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2. ANATHO3A N JIEMEHUE

2.1 Kak ce pumarHocTtuumpa?

OunarHoctmnka Ha CAPS ce ocHOBaBa Ha KJIMHUYHU CUMNTOMMU, NMpean aa
6baaT reHeTMYHO NOoTBbPAEHU. PasrpaHundyeHuneTo mexay FCAS n MWS
nnn MWS n CINCA / NOMID moxxe oa e TpyaHO, nopaau npunokKpmeaLlu
ce cumMnToMU. lnarHosaTa ce OCHOBaBa Ha KJIMHUYHU CUMMTOMU U
aHaMHe3aTa Ha nayuneHTa. O TanmonormyHaTa oueHka (rno-cneumasHo
dyHOoCKONKUA), n3cnenBaHe Ha NMKBOP (NymbanHa NyHKUKA) K
PEeHTreHosIornYHaTa oL eHKa ca NnoJie3Hn Npu pasrpaHnyaBaHe oT
apyrn 3abonsBaHus.

2.2 Moxxe nu pa 6bae neKyBaH UJIN U3sieKyBaH?

CAPS He moraT ga 6baaT usfniekyBaHu, Tb KAaTO Te Ca reHeTUYHMU
3abongaBaHuA. Bbnpekn ToBa, bnarogapeHme Ha 3HaYUTEeNHUS
Hanpenobk B pa3bupaHeTo Ha Te3n HapylleHns, HoBM obellaBallmn
JleKapCTBa BeYe Cca Ha pa3noJsioxeHune 3a siedeHne Ha CAPSnca s
npouec Ha nscsiegBaHe no oTHOLWEHMEe Ha AbJAroCPO4HOTO UM
nencrteune.

2.3 KakBo e neyeHueTo?

[MocnenHWTE NpPoy4YBaHWA Mo reHeTukKa u natogusnonorna Ha CAPS
rnokaseaT, 4ye IL-1B, MoweH UNTOKUH (MPOTENH) Ha Bb3NaJIeHNETO, €
CBPbXMpPOn3BeLeH B Te3n yCJI0BUA U UTpae Ba)KHa posia 3a HavyasoTo
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Ha 3abongaBaHeTo. [NOHacCTOALWEM peanLa NekapcTBa, KOUTO UHXMbupaT
IL-1B (IL-1 6n10Kepwn) ca B pa3nmyHM eTanu Ha pa3paboTBaHe. MbpPBOTO
NleKapCTBO, U3MO0J1I3BAHO 3a Jie4eHne Ha Te3n CbCTOAHUSA € aHaKMHpa.
Belle noka3aHo, 4e To e epeKTUBHO 3a BbP30 KOHTPOIMPaHEe Ha
Bb3nasieHneTo, obpuea, TpeckaTa, bonkaTa n ymopaTa Npu BCUYKU
CAPS. ToBa nieyeHme CblLIO Taka e edpeKTuUBHO noaobpssa
HEBPOJIOrNYHUTE CMMNTOMU. B HAKOM Cilydaun, MoXKe Oa ce nonobpwu
rnyxoTa v na KOHTpoaMpa amuionpgosaTta. 3a CbXXaJieHue, ToBa
NIeKapCTBO He e e(peKTUBHO 3a CBPbXPAaCTEXHa apTponaTus.
HeobxoaommMuTe 0031 3aBUCAT OT TexecTTa Ha 3abonsBaHeTo.
JledeHuneTo TpsabBa Aa 3ano4He paHOo B XMBOTa, Npean XPOHNYHOTO
Bb3MaJieHne ga npuyYnHmM HeobpaTnuMm yBpeXXaaHns KaTo rayxoTa uin
aMmunomao3sa. JIekapCTBOTO U3NCKBA eXXefHeBHa NMOAKOXHa UHXXeKUNA.
JIoKanHu peakunm Ha MACTOTO Ha UHXXEeKTUpaHe ca cbobuaBaHu
4yecTo, HO MOraT Aa NpeMunHaT C BpeMeTo. PusioHacenT e gpyr aHTU-
IL-1 nuxnbutop, ogobpeH oT FDA (xpaHuTe un nekapcteaTa B CALL) 3a
naumeHTn Ha Bb3pacT Hag 11 roamHu, KkonTto ctpagatT ot FCAS nnum
MWS. Heobxoanmm ca ceAMUYHN MNOAKOXXHUN NHXEKUNN. KaHaKnHyMab
e apyr aHTu-IL-1 nHxnbutop, Hackopo oaobpeH oT AreHuums rno
JlekapcTtBaTa Ha FDA n EBponenckaTta (EMA) 3a CAPS nauneHTn Ha
Bb3pacT Hapg 2 roanHu. MNpun nayneHtn ¢ MWS, ToBa nekKapcCTBo, C
MOOKOXXHa MHXeKLKMA Ha BCekn 4 0o 8 cegMuuUM, HACKOPO € NoKa3aHo
3a epeKTBEH KOHTPOJ1 Ha Bb3MaJnTenHnuTe nposasun. Nopaou
reHeTUYHOTO eCTeCcTBOTO Ha 3ab0s19BaHETO, € Bb3MOXXHO
dapmakonornyHaTa 6s10kaga Ha IL-1 ga ce 3anasu 3a AbJIFr0 BpeMe,
aKO He Lesins XXUBOT.

2.4 Konko obaro npoabisKaBa 3abonsBaHeTo?
CAPS e 3abonaBaHe 3a LA XXUBOT.

2.5 KakBa e aobsrocpo4yHarta nporHo3a (o4akBaHM pe3yaTaTyu U
Xopn) Ha 3abonsBaHeTo?

Obnrocpo4yHaTa nporHo3a Ha FCAS e nobpa, HO Ka4eCTBOTO Ha XXMBOT
MO)Xe Oa 6bbae 3acerHaTo OT MOoBTapsLWM Ce enn3oan Ha BUCOKa
TemnepaTypa. lNpun cnHaopoma MWS, obarocpoyHaTa rNMpPorHo3a Moxxe
na 6bae nosansHa OT aMmmaonaosa u yepeaeHa 6vbpeyvHa hyHKLNA.
[nyxoTaTa € CbLW0 3HA4YUTESIHO ABJIFOCPOYHO YC/I0XKHeHue. [JeuaTa C
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CINCA moraT ga umaT CMYLLEHNA B pacTe)a No BpeMe Ha Xxo4a Ha
3abonasaHeTo. Mpu CINCA / NOMID, abarocpo4yHaTa NporHo3a 3aBuUCKU
OT Te)xeCTTa Ha HEBPOJIOrMYHOTO, HEBPOCEH30PHO M CTaBHO 3acsAraHe.
XnnepTpopunyHNTe apTponaTum MoraT ga AoBenaT 00 TEXKWU
yBpexnanaHus. MNpexaespeMeHHaTa CMbPT € Bb3MOXXHa NMpu Cepro3HOo
3acerHaTtu nauneHTu. JleyenHumeto c IL-1 61okepun e nogodbpuno
3Ha4ynTenHo nporHo3saTta Ha CAPS.
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