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Hereditarni periodické horecky ze skupiny
autoinflamatornich onemocnéni
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Centrum détské revmatologie, Pediatrickd klinika Fakultni nemocnice Brno a Lékarské fakulty Masarykovy univerzity Brno

Autoinflamatorni onemocnéni (autoinflammatory diseases, AID) tvofi skupinu vzacnych zéanétlivych nemoci, zptisobenych
poruchou regulace mechanismu nespecifické imunity. Bez zjevné pficiny pfi nich dochazi ke spontannim celkovym a/nebo
lokdlnim projeviim zanétlivé aktivity. Mezi typicka autoinflamatorni onemocnéni fadime syndromy periodickych horecek.
Patfi sem u nds nejcastéji se vyskytujici periodicka horecka asociovana s aftézni stomatitidou, zanétem hltanu a miznich uzlin
(syndrom PFAPA), u niz je pri¢ina multifaktorialni a geneticky podklad zatim nebyl definovan, ale také klasické monogenni
horecky, napfiklad syndrom hyper IgD nebo familidrni sttedozemni horecka, s jiz objasnénymi genetickymi mutacemi. Po-
dezfeni na geneticky vdzané horecky vznika pfi rodinném vyskytu febrilnich epizod, za¢atku potizi jiz v raném véku, ale také
pfi opakujicich se pfidruzenych pfiznacich, napfiklad koznich, o¢nich &i kloubnich. Hlavnim rizikem nelécenych monogennich
periodickych horecek je rozvoj sekundarni amyloidézy. Vzniku organového poskozeni véetné ledvinného selhani mdze zabranit
v¢asna protizanétliva lécba.
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Hereditary periodic fevers from the group of autoinflammatory diseases

Autoinflammatory diseases (AID) are a group of rare inflammatory diseases caused by the dysregulation of nonspecific immunity
mechanisms. In the absence of an obvious cause, they result in spontaneous general and/or local manifestations of inflammatory
activity. Typical autoinflammatory diseases include periodic fever syndromes. These include in our country prevailing periodic
fever associated with aphthous stomatitis, pharyngitis and lymph node inflammation (PFAPA syndrome), in which the cause is
multifactorial and the genetic cause has not yet been defined, as well as classic monogenic fevers, such as Hyper-lgD syndrome or
Familial Mediterranean fever, with genetic mutations already known. Genetically linked fevers are suspected when there is a family
history of febrile episodes, the onset of problems at an early age, but also when there are recurrent associated symptoms, such as
skin, eye or joint symptoms. The main risk of untreated monogenic periodic fevers is the development of secondary amyloidosis.
Early anti-inflammatory treatment can prevent the development of organ damage, including renal failure.
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Diferencialni diagnostika
horecek

Horeckou nazyvéame stav, kdy dochazi
k vzestupu télesné teploty nad 38 °C. Jeji dife-
rencidlni diagnostika je velmi sSirokd. Horecka
mUzZe provazet autoinflamatorni onemoc-
néni, kterym se vénuje tento ¢lanek. Mnohem
Castéji jsou vsak teploty zplisobeny béznymi
infekénimi agens. Pokud se jiz v détském

véku setkdvame s opakovanymi zavazné;jsimi
infekty typu bronchopneumonie, meningiti-
dy ¢i zanétu stfedousi, je potieba myslet na
primarni imunodeficit. Pacienti s primarnim
i sekundarnim imunodeficitem mohou cas-
téji onemocnét vzacnéjsimiinfekcemi vcetné
kvasinkovych ¢i plisnovych. Pri¢inou febrilif
mohou byt rovnéz hemato/onkologicka
onemocnéni (napfiklad leukemie, hodgkin-

sky i non-hodgkinsky lymfom, nadory CNS),
systémova zanétliva onemocnéni nerevma-
ticka (idiopatické stfevni zanéty) ¢i revmatic-
ka (naptiklad vaskulitidy véetné Kawasakiho
nemoci ¢i Henochovy-Schénleinovy purpu-
ry, systémovy lupus erythematodes — SLE,
Stillova choroba dospélych ¢i systémova
forma juvenilni idiopatické artritidy — sJIA),
nékterd endokrinologicka onemocnéni
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