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Cysticka fibroza (CF) je autozomalné recesivné dédi¢né onemocnéni podminéné mutacemiv CFTR genu (the Cystic Fibrosis
Transmembrane Conductance Regulator). U vétsiny pacientl se choroba manifestuje pod obrazem chronického sinobron-
chidlniho onemocnéni, pankreatické insuficience a zvysené koncentrace chloridi v potu. S narUstajicim vékem se objevuji
dalsi komplikace, jednou z nich je specifickd forma diabetu CFRD (Cystic Fibrosis Related Diabetes), ktera postihuje az 50 %
dospélych CF pacientl. Zavedeni l1é¢by tzv. CFTR modulatory vedlo k vyraznému prodlouzeni doby doziti pacientd s CF
a s tim nabyva na vyznamu i CFRD. Dekompenzovany diabetes vede k ¢astéjsim a zavaznéjsim exacerbacim plicnich projevi
CF, a tim ke zvy$ené morbidité i mortalité pacientl. CFRD se vyznacuje zejména postprandialnimi hyperglykemiemi, la¢na
hyperglykemie je az pozdnéjsim projevem. Pacienti s CF musi byt pravidelné vysetfovani stran rozvoje CFRD. Metodou volby
[écby CFRD je inzulinoterapie. Je vyhodné pouzivat u CFRD pacientd kontinualni monitoraci koncentrace glukézy i [écbu
inzulinovou pumpou, protoze tyto technologie umoziuji lepsi adaptaci na nezbytnou vysokokalorickou dietu CF pacientd.
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Cystic fibrosis related diabetes - current situation and perspective

Cystic fibrosis (CF) is an autosomal recessive inherited disease caused by mutations in the CFTR gene (the Cystic Fibrosis
Transmembrane Conductance Regulator). In most patients, the disease manifests itself in the form of chronic sinobronchial
disease, pancreatic insufficiency, and increased concentration of chlorides in sweat. With increasing age, other complications
appear, one of which is a specific form of diabetes CFRD (Cystic Fibrosis Related Diabetes), which affects up to 50 % of adult
CF patients. The introduction of treatment with so-called CFTR modulators has led to a significant extension of the lifespan
of patients with CF, and with that, CFRD also becomes more important. Decompensated diabetes leads to more frequent and
more severe exacerbations of the pulmonary manifestations of CF and thus to increased patient morbidity and mortality.
CFRD is mainly characterized by postprandial hyperglycemia, fasting hyperglycemia develops later. Patients with CF must
be regularly screened for the development of CFRD. The method of choice for the treatment of CFRD is insulin therapy. It is
advantageous to use continuous glucose concentration monitoring and insulin pump therapy in CFRD patients, which enables
better adaptation to the necessary high-calorie diet of CF patients.
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I'Jvod - cystické fibroza obecné a nachézi se v membréné epitelidinich bunék rliznych organovych

Cysticka fibréza (CF) je autozomalné recesivné dédicné onemocnéni  systému. Typicky se jednd o buriky plic, sinust, pankreatu, jater, stfev
podminéné mutacemiv CFTR genu (the Cystic Fibrosis Transmembrane  a reprodukéniho systému. Tato jeho Sirokd distribuce pak podminuje
Conductance Regulator), ktery je lokalizovan na 7. chromozomu. CFTR - velkou skalu klinickych projev, které nachazime u CF pacientd s tzv.
gen koduje tzv. CFTR protein, ktery mé funkci aniontového kandlu  klasickou (plné vyjadienou) formou CF (1).
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