuto vekovd skupinu deti.
Jednym zo zavaznych ochoreni extrémne nezre-
lych novorodencov je intraventrikularna hemora-
gia (IVH). Jej incidencia narasta so znizujicim sa
gestaénym vekom. Rozsah krvacania moéze byt
rozneho stupnia (delenie podla Papilovej): I. a II.
stupeni obyCajne nemaju zavazné nasledky
v neskorsom obdobi zivota dietata, III. alebo IV.
stupen, v pripade, Ze dieta preZije, si oby¢ajne vy-
zaduju zavedenie shuntu a su ¢asto spojené
s postihnutim dietata. Incidencia zavaznej formy
IVH (III. stupnia vyzadujiceho shunt, alebo IV.
stuprnia) sa v Slovenskej republike za roky 2004 az
2008 pohybovala u novorodencov s gestaénym ve-
kom 28 tyzdniov a menej od 19 do 24,3 %.

Patogenéza ochorenia zahina v sebe faktory vy-
volavajice zmeny v cerebralnom prietoku krvi. Aj
ked by sa na prvy pohlad zdalo, Ze prevencia IVH
je Cisto medicinskou zalezitostou, nie je to tak.
Ogetrovatelska starostlivost musi byt poskytova-
na nezrelym novorodencom tak, aby minimalizo-
vala vytvaranie rizikovych situacii a predchadzala
tak vzniku IVH. Technika podavania liekov
ovplyvriujucich krvny tlak, ochrana pred stresovy-
mi faktormi z prostredia, synchronizécia pri ume-
lej plticnej ventilacii, technika endotrachealneho
odsavania, sposob dychania pouzitim vaku, vyky-
vy v saturacii kyslika, nezelana preoxygenécia,
zmeny nastavenych ventilaénych parametrov
vplyvom kondenzovanych par v okruhu a ich do-
pad na hladinu krvnych plynov, technika odberu
krvi z umbilikalneho arterialneho katétra, rych-
lost pri podavani volumexpanderov a mnohé dal-
§ie ,drobnosti“ mézu zohravat ulohu v prevencii
alebo naopak, byt faktorom provokujicim vznik
IVH.

V prispevku popisujeme niektoré aspekty prace
sestry, ktoré mozu zvySovat riziko vzniku IVH, ak
nie je kladeny déraz na spravny postup pri ich re-
alizacii. Predchadzanim uvedenym rizikovym fak-
torom mézZe neonatologicka intenzivna oSetrova-
cia starostlivost vyznamne znizif mortalitu
i dlhodobt morbiditu extrémne nezrelych deti.




THE ROLE OF THE NURSE

IN PREVENTION OF INTRAVENTRICU-
LAR HEMORRHAGE IN EXTREMELY
PREMATURE NEONATES

Magyarova G., Demova K., Bauer F.
Department of Neonatology, University Hospital Nové
Zamky, Slovakia

The improvement in perinatal care and the
drift of the border of viability during last two de-
cades lead to survival of extremely preterm neona-
tes. Together with the growing number of these
there is a tendency of increasing incidence of dise-
ases which are typical for this age category. One of
the very serious disorders of extremely prematu-
re neonates is intraventricular hemorrhage (IVH).
Its incidence is increasing with decreasing gesta-
tional age. The hemorrhage can be of different ex-
tent (classification according to Papil): Grade I and
IT are mostly without serious consequences in la-
ter life; grade III and IV — in case the child survi-
ves — mostly requires shunt and often is connected
with child’s handicap. The incidence of serious
IVH (grade III requiring a shunt or grade IV) in
years 2004-2008 in Slovakia was in neonates of
gestational age < 28 weeks 19-24.3%.

The pathogenesis of the disease is caused by
changes in cerebral blood flow. Even for the first
look it seems, that the prevention of IVH is clear-
ly a role of physician, it is not the case. The nur-
sing care of preterm neonates has to be provided
by way, that it minimalizes the risks and prevents
the occurrence of IVH. The administration techni-
ques influencing blood pressure, protection aga-
inst stressful factors form the environment, syn-
chronization of the mechanical ventilation,
endotracheal suctioning, bag and mask ventila-
tion technique, changes in oxygen saturation, not
wished preoxygenation, changes in preset venti-
latory parameters due to condensed steam in the
circuit and their impact on blood gas levels, the
technique of drowning blood sample from the um-
bilical arterial catheter, the speed in administra-
tion of volume expanders, and further ,minor
things“ could play a role in prevention, or, on the
opposite, can be factors provoking the occurrence
of IVH.

In the present work we describe some aspects of
the nursing care, which can increase the risk of
IVH, if they are not realized properly. With the
prevention of risk factors mentioned above can the
neonatal intensive care markedly decrease the
mortality and long-term morbidity of extremely
preterm children.

MODERNI TRENDY V OSETROVATELSKE
PECI O FYZIOLOGICKEHO
NOVOROZENCE

Machova A., Brabcova 1.
Jihoceskd univerzita v Ceskych Budéjovicich,
Zdravotné socidlni fakulta, Katedra oSetrovatelstvi

Osettrovatelskd péée v neonatologii prochazi,
stejné jako dal$i oblasti oSetiovatelstvi, prudkym
vyvojem. Uloha ogetiovatelského personalu v pééi
o fyziologického novorozence spocéiva piedevsim
v zajisténi optimalnich podminek pro nerusenou
adaptaci novorozence.

Zakladem dobré adaptace novorozence po poro-
du je perinatalni péce o matku a dité, ktera je rea-
lizovana tzv. ,, T¥istupriovym regionalnim systé-
mem péce o téhotnou a novorozence“. V soutasné
dobé maji rodicky moznost vyuzivat porodniho
planu, ktery je vytvoren podle piani a potieb bu-
douci matky a i¥ada porodnic nabizi moznost vy-
béru alternativnich porodu.

K obecnym zasadam oSetieni novorozence na
porodnim séle patii rychlé, uéelné a piedevsim Se-
trné zachazeni s novorozencem, vizualni kontakt
s matkou po celou dobu oSetieni a provadéni pou-
ze nezbytnych ¢innosti. Pokud zdravotni stav mat-
ky a ditéte dovoli, je preferovano poloZeni novoro-
zence ,,skin to skin“ na kuzi matky jesté pred
presttizenim pupeéniku. Péce détské sestry zaéina
prevzetim novorozence od porodnika do nahtaté
pleny, nasleduje otieni ditéte nejlépe na vyhiiva-
ném lazku s cilem zajisténi co nejlepsiho tepelné-
ho komfortu. Rutinni odsavani dychacich cest
a zaludku po porodu nelze pausalné doporuéit pro
jeho invazivitu, je odtivodnéné pouze v piipadé ne-
dostateéné pruchodnosti dychacich cest. Vyznam-
nym bodem oSetfeni je fadna identifikace novoro-
zence a matky identifikaénim naramkem. Nékteré
porodnice doporucuji doplnit oznaceni o popis no-
vorozence netoxickou barvou na ktzi stehna. Zmeé-
nou v pééi o novorozence na porodnim séale je vy-
nechani méreni do délky, které dité zbyteéné
zatézovalo, provadi se az v den propusténi. Vaze-
ni novorozence je mozné odlozit az na zavér poby-
tu na porodnim sale, stejné tak kontrolu prachod-
nosti koneéniku teplomérem. Prevence infekce
spojivkového vaku spocdiva v aplikaci Opthalmo-
septonexu, pouziti dusi¢nanu st¥ibrného se jiz ne-
doporucuje. Prevence krvacivé nemoci novorozen-
cu je zajisténa aplikaci vitaminu K nejcastéji per
os podle ordinace lékaie. Souéasti adaptacéniho
procesu novorozence je véasné prilozeni k prsu
matky. V prubéhu oSetfovani novorozence sestra
sleduje proces adaptace pomoci Apgar skoére.

Osettovatelské péce pokracuje na stanici fyzio-
logickych novorozenctt metodou oSetiovatelského
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procesu. Zakladnimi pili¥i poskytované osetfova-
telské péce je systém rooming-in a kojeni podle do-
poruceni WHO, jez je podminkou pro ziskani sta-
tutu ,,Baby Friendly Hospital“. Ke zménam doslo
i v zajistovani laboratornich screeninga novoro-
zencu. VeSkera poskytovana péce musi byt zazna-
menana do oSetiovatelské dokumentace.

MODERN TRENDS IN NURSING CARE OF
PHYSIOLOGICAL NEWBORNS

Machova A., Brabcova 1.

University of South Bohemia in Ceské Budéjovice,
Faculty of Nursing and Social Studies,

Dept. of Nursing, Czech Republic

Nursing care in Neonatology is undergoing, si-
milar to other nursing areas, revolutionary chan-
ges. The role of nursing staff in care of
a physiological newborn consists mainly of secu-
ring optimal conditions for an undisturbed adap-
tation for the baby.

The essence of a satisfactory adaptation of the
newborn consists above all of a suitable perinatal
care for mother and baby, achieved through a so
called “Three-phase regional system of care for
pregnant mother and newborn child”. Lately, ex-
pecting mothers are given the possibility of using
a birth plan, created according to their wishes, and
a variety of hospitals offer the possibility of alter-
native births.

To the fundamentals of newborn care in delive-
ry room belong quick, efficient and above all con-
siderate manipulation of the baby, visual contact
with the mother during the entire procedure and
solicitation of only the necessary tasks. In case the
condition of mother and child permits, skin to skin
contact even before cutting the naval cord is pre-
ferred. The care of paediatric nurse begins by
overtaking the newborn from delivery staff to
a warm blanket, followed by administered clea-
ning preferably on a warmed bed to secure the
best possible warming comfort. The routinely used
suction of airways and stomach directly after birth
cannot be recommended on normal basis because
of its invasiveness and is sustainable only in case
of insufficient breathing. Proper identification of
the newborn and the mother by an identification
bracelet is an important step of the nursing care
procedure. Some hospitals recommend a com-
plementing marking on the thigh of the newborn
by a non-toxic marker. Regarded as an unneces-
sary burden, the measuring of the newborn direct-
ly after birth has recently been postponed to the
day of discharge from hospital. Weighing can be
postponed only to the end of stay in the delivery
room, same as control of free rectum pathway. Pre-
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venting infection of the conjunctival sac consists
of application of Opthalmo-septonex, while the use
of silver nitrate is not recommended. Newborn
bleeding is prevented by application of vitamin K,
usually per os. according to doctor orders. Integral
part of the newborn adaptation process is an ear-
ly attempt of breast feeding. During the after-birth
manipulation the nurse should assess the adapta-
tion process of the newborn using the Apgar score.
Newborn care proceeds at the department for
physiological newborns with the use of the nur-
sing process. The basis for the provided nursing
care is the rooming-in system and breast-feeding
according to recommendation from the WHO or-
ganisation this being the requirement for obtai-
ning the status of a “Baby Friendly Hospital®.
Changes have also occurred in obtaining labora-
tory screening for the newborns. All provided care
must be recorded in nursing documentation.

ETICKE A PRAVNI ASPEKTY V PECI
O NEMOCNEHO NOVOROZENCE

Saxlova J.
Neonatologické oddéleni, Fakultni nemocnice
Na Bulovce, Praha

V prabéhu poslednich dvou desetileti zazname-
nala péce o novorozence v ekonomicky vyspélém
svété vyznamnych tspéchi, coz se projevilo snize-
nim novorozenecké tmrtnosti, zavazné perinatal-
ni morbidity a zlepSeni kvality vyvoje vysoce rizi-
kové populace déti s extrémné nizkou porodni
vahou. Rozvojem oboru neonatologie zaznamena-
va medicina mali¢kych novorozenct novych roz-
méra. Systémové feSeni centralizace nenatologic-
kych pracovist do perinatologickych center
vybavenych nejmodernéjsi technikou, vyskolenym
personalem, garantuje kvalitu poskytované péce
vSem novorozencum, kteii tuto pééi vyzaduji.
V nezanedbatelném poctu prezivaji na téchto pra-
hovych kategoriich pod 1000 g, kteti by pfed néko-
lika lety bézné umirali. Fakt, Ze jsou zachranovani
téZce nezrali novorozenci s riznou kvalitou dalsi-
ho Zivota, obnazil citlivy eticky problém, vybizeji-
ci k polemice, zda zdokonalena péce o takto nezra-
1é déti je vibec prinosna. Zda a jak jsou plnény
kulturni zavazky vaci hodnoté zivota ditéte? Zda
smi véda, vyzkum a medicina délat v§echno, co dé-
lat dokéaze?

Tato prednaska je zaméfena na etické a pravni
aspekty v péci o nezralé a nemocné novorozence,
méla by pomoci s orientaci v dané problematice
a vést k zamysleni nad aktualnimi problémy, kte-
ré soutasné prenatalni péce ma.




ETHICAL AND LAW ISSUES IN CARE OF
SICK NEWBORN

Saxlova J.
Neonatology Department, Faculty Hospital
Na Bulovce, Prague, Czech Republic

Along the last two decades the care of newborns
in economically advanced word registered impor-
tant achievements, that was reflected in reduction
of newborns mortality, serious perinatal morbidi-
ty and improvement of quality of ELBW new-
borns. During the neonatology improvement the
medicine gets a new view of tiny newborns care.
System solution of centralization neonatology
workplaces into perinatology centers which are
equipped with the newest technology, well educa-
ted staff, guarantee high-quality care to all of the
newborns, who demand this kind of care. Indis-
pensable number of premature newborns in the
lowest weight categories under 1000 g survive, few
years ago they would currently die. The fact, that
hardly immature newborns with different quality
of further life are rescued, uncovered delicate
ethic problem, which challenges polemics if per-
fected care of this immature children is beneficial
at all. Whether and how are the cultural commit-
ments to children life values filled? Is it possible to

let science, research and medicine do everything,
what they can do? This lecture is focused on ethic
and law aspects of the care of immature and sick
newborns, it should help with orientation in
a given problems and lead to muse about actual
problems, which are involved in the prenatal care.

KDYZ ZHASNE NEJKRASNEJSI
HVEZDICKA

Bitizova V., Stejskalova A.
Pediatricka klinika, FN Brno

Cilem autorek je nastinéni velmi citlivé otazky
smrti novorozence, se kterou se setkavaji pti své
praci na jednotce intenzivni péée o novorozence.
V prednéasce jsou vysloveny vlastni nazory
a piiklady z praxe oddéleni, na némz pracuji.

Nejkrasngjsi hvézdickou je myslen novorozenec,
dité, které pro své rodi¢e svym pirichodem na svét
jasné zasviti, ale velmi brzy diky svému kritické-
mu stavu zhasne.

Otazkou zustava, jak se s touto smutnou uda-
losti vyrovnaji rodice i oSetiujici personal.

Zavérem lze shrnout, Ze v této bolestivé situaci
nejsou stanoveny jednotné moznosti, jak se mohou
s détatkem rozloucit rodice. Velmi zalezi na chté-
ni a empatickém p#istupu oSettujiciho personalu.

OSETROVATELSKA PECE V INTENZIVNI MEDICINE

DOMACI UMELA PLICNIi VENTILACE
U DITETE S GLYKOGENOZOU II. TYPU

Bantova Z.
Deétska klinika, JIRP 21C, FN Olomouc

Glykogenoéza II. typu je dédi¢né onemocnéni. Je
to vrozeny deficit enzymi, nutnych k odbouravani
glykogenu v burice. Hromadéni glykogenu
v jatrech, ledvinach, srdci. Znamo je 10 typu glyko-
genodz. A kazda ma jiné priznaky.

Jsou popsany dvé sestry (23 a 20 let) trpici tim-
to onemocnénim. U obou sester se nemoc projevi-
la v batolecim véku.Od 4 let jsou divky sledovany
v hepatologické a metabolické poradné. Dochazi
k progresivnimu zhorsSeni svalového postizeni. Dy-
chaci problémy se projevily kolem dvanactého ro-
ku. Zhorsuje se chtize, polykani, progreduje chro-
nicka respiraéni insuficience.

Obé sestry byly pozdé&ji hospitalizovany a za-
intubovany. Nemohou se hybat a k Zivotu potte-
buji ventilaéni pristroj. Divky se nedaji odpojit od
ventilatoru. Je provedena tracheotomie.

Rodiée usilovali o prevzeti divek do doméaci pé-
Ce, byli prijati do nemocnice postupné se uéit zvla-
dat péci o obé dcery — odsavani, vyména kanyly,
rehabilitace, udrzovani cistoty, hygieny, krmeni
apod.

Obé divky jsou jiz 6. rokem doma. Jsou napoje-
ny na umélou plicni ventilaci. Rodiée se o divky
velice dobie staraji.

ARTIFICIAL LUNG VENTILATION IN
A CHILD SUFFERING FROM
GLYCOGENOSIS TYPE I1I

Bantova Z.
Pediatrics, ICU 21C, Teaching Hospital, Olomouc,
Czech Republic

Glycogenosis type Il is a hereditary disease. It
is an inherited lack of enzymes to degrade glyco-
gen in a cell, accumulating glycogen in the liver,
kidneys or heart. There are ten types of glycogeno-
sis, each of them has different signs and symp-
toms.
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Author describing two sisters aged 23 and 20
years suffering from this disorder. First manifes-
tations occurred when they were toddlers. Since
the age of four they have been monitored in both
hepatology and metabolic centers. There had been
a progressive deterioration of muscles. Breathing
problems occurred around the age of twelve. The-
re were gait and swallowing deterioration and pro-
grediation of chronic respiratory insufficiency.

Both sisters had to be admitted to hospital and
intubated. Both could not move and needed
a ventilation device. Girls could not be disconne-
cted from the ventilator. Tracheotomy had to be
carried out. Their parents insisted on home care so
they were admitted to hospital to learn how to ma-
nage the care of their girls — suctioning, cannula
replacement, rehabilitation, hygiene, feeding etc.

Both girls have been cared after at home for six
years. They have been connected to artificial lung
ventilation. Their parents have taken a very good
care of them.

ROK SE SASOU - TRANSVERZALNI LEZE
MISNI

Ceéilova D., Peckova M., Sedlaékova R.
Détska klinika JIRP, Fakulini nemocnice Plzeri

Dne 3. 12. 2008 byl 10lety chlapec srazen auto-
mobilem. Utrpél polytraumatické postizeni, byl
transportovan na Emergency FN Plzen a nasledné
hospitalizovan na ARK FN Plzen. Po stabilizaci
stavu byl ptelozen na DK — JIRP FN Plzen, kde je
dosud hospitalizovan.

Dtisledkem transverzalni 1éze mi$ni v oblasti
C2/3 je kvadruplegie s nutnosti trvalé UPV, jedna
se o stav nevratny. Dnes jiz 11lety chlapec vyza-
duje  trvalou komplexni oSetifovatelskou
a chronickou resuscitaéni pééi v astavnim zatize-
ni.

ONE YEAR WITH SASHA - TRANSVERSAL
LESION OF THE SPINAL CORD

Ceéilova D., Peckova M., Sedlagkova R.
Department of Pediatrics, ICU, University Hospital
Pilsen, Czech Republic

A boy, ten years old, was knocked down by car in
Dec, 3rd, 2008. He underwent multiple injuries
and so he was transferred into ER, University
Hospital Pilsen. Later he was admitted in Depart-
ment of Anesthesiology of the same hospital. Af-
ter stabilizing of the status he was transferred in-
to ICU of the Department of Pediatrics, where he
is treated to date.
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The result of the C2/3 transversal lesion of the
spinal cord is quadruplegia with the need of con-
tinuing artificial pulmonary ventilation. This sta-
tus is classified as irreversible. Today this 11 yeas
old boy is requiring perpetual nursing and medi-
cal care in a facility for protracted intensive care.

POLYTRAUMA U DETI

Gustarova S.
Deétska klinika, 21C JIRP, FN Olomouc

Cil studie: Polytrauma je mnohocetné porané-
ni nékolika organovych systémt nebo télni oblas-
ti spojené s postiZzenim zakladnich Zivotnich funk-
ci — dychani, obéhu, védomi a vnit¥niho prostiedi,
které vedou k bezprostifednimu ohroZeni Zivota.
Polytraumata u déti jsou prognosticky méné ptiz-
niva. V tymovém piistupu péce musi byt vse za-
méfeno na to, aby postiZzenému bylo co nejdiive
poskytnuto optiméalni oSetfeni podle charakteru
a rozsahu poranéni. Cilem péce o traumatizované
je zamezit zbyte¢nym umrtim z p#i¢in, kterym se
da predejit.

Metody: V kazdém ptripadé je tieba zajistit
kvalitu a kontinuitu péce od okamziku trazu. Dia-
gnosticko-terapeutické postupy, na kterych se po-
dili tym odbornikd. Pro prognézu polytraumat
a jejich klasifikaci bylo vytvoieno nékolik sché-
mat. To umoznuje identifikaci nemocnych indiko-
vanych k transportu do traumacentra. Ke sledo-
vanym veli¢inam patii stupen poruchy védomi,
hodnoty systémového tlaku a dechova frekvence.

TRISS metodologie — Trauma Score a Injury Se-
verity Score

Glasgow Coma Score

Abbreviated Injury Scale

Dalsi skoérovaci systémy v intenzivni pééi —
APACHE II, SOFA, détské modifikace nebo pe-
diatrické skérovaci systémy

Vysledky: Kazuistika Polytrauma u déti, FN
Olomouc DK 21C JIRP. Osettovani déti s dg. poly-
trauma FN Olomouc DK 21C JIRP.

Traumacentra

Traumatologické plany

Nejcastéjsi chyby

Zavér: Klicem k u¢innému a koordinovanému
postupu u mnohocetného poranéni je pochopeni
principti posuzovani, oSetfovani a léc¢by tohoto ty-
pu poranéni. V zasadé se doporucuje idit se pie-
dem danym postupem a dobte organizovat tymo-
vou praci. Pro pacienty se tim zleps$i prognoza,
vCetné Sance traz piezit s co nejmensimi nasled-
ky.

Dulezita doporuceni se vztahem k algoritmtm
péce o traumatizované — prioritou je 1écba Sokové-
ho stavu. Cas pracuje proti zranénému. Diagnos-




ticky proces je nutno zkratit na nezbytné nutna
vySetfeni. K diagnosticky nedoieSenym a méné za-
vaznym poranénim se lze vratit po stabilizaci ne-
mocného. Presna dokumentace prubéhu 1écby
i diagnostického procesu je bezpodmineéné nutna.
K tomu je specialné vyclenén jeden ¢len traumato-
logického tymu — zdravotni sestra.

Nasledna péce — poskytovani podptrné péce
podle potteby, zmény stavu pacienta posuzovat
prubézné.

POLYTRAUMA IN CHILDREN

Gustarova S.
Pediatrics, ICU 21C, Teaching Hospital Olomouc,
Czech Republic

Objective: Polytrauma is a multiple injury of se-
veral organ systems or body area connected with
involvement of basic vital functions — breathing, cir-
culation, consciousness and internal environment
that lead to immediate threat of life. Polytraumas
have prognosticaly less favorable outcomes. In
a team approach of care everything has to be focu-
sed on the fact that the casualty has to be provided
with optimal care according to the character and
extent of the injury. The objective is to prevent rea-
sonless dying of causes that can be avoided.

Methods: Quality and continuity of care must
be ensured in all cases from the moment of the in-
jury. All members of the team participate in dia-
gnostic and treatment procedures. A few schemes
have been developed for polytrauma prognosis
and their qualification. They provide identificati-
on of casualties indicated for transportation to
a trauma center. Change in level of consciousness,
system pressure values and respiratory rate are
monitored.

TRISS methodology — Trauma Score a Injury
Severity Score

Glasgow Coma Score

Abbreviated Injury Scale

Further scoring systems in intensive care —
APACHE II, SOFA, pediatric modifications or pe-
diatric scoring systems

Results: Casuistry of Polytrauma in Children,
Teaching Hospital Olomouc, Pediatrics, ICU 21C.
Nursing Care of Children Diagnosed with Poly-
trauma, Teaching Hospital Olomouc, Pediatrics,
ICU 21C.

Trauma Centers

Traumatological plans

Most frequent mistakes

Conclusion: A key component of effective and
well-coordinated procedure in multiple injuries is
to understand the principles of assessment, nur-
sing care and treatment of this type of injury. Ba-

sically, it is recommended to follow the procedure
and to organize the team work well. It will incre-
ase the patient’s prognosis including the chance of
survival with minimal consequences.

Important recommendation related to the algo-
rithms of nursing care in trauma patients — prio-
rity is the treatment of shock. Time is the casual-
ty’s enemy. Diagnostic process has to be shortened
to emergency examination. Pending and less seri-
ous injuries can be resolved after stabilization of
the patient. Precise documentation of both the tre-
atment and the nursing process is crucial. One
member of the trauma team is assigned for the do-
cumentation — a nurse.

Follow-up care — provision of supportive care
according to the needs, continuous assessment of
changes in patient’s condition.

KAZUISTIKA O DITETI S TRAUMATICKOU
AMPUTACI KONCETIN

Novotna L.
Deétska klinika, Jednotka intenzivni a resuscitacni
péce, Fakultni nemocnice Olomouc

Traumata v détském véku jsou nejéastéjsim dua-
vodem dlouhé hospitalizace déti v nemocniénich
za¥izenich. Rada z nich zanechava doZivotni na-
sledky. Stejné jako v této kazuistice, ktera se zaby-
va péci o dité po padu pod malotraktor. P#i stietu
s nozi doslo k amputaci konéetin. Po pfevozu do
nemocnice byla provedena replantace pravé dolni
koncetiny, prava horni koncetina ztistala amputo-
vana nad zapéstim. Nasledné pooperaéni obdobi
zahrnovalo jak péé¢i o ventilované dité, tak inten-
zivni lokalni 1éébu s péci o operované koncetiny
pomoci hirudo medicinalis (pijavic).

CASUISTRY OF TRAUMATIC LIMB
AMPUTATION IN A CHILD

Novotna L.
Pediatrics, ICU, Teaching Hospital Olomouc,
Czech Republic

Traumas in children are the most frequent re-
asons for a long hospitalization. Many of them re-
sult in lifelong consequences. This is the case in
this casuistry that deals with a child having fallen
under a tractor. The tractor blades amputated the
limbs. After transportation to the hospital, the lo-
wer right limb was replanted, the upper left limb
stayed amputated above the wrist. Post-operative
treatment included both ventilation and intensive
local treatment of operated limbs with help of hi-
rudo medicinalis (medicinal leeches).
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OSETROVATELSKA PECE V DETSKE HEMATOONKOLOGII

POUZI:I‘i PODKOZNICH VENOZNICH
PORTU

Cervinkova L.
Klinika détské onkologie FN Brno

Zajisténi centralniho Zilniho fecdisté pat#i
k zakladnim prioritnim vykonim na mnoha tse-
cich mediciny, zejména v intenzivni a onkologické
péci.Na Klinice détské onkologie FN Brno se jako
jedna z moznosti centralniho zilniho p#istupu pou-
zivaji implantabilni podkozni venézni porty. Na-
ptiklad v roce 2008 bylo zavedeno celkem 209
centralnich venéznich katétrt, z toho 116 punké-
nich, 41 tunelizovanych a 52 veno6znich portu.

Jedna se o systém, umoznujici dlouhodoby
a bezpedény zilni piistup. Sklada se z téla portu, ko-
murky se silikonovou membranou a katétru, zave-
deného do cilové cévy. Pracujeme podle standarda
oSettovatelské péce; dodrzujeme asepticky piistup
do systému; kazda manipulace je evidovana
v ,Prikazu pacienta s centralnim Zilnim katétrem®.
Komplikace jsou obdobné jako pii zavedenych cent-
ralnich Zilnich katétrech punkénich ¢i tunelizova-
nych, které 1ze obecné délit na ¢asné (nespravna po-
loha, chybné zavedeni do arterie, hemothorax,
pneumothorax, poskozeni nervi, hematom, vzdu-
chova embolie, srdeéni dysrytmie) a pozdni (trom-
b6za kanylované zily, okluze katétru, krvacivé
a mechanické poruchy, infekéni komplikace).

Nespornou vyhodou je pouZiti portd u mensich
déti; zvySuje se kvalita Zivota pacientii; pouziti ma
téz kosmeticky efekt. Ukazka manipulace
s portem — napichnuti systému, odbér krve
k laboratornimu vySetteni, proplachy systému
a aplikace heparinové zatky, odstranéni jehly — viz
ukazkové video (soucast prezentace).

ZIVOT S HEMOFILII

Cinéilova H.
Klinika détského lékarstvi, Fakultni nemocnice Ostrava

Hemofilie jako nejéastéji vyskytujici se vrozena
koagulopatie zaznamenala velky pokrok
v diagnostickych a terapeutickych moznostech.
Velkou roli pii 1é¢bé hraje stupén zavaznosti one-
mocnéni, tzv. tize hemofilie.

Hlavnim lééebnym prostiedkem je substituce
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koncentraty koagulaénich faktort vyrobené z krevni
plazmy nebo rekombinanantni technologii.

Zasadni vliv na 1éébu détskych pacienttt ma
v soucasnosti domaci a preventivni substituéni
1é¢ba, diky niz bézna krvaceni lze zvladnout doma
bez potieby hospitalizace. Neopomenutelny vy-
znam maji také vypracované rehabilitaéni postu-
py a dostupné i slozité ortopedicko-chirurgické vy-
kony. Nadéji pro pacienty trpici hemofilii jisté do
budoucna piedstavuje genova terapie.

Zavaznou komplikaci pti léébé hemofilie je
vznik inhibitoru, na ktery je tieba vzdy pamato-
vat v pfipadé, Ze dosavadni 1é¢ba zacina byt méné
ucinna.

Vymozenosti moderni mediciny davaji véem dé-
tem Sanci dozit se stejného véku jako jejich zdra-
vi vrstevnici a k handicapujicim postiZenim pohy-
bového aparatu dochézi jen zcela vyjimeéné.

LIFE WITH HEMOPHILIA

Cingilova H.
Paediatrics Clinic, University Hospital Ostrava, Czech
Republic

Hemophilia, as the most frequent congenital co-
agulopathy, made a big progress in diagnostic and
therapeutic possibilities. Disease seriousness de-
gree, so-called hemophilia severity, plays a big ro-
le in therapy.

The main medical application is a substitution
with concentrates of coagulation factors made
from blood plasma or by recombinant technology.

Currently, the basic influence on children pa-
tients therapy has home and preventive treat-
ment, thanks to which it is possible to get under
control the common bleeding at home without the
need of hospitalization. Significant importace
have also elaborated rehabilitative procedures
and accessible complicated orthopedic-surgery in-
terventions. The genetic therapy is the hope for
the future for hemophilic patients.

Inhibitor formation is serious complication du-
ring the hemophilia therapy and it must be al-
ways taken into the consideration in case the pre-
sent therapy starts to be less effective.

The conveniences of modern medici care give
children the chance to reach the same age as
their healthy coevals and motoric apparatus
handicaps occur rarely.




KRVACIVE KOMPLIKACE
GYNEKOLOGICKEHO PUVODU U DIVEK
S IDIOPATICKOU TROMBOCYTOPENIC-
KOU PURPUROU - KAZUISTIKY

Frelichova L., Nemeradova H., Vl¢kova J.
Détskad klinika, Hematologické oddéleni, FN Olomouc

Kazuistika I.

Sestnactileta divka s relapsem chronické formy
ITP méla p#i této hospitalizaci extrémné protra-
hovany prubéh 1é¢by, celkem 3,5 mésice. Od zaéat-
ku hospitalizace méla opakované masivni metro-
rhagii s téZkou anemizaci az do kolapsovych stavi
s nutnosti substituce transfuzemi erymasy 2-3x
denné. Vzhledem k nulové odpovédi na 1é¢bu trom-
bocytopenie véetné podavani separovanych trom-
bocytd nakonec bylo nutné zablokovat gynekolo-
gické krvaceni Depo-Proverou. Pozdéji také bylo
nutné podat imunoglobuliny k normalizaci poc¢tu
trombocytd z divodu nutné extrakce kariéznich
zubu pti tézké infekei odontogenniho ptivodu.

Kazuistika II.

Sedmnactileta divka u nas dlouhodobé sledova-
na pro tézkou chronickou formu ITP byla p¥ijata
pro bolest biicha se zvétSovanim jeho objemu (ve
fazi ovulace) pti hodnoté trombocyta 1 tisic. Na
CT vysetieni bylo zjisténo krvaceni do malé pan-
ve. Byly podany separované trombocyty, imuno-
globuliny a kortikoidy infuzné, piesto se vyskytla
anemizace a zmény koagulaénich parametru. Na
ultrazvukovém vysetieni bylo prokazano masivni
hemoperitoneum, chirurg indikoval operaé¢ni revi-
zi po hematologické piipravé. Peroperaéné byla
nalezena ruptura ovarialni cysty, bylo odsato asi
1000 ml krve, divka byla zajisSténa krevnimi deri-
vaty. Dale hemoglobin neklesal a po 1é¢bé Solu-
Medrolem postupné doslo k normalizaci poctu
trombocytt, i po chirurgické strance byl dalsi pra-
béh bez komplikaci.

TROMBOCYTOPENIE

Schinerova M., Hulkova E., Hrebenarova M.
Détska klinika, Jednotka intenzivni hematologické
péce, FN Olomouc

Trombocytopenie je snizeni po¢tu krevnich de-
stiéek v krvi. Trombocyty (krevni desti¢ky) jsou
bezjaderné krevni buriky, které se tvoii v kostni
dfeni a jsou soucasti krve.

P#i krvaceni, které je zpusobeno poruSenim cév-
ni stény (pfi poranéni nebo i samovolné p¥i jinych
onemocnénich), dochazi k aktivaci systému krev-
niho srazeni, jehoZ dkolem je vytvoieni pevné
krevni sraZeniny v misté porusSené cévy. Krevni

desticky se tohoto déje i¢astni vytvoienim tzv. pri-
marni krevni zatky. Ta vznik4 pFilnutim krevnich
desticek k cévnimu povrchu v misté poranéni, da-
le pokracuje shlukovanim dalsich krevnich desti-
¢ek k sobé az k vytvoreni malo pevné srazeniny.
Tato primarni zatka je potom zpevnéna siti vla-
ken bilkoviny fibrinu, ktery vznikne po aktivaci
druhého pilite krevniho srazeni jako produkt na
sebe navazujicich enzymatickych reakci. Do této
sité jsou zachytavany i dalsi krevni buriky — ¢erve-
né krvinky (erytrocyty).

Kone¢énym vysledkem je vznik krevni srazeniny
a zastava krvaceni. Krevni sraZenina je za nor-
malnich okolnosti po zhojeni narusené cévy po ¢a-
se odstranéna.

Stanoveni poétu trombocytt je souéasti vyset-
feni krevniho obrazu. Po¢ty trombocytt, které jsou
ve vysledku krevniho obrazu uvadény jako nor-
malni, se mezi laboratofemi mohou mirné lisit,
nejcastéji se pohybuji v rozmezi 140-440 x 1091
(140-440 miliont v 1 ml krve). Trombocytopenie je
tedy sniZeni poétu krevnich destiéek pod tuto hra-
nici. Ke sniZeni poétu trombocytt mtze dochazet
z riznych piiéin.

SPECIFIKA U JEDNOTLIVYCH TYPU
TRANSPLANTACI KRVETVORNE TKANE
NA KLINICE DETSKE ONKOLOGIE FN
BRNO

Jankovicéova M., Schwetzova D.
Klinika détské onkologie, Fakulini nemocnice Brno

Prednaska podava prehled o jednotlivych ty-
pech transplantaci krvetvorné tkané (kostni dte-
né nebo perifernich kmenovych bunék)
u détskych pacientti na transplantaéni jednotce
Kliniky détské onkologie v Brné. Prezentuje roz-
dily mezi jednotlivymi typy transplantaci
a priblizuje rezimova opatfeni (specifika), ktera
klient musi dodrZovat v predtransplantaénim
a potransplantaénim obdobi. Informuje o poctu
transplantovanych détskych pacientd v Brné

N

plantaéni lécby.

THE SPECIFICS OF EACH TYPE OF
TRANSPLANT HAEMATOPOIETIC TISSUE
AT THE DEPARTMENT OF PEDIATRIC
ONCOLOGY IN BRNO

Jankovicova, M., Schwetzova D.
Department of Pediatric Oncology, University Hospital
Brno, Czech Republic

The lecture gives an overview of the different
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types of transplant necrosis (bone marrow or pe-
ripheral stem cells) in pediatric patients at the
transplant unit of Pediatric Oncology in Brno. It
presents a difference between different types of
transplants and specific regime measures which
a client must observe before and after the trans-
plant. It informs about the number of pediatric pa-
tients treated in Brno and provides the most com-
mon early and late effects of the transplantation
therapy.

DETSKA IZOLACNI LUZKA
RESUSCITACNI PECE PRO PACIENTY
S INFEKCNIMI A/NEBO VYSOCE
NAKAZLIVYMI NEMOCEMI

Sedlackova L., Dedek V., Camprova P.
Pediatricka klinika UK 1. LF a IPVZ, Fakultni
Thomayerova nemocnice s poliklinikou, Praha

Resuscitaéni nebo intenzivni péce o déti
s infekénimi a/nebo vysoce nakazlivymi chorobami
predstavovala dlouhodoby problém, ktery nebyl
dlouha léta v CR fesen. Pediatrické klinice FTNsP
se podatilo ziskat grant z Finanénich mechanis-
mt EHP Norska a v roce 2009 byla zahajena pte-
stavba JIRP. Vznikla tak dvé izola¢ni luzka vyba-
vend §pickovymi zdravotnickymi technologiemi
s kompletnim zazemim, ktera spliiuji piisné hy-
gienicko-epidemiologické pozadavky jako tplné
provozni oddéleni izola¢nich luzek (boxii) od ostat-
nich ¢asti jednotky intenzivni a resuscitaéné péce
a podtlakovou klimatizaci s hepafiltry. Provoz la-
zek byl zahajen v bireznu 2010; kapacitu zatizeni
odhadujeme na 80-100 pacientt za rok. Piedpo-
kladame, ze nova izola¢ni lazka pro resuscitaéni
pé¢i budou vyuzivana nejen pro pacienty ze spado-
vé oblasti FTNsP, ale pro celé Cechy, event.
i Moravu. Proto bychom velice radi uvitali spolu-

praci se vSemi pediatrickymi a infekénimi oddéle-
nimi ¢éi klinikami v CR.

Podporeno grantem z Islandu, Lichtenstejnska
a Norska prostrednictvim Finanéniho mechanis-
mu EHP — grant & CZ0168.

ISOLATED PEDIATRIC SICK-BEDS FOR
RESUSCITATION CARE OF PATIENTS
WITH INFECTIOUS AND/OR HIGLY
INFECTIVE DISEASES

Sedlackova L., Dedek V., Camprova P.
Pediatric Clinic of Thomayers Teaching Hospital and
Charles University Praque, Czech Republic

Resuscitation or intensive care of childern with
infectious and/or highly infective diseases was
a longterm problem in Czech Republic without re-
solution. Clinic of pediatrics in FTNsP, Prague, got
a grant from financial mechanisms EHP Norway
and in a year 2009 started with reconstruction of
intensive care unit (ICU). There originated two
isolated sick-beds supllied with top medical tech-
nology and complete hinterlant, that fulfill hygie-
nic standards as a full segregation of isolated sick-
beds from other parts of ICU and a vacual
air-condition with hepafilters. Isolated sick-beds
are running from march 2010. The capacity of de-
partement is estimated 80-100 patients a year. We
suppose that new isolated sick-beds for resuscita-
tion care will use patients not only from Prague
and surround, but all the Czech Republic. We wel-
come cooperation with all pediatrics and infecti-
ous departments or clinics in our country.

Supported by grant from Island, Liechtenstein
and Norway through the financial mechanisms
EHP — grant No. CZ0168.

OSETROVATELSKA PECE V PRIMARNI SFERE

DIAGNOSTIKA NERVOVEHO SYSTEMU
(DLOUHODOBE VIDEO EEG, NOCNI
POLYSOMNOGRAFIE)

Drbalova L., Dvorakova M.
Pracoviste détské mediciny (Neurofyziologické cent-
rum), FN Brno

Video EEG je v souc¢asné dobé jednou ze zaklad-
nich diagnostickych metod pouzivanych v ramci
ptredoperacéniho vySetieni u pacientu s farmako-
rezistentni epilepsii a pti diferencialni diagnosti-
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ce zachvatovych stavi. PSG — polysomnografie je
zéznam nékolika funkci organismu béhem spanku
a slouzi k diferenciaci spankovych stadii a poruch
spanku. Smyslem vySetfeni je synchronni snima-
ni EEG ktivky a videozaznam pacienta. Cilem vy-
Setfeni je zachyceni zachvatového stavu typického
pro monitorovaného pacienta a nasledna analyza
EEG, PSG zaznamu. Zptisoby snimani jsou dany
moznostmi a vybavenim EEG video laboratoie. Na
nasem pracovisti snimame 24kanéalové skalpové
EEG s moznosti rozsiteni o dalsi piidatné povr-
chové elektrody. Polysomnografie spociva ve sni-
mani EEG, EKG kiivky, registrace proudu vzdu-




chu pted nosem a usty, saturace krve Oy, EMG
svalu v obli¢eji a na DKK, zdznam hrudniho dy-
chani, registraci ofnich pohybt a mikrofon
k zaznamenani ptipadné ronchopatie. Doba sni-
mani je individualni — nékolik hodin az dni.

Video EEG jednotka je na naSem pracovisti
v provozu od roku 2005. Ro¢né nasnimame ptibliz-
né 500 video EEG. Tato prace vyZaduje odborné
znalosti v diagnostice nervového systému a kazda
sestra je specialné vyskolena. Vzhledem k raznym
vékovym skupindm nasich détskych pacientt
s riznou mentalni trovni vyzaduje tato prace in-
dividualni p#istup ke kazdému nemocnému ditéti,
dobré pozorovaci schopnosti sestry, trpélivost,
schopnost empatie a spolupraci s rodié¢i déti. Video
EEG ur¢ité velkym podilem ptispélo ke zkvalitné-
ni diagnostiky neurologicky nemocnych déti. Tran-
sportni video EEG zpiesnilo a vyznamné zkvalit-
nilo diagnostiku novorozeneckych zachvata
a diferencialni diagnostiku zachvatovych projevi
na JIP v détské nemocnici. Souéasti prezentace je
ukazka snimani video EEG.

DIAGNOSING NERVOUS SYSTEM
(LONG-TERM VIDEO, EEG MONITORING,
NOCTURNAL POLYSOMNOGRAPHY)

Drbalova L., Dvoirakova M.
Department of Pediatric Medicine (Neurophysiological
Centre), Faculty Hospital Brno, Czech Republic

Video EEG is currently one of basic diagnostic
methods used in the pre-operative examination in
patients with refractory epilepsy, and in the diffe-
rential diagnostics of seizures. PSG — polysomno-
graphy is recording of several functions of the or-
ganism during sleep, and is wused for
differentiation of sleep stages, and sleep disorders.
The purpose of the examination is synchronous re-
cording of the EEG and video of a patient. The aim
is to record seizures typical for an individual mo-
nitored patient and following analysis of the EEG,
and PSG recordings. Methods of recording are ba-
sed on possibilities and equipment of the EEG vi-
deo laboratory. We record in our laboratory 24
channel scalp EEG with a possibility to extend
with additional surface electrodes. Polysomno-
graphy is based on recording of the EEG, EKG, re-
gistration of the air stream in front of the nose and
mouth, saturation of blood Oy, EMG of a facial
muscle, registration of the chest breathing, and
eye movements. A microphone is used to record
snoring. The time of recording is individual — seve-
ral hours to several days.

Our Video EEG unit is operated since 2005. We
record approximately 500 video EEGs yearly. Spe-
cialized knowledges in the diagnostics of the ner-

vous system are neccessary for this work and eve-
ry nurse is specially trained. With respect to vari-
ous age groups of our paediatric patients with dif-
ferent mental levels, this work needs an
individual approach to every child, good observa-
tional skills of the nurse, patience, empathy and
cooperation with parents. The Video EEG definite-
ly contributed to enhance the quality of the dia-
gnostics of neurologically ill children. The portab-
le video EEG greately enhanced the accuracy and
quality of the diagnostics of newborn seizures, and
seizures in the paediatric ICU in our Children’s
Hospital. The part of our presentation is
a demonstration of the video EEG recording.

KOMPETENCE DETSKYCH SESTER
V PRIMARNI PECI

Marounkova dJ.
Pracovisté détské mediciny, Fakultni nemocnice Brno

Cil: Poskytovani kvalitni oSetiovatelské péce je
soucasti prace nelékaiskych pracovniku na kaz-
dém useku prace, tedy i na iseku primarni péce.
Primarni péée ma svoje nezastupitelné misto
v systému zdravotni péée v CR. Jaké jsou kompe-
tence détskych sester v primarni péci, jaké je jejich
postaveni a jak je vnimaji détské sestry nemocnié-
nich zarizeni?

Cilem prednéasky je definovat kompetence dét-
skych sester v primarni pé¢i na zakladé prislusné
platné legislativy a pi#ibliZit jejich praci ostatnim
zdravotnickym pracovniktim.

Primarni péce je koordinovana komplexni zdra-
votné socialni péce poskytovana piedevsim zdra-
votnickym pracovniky na drovni prvniho kontak-
tu obfana se zdravotnickym systémem, soubor
¢innosti, ktery souvisi s podporou zdravi, preven-
ci, vySetfenim, 1ééenim, rehabilitaci, oSetiovanim.
Péce je poskytovana ve vlastnim socialnim pro-
stfedi pti respektovani bio-psycho-socialnich po-
tieb.

Hlavni roli primarni péce je piedevsim dostup-
nost, otevirenost, schopnost porozumét potiebam
obéanti, piehlednost, citlivost, huméannost, péce
preventivni, péée chronicka, péce akutni, paliativ-
ni péce, integrace zdravotni a socialni péce, sebe-
péce a odpovédnost obéant za vlastni zdravi.

Péci poskytuji: prakticky 1ékai pro déti a dorost,
ambulantni specialisté, agentury domaéci péce, sto-
matologové, gynekologové, 1ékarska sluzba prvni
pomoci, lékarny.

Zakladnimi podminkami vykonu povolani dét-
ské sestry jsou predevsim kvalifika¢ni predpoklad
vykonu povolani, vykon praxe, specializaéni stu-
dium.

Kompetence détskych sester:
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Cinnosti détské sestry bez odborného dohledu

a bez indikace 1ékare:

e poskytuje zdravotni pééi (oSetFovatelskou péci)
v souladu s piedpisy a standardy

e podili se na zajisténi standard, zajistuje potieb-
né tiskopisy, vede zdravotnickou dokumentaci

¢ dba na dodrzovani hygienicko-epidemiologic-
kych predpist

e zajistuje ochranné pomtcky, jejich dezinfekei,
sterilizaci, jejich zasoby, zajistuje potfebny ma-
terial pro zajiSténi oSetfeni v ordinaci, sleduje
chod pristroja, jejich opravy, zajistuje piejimani,
kontrolu, manipulaci a uloZeni 1é¢ivych ptiprav-
k1, véetné navykovych latek, zajistuje jejich do-
stateénou zasobu

¢ poskytuje pacientovi informace v souladu se
svou zpusobilosti, hodnoti prostiedi z hlediska
zajisténi zdravého vyvoje ditéte, vede matky ke
spravnému piistupu ve vyzivé ditéte, edukuje
matky v technice kojeni a dohlizi na jeho sprav-
né provedeni, provadi psychickou p#ipravu di-
téte na diagnostické a 1éfebné vykony
a oSetfovatelskou péci o déti v jejich prubéhu
a po jejich skoncéeni s ohledem na vyvojové
zvlastnosti détské psychiky

¢ sleduje psychomotoricky vyvoj déti, vede o ném
pisemny zaznam, ¢ini opatfeni k zamezeni vzni-
ku psychickych deprivaci, retardaci psychomo-
torického vyvoje ditéte, vyhledava rizikové fak-
tory ohrozujici zdravy vyvoj ditéte

e vytvaii estetické a pozitivné ptsobici prostredi
v ¢ekarné

e provadi sbér anamnestickych tdaju, vyhodno-
cuje potieby pacienta a sobéstaénost pacienta

¢ sleduje a orienta¢né hodnoti fyziologické funk-
ce, provadi vySetteni biologického materialu
ziskaného z kapilarni krve semikvantitativni-
mi metodami

e provadi oSetieni poruch a celistvosti ktize, oSet-
fuje stomie, chronické rany, centralni
a periferni zilni vstupy, provadi rehabilitac¢ni
oSettrovatelstvi, polohovani, nacvik sebeobsluhy,
orienta¢né hodnoti socialni situaci
Cinnosti bez odborného dohledu a na zakladé

indikace 1ékate:

¢ aplikuje intravenézni injekce a infuze novoro-
zencum a détem do 3 let, provadi katetrizaci
mocového méchyte divek do 10 let, provadi vy-
plach zaludku u déti pifi védomi, zavadi
a udrzuje kyslikovou terapii, provadi navstév-
ni sluzbu
Sestra jako asistentka:

e zajistuje Ffadny a plynuly chod ordinace, zpro-
sttedkovava prvni kontakt s détskym pacien-
tem a jeho rodinou, podava informace rodiné
i lékati, zjistuje informace dulezité k identi-
fikaci

¢ objednava pacienty, vysvétluje co, kdy, kde, jak,
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zpracovava rozvrh schizek pacienta a jeho rodi-
ny s lékafem, poméaha pii riznych studiich, kte-
rych se 1ékar uéastni, ma aktivni znalost ciziho
jazyka
Sestra jako administrativni pracovnice:

¢ vede, zaklada, archivuje dokumentaci, inkasuje
platby od pacientti, pFipravuje zadanky
k odbérum, pFipravuje rozhodnuti o do¢asném
oSetfovani ¢lena rodiny

e piebira a odesila postu, vede statistické adaje,
ma znalost prace s PC a internetem
Sestra jako Skolitelka:

¢ podili se na praktickém vyucéovani studentu,
prednasi na konferencich, seminatich, celozZivot-
né se vzdélava
Sestra jako ¢lovék vytvari piijemnou atmosféru:

e napomaha rozvoji mezilidskych vztahu, aktiv-
né komunikuje s rodinou i détskym pacientem,
podporuje, dodava odvahu rodiné i détskému
pacientovi, uklidiiuje, dodava pocit sebejistoty

e povahové a charakterové vlastnosti — empatie,
flexibilita, loajalita, spolehlivost, pfirozené or-
ganizaéni a komunikaéni schopnosti

Vsechny kompetence jsou definovany Vyhlas-
kou 424/2004 Sb., kterou se stanovi ¢innosti zdra-
votnickych pracovnik a jinych odbornych pracov-
nika.

V CR je 2120 praktickych lékait pediatri (ke
konci roku 2006), kteti v prabéhu roku poskytnou
téméi 14 miliont oSetfeni a vySetieni détskym
a dorostovym pacienttim. Ve vétsiné ordinaci prak-
tickych 1ékait ptisobi détska sestra nebo zdravot-
ni sestra.

Zavér: Prace détské sestry v primarni pééi ma
své zcela nezastupitelné misto, a to jak v ordinaci
praktického lékare pediatra, tak i ve specializova-
nych ambulancich. Jejich vysoka profesionalita,
odpovédnost a schopnosti jsou zarukou kvalitné
poskytované oSetiovatelské péce.

COMPETENCIES OF PEDIATRICS’
NURSES IN PRIMARY CARE

Marounkova J.
Department of Pediatric Medicine, University Hospital
Brno, Czech Republic

The aim: To provide quality-nursing care in
each section of their work, including the field of
primary care. Primary care has the unique place
in the healthcare system in the Czech Republic.
What are the competencies of children’s nurses in
primary care, what is their position and how do
pediatric nurses in hospital care perceive it.

The aim of this lecture is to define the compe-
tencies of nurses in primary childcare under the




current legislation and bring their work to other
healthcare professions.
Primary care is coordinated, comprehensive
health and social care provided by health workers.
On the first and basic level it establishes contact
with the citizen and introduces them to the health
system. It is the set of activities that relates to
health promotion, prevention, testing, treatment,
rehabilitation, and treatment. The care should be
provided in their own social environment, while
respecting the bio-psycho-social needs.
The main role of primary care is mainly the
availability, openness and ability to understand
the needs of the citizens, transparency, sensitivity,
humanity, including preventive care, chronic care,
acute care, palliative care, integrating health and
social care, self-care and responsibility of citizens
for their own health.
Care provided: General practitioner for child-
ren and adolescents, ambulant specialists, den-
tists, gynecologists, first aid services, home care
agency and pharmacy.
Basic conditions (premise) of profession the pe-
diatric nurses are mainly professional qualifica-
tions, practice, specialization studies.
Competence of pediatric nurses:
Activities pediatric nurses without professional
supervision and without medical (doctor) indica-
tion:
¢ Provides nursing care in accordance with rules
and standards
e Participates in ensuring standards, ensures the
necessary forms to keep the medical documen-
tation

e Ensure compliance with hygiene-epidemiologi-

cal rules

Provides protective equipment, disinfection, ste-

rilization, control and storage of medicines

¢ Provides information to patient in accordance
with their qualification, assess the environment
for ensuring the healthy development of child-
ren and guidance for the mother for correct app-
roach in child nutrition. In addition coaching
breastfeeding mothers in technology to ensure
its proper implementation. Also implementing
the child’s psychological preparation for dia-
gnostic and therapeutic interventions and nur-
sing care for children during and after having
regard to the specific child developmental psy-
chology

¢ Monitors psychomotor development of children,
keep a written record of it, shall take measures
to prevent emergence of psychological depriva-
tion, retarded psychomotor development of the
child, looking at risk factors threatening the
healthy development of children

e Aesthetic creates a positive working environ-
ment in the waiting room

¢ Implementing the collection of anamnesis data,
evaluate the needs of the patient and the pati-
ent’s self-sufficiency

e Monitor and evaluate the functions of guidance,
performs testing of biological material obtained
from capillary blood semi quantitative methods

¢ Implementing treatment failures and integrity
of the skin, stoma nurses, chronic wounds, the
central and peripheral venous inputs, rehabili-
tation care, positioning, self-training, the app-
roximate value of the social situation
Activities without professional supervision and

on the basis of medical (doctors) indications:

e Applying intravenous injections and infusions
in infants and children under 3 years old, per-
formed bladder catheterization for girls under
10 years old, performed gastric lavage in child-
ren, knowing established and maintain oxygen
therapy, performs visiting service
Nurse as an assistant:

e Ensure properly functioning office, mediates
the first contact with a child patient and his fa-
mily, finds the information important to identi-
fy

¢ Orders to patients, explaining what, when, whe-
re, how to do, assists in various medical studi-
es
Nurse as an administrative worker:

¢ Leads, creates, archives documents, collect pay-
ments from patients

e Takes over and sends mail, keeps statistics, has
the knowledge of work with PC and Internet
Nurse as a trainer:

e Participates in the practical teaching of stu-
dents, lectures at conferences, seminars, does li-
felong self-education
Nurse as a person creates a pleasant atmo-

sphere:

e Helps in the development of interpersonal rela-
tionships, actively communicates with family
and child patient, supports, gives courage to the
family and child patient, reassuring, adds
a sense of confidence

e Has the following character traits — empathy,
flexibility, reliability, natural organizational
and communication skills

The Czech Republic has 2120 GPs of Pediatrics
(end 2006), who during the year made nearly 14
million treatments of child and adolescent pa-
tients. The most surgeries of general practitioners
have pediatric or general nurse.

Conclusion: Work pediatric nurses in primary
care have a very unique place in the office practi-
tioner pediatrician, as well as in specialized cli-
nics. Their high professionalism, responsibility
and ability ate provided to guarantee quality of
nursing care.
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DOMACI UMELA PLICNi VENTILACE
U PEDIATRICKYCH PACIENTU

Sifova J.

Pracoviste détské mediciny, Fakultni nemocnice Brno

Projekt domaci umélé plicni ventilace byl zaha-
jen na podzim 2003. Partnery projektu jsou Minis-
terstvo zdravotnictvi Ceské republiky, Vieobecna
zdravotni pojisStovna a Fakultni nemocnice Brno.
Zatazeni do projektu rozhoduje indikaéni komise
pro Domaci umélou plicni ventilaci MZ CR na za-
kladé moznych indikaci. Za obdobi 2004-2009 by-
lo do projektu zatazeno 79 pacientt. Nejstarsi roc-
nik narozeni 1931 a nejmladsi roénik 2008.

HOME CONTROL MECHANIC
VENTILATION IN PEDIATRICS PATIENTS

Sifova dJ.
Department of Pediatric Medicine, University Hospital
of Brno, Czech Republic

The project of Home Control Mechanic Ventila-
tion was initiated in autumn 2003. The partners of
the project are Ministry of Health of the Czech Re-
public, General Health Insurance Company and
University Hospital of Brno. Enlistment in the
project is decided by indicating commission of the
Czech Republic Ministry of Health. The decision
is based on acceptable findings. 79 patients were
included in this project during the period
2004-2009. The oldest of them was born in 1931,
the youngest one in 2008.

DIAGNOSTIKA A LECBA VYVOJOVF;HO
VYKLOUBENI KYCELNICH KLOUBU

Skapova J., HanZlova L.
Pracovisté détské mediciny, Ortopedickd ambulance,
FN Brno

Cilem studie je podat piehled o stavu a vyvoji
screeningového vySetieni ky¢€li s dirazem na véas-
nou diagnostiku a terapii vyvojového vykloubeni
kyéelnich kloubu (VVKK). Studie obsahuje pte-
hled konzervativnich postupt terapie a pomtcek
pouzivanych k 1é¢eni této vady.

Systém celoplo$né véasné diagnostiky VVKK na
brnénském pracovisti pouziva jiz 25 let a proto
hodnotime vlivy véasné klinické a ultrazvukové
(UZ) diagnostiky na vysledky terapie VVKK. Jed-
notné vedeny systém vySetieni velkého poétu pa-
cientd (cca 6000 ro¢né) prokazuje jednoznaénou
souvislost diagnostiky, terapie a jejich vysledkd.
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Véasna diagnostika VVKK umoziiuje véasné za-
hajeni terapie s pouzitim jednodussich 1écebnych
pomucek, zkrati dobu lééeni, snizi procenta moz-
nych komplikaci a minimalizuje nutnost operac-
niho feSeni této vady.

DIAGNOSIS AND TREATMENT OF THE
HIP DEVELOPMENTAL DISLOCATION
(DDH)

Skapova J., HanZlova L.
Orthopedical Department — Pediatric Orthopaedics,
University Hospital Brno, Czech Republic

The aim of the thesis is to provide an overview
of the hip screening examination with emphasis
on developmental dislocation of the hip (DDH)
early diagnosis and therapy. The thesis includes
and presents conservative methods of therapy and
equipment used to treat this handicap.

The nationwide system of DDH early diagnosis
has been used in Brno for over 25 years. Therefore
we can evaluate the effects of early clinical and ul-
trasound diagnosis on the therapy results. We exa-
mined a large number of patients in our depart-
ment (approximately 6000 per year) that showed
us clear connection between early diagnosis, the-
rapy and its results. DDH early diagnosis allows
to start the therapy sooner with use of simple the-
rapeutic aids. It also shortens the duration of the
treatment, reduces the percentage of possible com-
plications and minimizes the need of surgery.

LEKARSKA SLUZBA PRVNI POMOCI -
SOUCAST PRACOVISTE DETSKE
MEDICINY

Uhlirova JJ.

Pracovisté détské mediciny, Fakultni nemocnice Brno

Lékaiska sluzba prvni pomoci poskytuje
v nezbytném rozsahu lékaiskou pééi pacientim
détského véku vykazujicim akutni zmény zdravot-
niho stavu, které vznikly v ¢asovém obdobi mimo
pracovni dobu détskych ambulantnich zatizeni.
Od roku 2008 je Lékaiska sluzba prvni pomoci
soucasti ambulantni ¢asti Pracovisté détské me-
diciny FN Brno.

Ve svém sdéleni autorka upozornuje na radu
problému souvisejicich se za¢lenénim tohoto tse-
ku primérni péée do nemocni¢niho zaiizeni. Po
dvou letech provozu détské pohotovosti jsou vidi-
telné zmény predevsim v ¢asné diagnostice obtizi
nemocného ditéte a omezeni piistupu do speciali-
zovanych ambulanci v dobé ustavni pohotovostni
sluzby.




MEDICAL AND FIRST AID - PART OF THE
DEPARTMENT OF PEDIATRIC MEDICINE

Uhlirova J.
Department of Pediatric Medicine, University Hospital
Brno, Czech Republic

Medical and first aid supplies to the extent ne-
cessary medical care to patients of childhood acu-
te reporting a medical condition that arose in the
period outside working hours of children’s outpa-
tient facilities. Since 2008, the medical service
component of the outpatient Department of Pe-
diatric Medicine University Hospital Brno.

In its communication, the author highlights
a number of problems related to the inclusion of
this section of primary care to hospital facilities.
After two years of operation of child emergency
changes are visible mainly in the early diagnosis
of a sick child’s difficulties and restricting access
to specialist outpatient clinics at the time of con-
stitutional emergency services.

EPIZODNI ZAZNAMNIKY
KARDIOLOGICKYCH OBTIiZi

Vorbova R.

Pracovisté détské mediciny — ambulance détské
kardiologie, Fakultni nemocnice Brno

Autorka se ve své prednasce zamétila na vyuzi-
ti epizodnich zaznamnikt kardiologickych obtizi.
Tyto zaznamniky se vyuzivaji u srdeénich arytmii,
které se u pacientu objevuji v delsich éasovych in-
tervalech. Tato monitorace je vhodna u spolupra-
cujicich klientt. Je zde nutna dukladna edukace.
Velkou vyhodou je moznost okamzitého hodnoceni
ziskaného zaznamu.

EPISODE RECORDERS CARDIOLOGICAL
PROBLEMS

Vorbova R.

Department of Pediatric Medicine — Pediatric
Cardiology Clinic, University Hospital Brno,
Czech Republic

The author in his lecture focused on the use of
recorders episode cardiological problems. These re-
corders are used i cardiac aritmii that patients ap-
pear at longer intervals. This monitoring is sui-
table for cooperating clients. There is a need for
thorough education. The great advantage i the
possibility of immediate evaluation obtained re-
cord.

PRAVNI A ETICKE ASPEKTY V PEDIATRICKEM OSETROVATELSTVI

KOMPETENCE STUDENTU LEKARSKYCH
FAKULT UNIVERZITY KARLOVY

K PREVENCI SYNDROMU SEXUALNIHO
ZNEUZIVANI DETI

HanusSova J.

Univerzita Karlova v Praze — Pedagogickd fakulta,
Katedra skolni a socidlni pedagogiky, oddéleni
Vychovy ke zdravi

Cilem studie ,Kompetence studentt Lékat-
skych fakult Univerzity Karlovy k prevenci syn-
dromu sexualniho zneuzivani déti“ je zjistit pti-
pravenost studentt péatych roénika LF UK
k prevenci syndromu sexudlniho zneuzivani déti.

V praktické ¢asti je vyuzita metoda kvantita-
tivniho dotaznikového Setieni realizovaného tech-
nikou Computer Aided Web Interviewing (CAWI).
Vybérovy soubor je stanoven metodou ndhodného
stratifikovaného vybéru. Byli kontaktovani stu-
denti patych ro¢niku téchto fakult Univerzity Kar-

lovy — 1., 2., 3. 1ékaiské fakulty; Lékarské fakulty
v Hradci Kralové; Lékaiské fakulty v Plzni. Vlast-
ni dotaznik je vnitiné strukturovan do ¢asti, jsou
v ném vyuzity jak uzaviené, tak i otevirené otazky.

P#i vyhodnocovani je vyuzita podle typu vzta-
hu, ktery muzeme mezi hodnotami zjistovat, ordi-
nalni (bodov4, znamkovaci) skala, ktera umoznu-
je stanovit poradi vysledku. Je uréena absolutni
éetnost, relativni éetnost, kumulativni éetnost, chi
kvadrat test nezavislosti, analyza rozptylu, me-
dian a vybérova smérodatna odchylka. Rozdéleni
Cetnosti je vyjadieno tabulkami a grafy.

Na zakladé zjisténych informaci je vypracovan
ystandard miniméalnich znalosti“, jehoz souc¢asti je
i navrh na fungovani interdisciplinarni spolupra-
ce. Tento standard lze oznadit jako bazélni a je ur-
gen pro vysokogkolské uéitele na VS. Standard ob-
sahuje vycet zakladniho pojmoslovi a souvislosti.
Ptedpoklada se, ze na kazdé fakulté na trovni jed-
notlivych obortt bude material vhodné doplnén
a rozpracovan o dalsi potfebné informace, které
maji primou souvislost ke studované specializaci.
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THE COMPETENCE OF STUDENTS FROM
MEDICAL FACULTIES OF CHARLES
UNIVERSITY TO PREVENT CHILD
SEXUAL ABUSE (CSA) SYNDROME

HanusSova J.

Charles University in Prague — Faculty of Education,
School and Social Pedagogy Department — Health
Education, Czech Republic

The purpose of this thesis titled “The competen-
ce of students from Medical faculties of Charles
University to prevent Child Sexual Abuse (CSA)
syndrome” is to identify the readiness of selected
future specialists (final year students specialising
in the relative area) to prevent Child Sexual Abu-
se (CSA) syndrome.

In the theoretical part of this work fundamen-
tal definitions, as well as terms relevant to Child
Sexual Abuse syndrome (CSA), or Child Abuse
and Neglect syndrome (CAN) are mentioned.
Furthermore, some aspects of epidemiological in-
dicators are presented showing us proof of Child
Sexual Abuse (CSA) syndrome in common popu-
lations and therefore a need to address this pro-
blem.

In the practical part of this thesis quantitative
interviews were used, which were implemented by
Computer Aided Web Interviewing (CAWI). The
subject group was a convenience sample of stu-
dents in there final year (2007/2008) of studying.
Students from the following faculties participated:
Charles University — 1., 2., 3. Medical faculty, Me-
dical faculty in Hradec Kralove, Medical faculty
in Pilsen. The questionnaire that was used com-
prised of different parts, in which both closed as
well as open-ended type of questions were used.

The scale was used in the analyses of the pri-
mary outcome measures. The absolute frequency,
relative frequency, cumulative frequency, indepen-
dent chi square, analysis of variance medium and
sample standard deviation were determined. Both
tables and graphs were used to show the frequen-
cies distribution.

Based on results a standard of minimal know-
ledge/training was established based on the re-
sults. Recommendations were made as to the me-
ans for facilitating functional interdisciplinary
collaborations. The recommendations presented in
this thesis are fundamental and are intended to
be used by University professors. The standard
includes fundamental terminology and logistics.
The ultimate goal of this work is that it be appli-
ed, and that new and relevant information be ad-
ded by specific faculties.
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PRAVNI UPRAVA OCHRANY DETI PRED
TYRANIM, ZNEUZIVANIM CI ZANEDBAVA-
NIiM ZE STRANY ZDRAVOTNIKU

Specianova S.
Etickd komise, Vieobecnad fakultni nemocnice, Praha

Lékaii a dalsi zdravotniéti pracovnici maji jedi-
necnou prilezitost pusobit na poli ochrany déti
pted tyranim, zneuzivanim a zanedbavanim. Po-
dle upravy v zakoné ¢. 359/1999 Sb., o socialné-
pravni ochrané déti, jsou zdravotnici na vyzvu or-
gant socialné-pravni ochrany déti povinni sdélit
bezplatné ddaje potfebné pro poskytnuti socialné-
pravni ochrany déti. Jsou tak povinni sdélit infor-
mace o tom, Ze se setkali s ditétem, které je ohro-
zZeno tyranim, zneuzivanim ¢i zanedbavanim.
Zdravotnici se pfitom nemohou dovolavat povin-
né mléenlivosti stanovené zakonem ¢. 20/1966 Sh.,
0 pé¢éi o zdravi lidu.

Aniz by byli zdravotnici vyzvani organem soci-
alné-pravni ochrany déti, jsou povinni oznamovat
obecnimu dfadu obce s rozsitenou pusobnosti sku-
teénosti, ze se setkali s ditétem ohrozenym tyra-
nim, zneuzivanim ¢ zanedbavanim. Nesplnéni vy-
S§e uvedenych povinnosti je sankcionovéano
pokutou.

Zakon ¢. 40/2009 Sb., trestni zakonik upravuje
povinnost pirekazit ¢i oznamit spachani trestného
¢inu. Ve vztahu k trestnému ¢inu tyrani svéiené
osoby je kazdy povinen nejenom piekazit, ale
i oznamit spachani tohoto trestného ¢inu. Dozvi-li
se zdravotnik, ze nékdo se dopustil trestného ¢inu
pohlavniho zneuzivani, je povinen prekazit dalsi
pachéani tohoto éinu.

LEGAL REGULATION OF THE
PROTECTION OF CHILDREN AGAINST
THE ABUSE, SEXUAL ABUSE OR
NEGLECT BY THE HEALTH
PROFESSIONALS

Specianova S.
Ethical Committee, General Teaching Hospital, Pra-
gue, Czech Republic

Doctors and other medical personnel have
a unique opportunity to be active in the field of the
protection of children against the abuse, sexual
abuse or neglect. According to the provision of the
Act No. 359/1999 Coll., on the socio-legal protection
of children, medical personnel is on the require-
ment of the organs of socio-legal protection of child-
ren obliged to provide free of charge any and all da-
ta necessary for the provision of socio-legal
protection. Thus, they are obliged to provide free of




charge information that they have met a child who
is in danger of abuse, sexual abuse or neglect. Me-
dical personnel may not in such circumstances re-
ly on the professional secret set forth by the Act No.
20/1966 Coll., on the care for the health of people.

Without being invited by the organ of socio-le-
gal protection, medical personnel is obliged to an-
nounce to the municipal office of the municipality
with extended jurisdiction the fact that they have
met a child who is in danger of abuse, sexual abu-
se or neglect. Failure to meet the aforementioned
obligations is subjected to the pecuniary sanction.

Act No. 40/2009 Coll., criminal code, sets forth
the obligation to prevent or announce commission
of a crime. With respect to the crime of torture of
subjected person, every individual is obliged not
only to prevent the commission of such crime, but
also to announce this crime. Should a member of
medical personnel acquire information that other
person has committed a crime of sexual abuse, he
is obliged to prevent further commission of such
crime.

REALIZACE PRAV DETSKYCH PACIENTU
V KLINICKE PRAXI

Zacharova E.
Fakulta zdravotnickych studii, Ostravskd univerzita,
Ostrava

Uvod: V souvislosti s rozvojem védy a techniky
prodélalo 1ékaistvi jako obor i zdravotnictvi jako
systém fadu zmén. Profesionilni péce
o nemocného je tymova a specializovana. Vyvojo-
vé trendy na dseku medicinské a oSetiovatelské
péce, nabidka diagnostickych a terapeutickych
metod, stoupajici sloZitost vykont, riskantnéjsi 1é-
katska praxe soucasné s pokrokem v lékatrské
a zdravotni védé a technologii stale vice zduraz-
nuji pravo jedince na sebeurceni a potiebu noveé
a hloubégji formulovat prava pacientt.

V obéanské demokratické spoleénosti jsou lid-
ska prava a individualni svobody vysoce cenény.
Lidé ptijimaji plnou odpovédnost za svlj zivot
a preji si, aby méli dostatek informaci i v nemoci
a aby o svém osudu mohli rozhodovat nebo ales-
pon spolupracovat. Prava pacientt se tak stala za-
kladem pro plnohodnotny vztah mezi zdravotni-
kem a pacientem.

Cil: Realizace prav détskych pacientt v klinické
praxi.

Metody: Priuzkum realizovany dotaznikovou
metodou na vybranych pracovistich.

Vysledky: Rodi¢e jsou o pravech déti
v nemocnici informovani. V 70 % piipadu je vyuZi-
vana moznost doprovodu pti hospitalizaci.
V zatizenich je moZnost pravidelnych navstév.

S détmi je zachazeno s taktem a je respektovano
soukromi a vékové zvlastnosti.

Zavér: V ramci Etického kodexu “Prav pacien-
th” ma své zastoupeni i oblast péce o dité a svoji
vyznamnou ulohu zde sehrava “Charta prav hos-
pitalizovanych déti”. Schvaleny dokument ukazu-
je cestu, jak zkvalitnit vzajemny vztah mezi dité-
tem, zdravotnikem a rodinou a jak pomoci ditéti
a rodi¢im v narocné Zivotni situaci.

IMPLEMENTATION OF CHILDREN'S
PATIENT" S BILL OF RIGHTS
IN THE CLINICAL PRACTICE

Zacharova E.
Fakulta zdravotnickych studii, Ostravskd univerzita,
Ostrava, Czech Republic

Prologue: Within the context of the develop-
ment of science and technology the medicine as
a branch as well as the health service as a system
passed through a lot of changes. The professional
sick-nursing is specialized and team. Develop-
ments in the part of medical and nursing care, the
offer of diagnostic and therapeutic methods, rising
complication of operations, risky practice of medi-
cine more and more accented the right of a human
being to self determination and the want of formu-
lating of patients’ rights in a new and deep way.

Human rights and individual freedoms are app-
reciated a lot in civil democratic society. People as-
sume responsibility of their lives and they wanted
to have both enough information about their sick-
nesses and a possibility to cooperate or decide
themselves during their treatment. Consequent-
ly, patients’ rights create a full-value relationship
between paramedical workers and patients.

Tendency: Implementation of Children’s Pa-
tient”s Bill of Rights in the Clinical Practice.

Methods: Search realized by questionnaire
method at some selected work places.

Results: Parents are given enough informa-
tion about children’s rights.

A possibility to stay with their children while
they are in the hospital is availed in 70%.

A possibility of regular visits is provided.

Treatment of children is tactful, privacy and
age group differences are also respected.

Conclusion: The child care is represented wit-
hin the ethics code “Patient’s Bill of Rights” and
there is a significant role of the “Charter for Child-
ren in Hospital”, too. The approved document
shows how to improve the quality of interrela-
tions among the child, health worker and family
and how to help the child and parents in a severe
life situation.
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