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2. AIATHO3 TA TEPANIA

2.1 SIK MOXXHa 3axXBOpPIOBaHHA AiarHoCTyBaTun?

HiarHo3 CAPS BUCTaBMAIOTb CNOYaTKY Ha OCHOBI KJIIHIYHUX CUMNTOMIB,
a NMoTiM NiATBEPLAXKYIOTb FEHETUYHNM TeCTyBaHHAM. Y 3B''A3KYy 3
nepexpecTtaMm CUMNTOMIB, MOXXe ByTu Ba>kKKo BiapiaHuTn FCAS i MWS
abo MWS i CINCA / NOMID. [liarHO3 rpyHTY€ETbCA Ha KAIHIYHNX
CMMNTOMaX, a TakKoX icTopii xBopobu nauieHTa. OpTanbMoNoriyHe
obcTexxeHHa (0cobnmBo Npun AOCAIAXXEHHI OYHOIrO AHa), 06CTe)XXeHHS
LLleHTpaJZIbHOI HEPBOBOI cucTeMun (ntoMbanbHa NYHKLIA) i
PEHTreHONOriYHI AOCNIAXKEHHA € AOUINbHUMW AN TOro, o6
PO3PI3HNTK Ui NOAIOHI 3aXBOPIOBAHHA.

2.2 Ym 3axXBOPIOBAHHA NIKYETbCA Ta Y4 MOXe bOyTHm
BUJIIKYBaHUM?

CAPS He MOXYTb 6yTn BunikyBaHuMmn, 60 Le reHeTnYHi 3aXBOPOBaHHA.
Ane 3aBOSKW 3HAYHUM YyCriXxaM Yy BUBYEHHI LMX NOPYLUEHb Ha OAaHUN
4yac i3 BUKOPUCTaHHAM HOBUX MepPCrneKTUBHUX NpenapaTiB a4
nikyBaHHsa CAPS, sKi 3aCTOCOBYIOTb A8 Tepanii i AKi came 3apas
npoxoaaTb BUNpobyBaHHSA OS89 BUBYEHHSA IXHbOT 4OBFOCTPOKOBOI
e(peKTUBHOCTI.

2.3. filka Tepanis iCHy€?
HewonasHO 3aBeplueHa poboTa 3 reHeTUYHUX i NaToi3ioNnoriyHnx
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nocnigxeHb npun CAPS, aki noka3anu, Wo ui 3aXBOPOBaAHHA
CMPUYNHAITBLCA rinepnpoaykuieto IL-13, NOTYy>XHUM npo3anajibHUM
LUMTOKIHOM (6inkoMm). Llen npouec Bigirpa€ Ba>KnmBy posib Y BUHUKHEHHI
xBopobu. B faHmMm Yac Ha pi3HUX CTafisax OoCNig)XeHb € pag,
npenapaTiB, AKi NPUrHidyTb IL-1B (IL-1- iHri6iTopwn). Mepwimnm
npenapaToM 3aCTOCyBaHHS AN NiKyBaHHSA L€l XBopobu byna aHaKiHpa.
BoHa niaTBepanna cBo ePeKTUBHICTb A8 WBUAKOIO KOHTPOJIO Haf
3anajleHHAM, BUCUMKOLO, IMXOMaHKow, 6onsamu i BTomoto y BCix CAPS.
Llen npenapaT TakoX NPMU3BOAUTb 00 ePEKTUBHOIMO NOJIINWEHHS
HEBPOJIOTiYHNX NPOSBIB. Y AeAKNX BUMNALKAX 3MEHLUYETbCA r1yXoTa |
KOHTPOJIIOETBLCA aMisioigo3. Ha »Kanb, aHakiHpa BUsBMIacA
Hee(eKTUBHOI A8 NIKYBaHHA XPSALWOBUX PO3POCTaHb. PeKoMeHaOBaHa
[03a 3a/71eXXNTb Bif CTYNEHSA Ba>XKOCTi 3aXBOPIOBaAHHSA. JIiKyBaHHS
MOBUHHE MOYNHATUNCA Y PAHHbOMY ONTUHCTBI, LWe A0 TOro, K XpPOoHi4yHe
3anaJieHHa npu3sene 00 He3BOPOTHOI (HEBIAHOBHOI) LWWKOAM B OpraHax,
Hanpwuknag, 0o rnyxoTu i aminoigo3sy. MNpenapaT BBOAATL iH'"'€KLINHO,
LWOAEeHHO, NigWKIPHO (B NiALWKIPHY XXMNPOBY KNITKOBUHY). HacTo
MoBIAOMATL MPO MicUEeBI peakuil B OinaHUI iH"ekUil (JTOKabHI), AKi
BMPOOOBX HACTYMHOMo 4acy 3MeHWYTbCs. PiloHoLEenT € HaCTYyNMHUM
aHTU-IL-1-MegnKaMeHTOM, KU O03BOJIEHUN Y 3aKJ/1aaX OXOPOHN
3popoB’s CLLUA (FDA) ond nauieHTiB, CTapwux 11 pokis, WO XBOPilOTb
Ha FCAS abo MWS. ICHYIOTb LWOTUXXHEBI NiAWKIipHI iH"€KLIl. IHWN aHTW-
IL-1 npenapaT, akun HewogasHo 6yB cxBaneHnnm FDA i EBponencbknm
areHTCTBOM 3 JIiIKapCbKUX NpenapaTiB A1 NauieHTIB, CTapLUMX 2 PoKiB,
KaHakKiMymMab. HewopnasHo 6yn0 noka3aHo, WO uen npenapat MoXXe
e(PeKTUBHO KOHTPOJIIOBATN 3anasieHHAa y navuieHTiB MWS nipu
npoBefeHHI NigwKipHNX iH"eKUin Big4 4 00 8 TUXKHIB. Yepe3 reHeTU4YHe
MOXOOXXEHHS 3aXBOPIOBAHHA MOXHa NPUNYCTUTK, WO dapMaKoaoriyHe
iHriByBaHHS IL-1 cnif BUKOPUCTOBYBATU BNPOLAOBX TPMUBAJOro nepiony
4acy, MOXXJINBO, MIATPUMYBATU BNPOLOBX YCbOr0o XXUTTH.

2.4 5IK pOoBro TpMBa€ 3axXBOPIOBaHHA?
CAPS € 3axBOpIOBaHHAM Ha BCE XUTTHA.

2.5 ik Burnapae BippaneHum nporHos (nepebir Ta Hacnipkun)
LbOro 3aXBOpPIOBAHHA?
BioganeHun nporHos npu FCAS € nobpum, ane aKiCTb XXUTTH MOXe
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OyTU 3HUXKEHOIO Yepes3 NMOBTOPHI Hanaan nMxoMmaHku. MNpun MWS
BiA4aNI€HNI NPOrHO3 MOXKe OyTU MeHL CrPUATANBUM Yy 3B''A3KY 3
aMifnoifo30M i NopyLweHHAM PYHKLUIT HUPOK. TaKOX CKIagHUM
BigdaNeHUM yCKNaaHeHHAM € rnyxoTa. MNepebir xsopobun y aiten 3
CINCA mMoxxe cynpoBo>XyBaTuca 3aTpumMkoto pocTty. Npu CINCA /
NOMID BigganeHnin NPporHo3 3as71IeXXNTb Bif BaXXKOCTi HEBPOJIOTiYHUX |
HENPOCEHCOPHNX CUMMTOMIB i Cyrn1000BMX MOLIKOOXKEHb,
rinepTpodidHol apTponaTil, WO MOXXe BUKJIMKATN CEPMNO3HI OBMeXXKeHHs.
Y BaXKKNUX XBOPUX MOXXe MOXXe HacTaTu nepeayacHa cMepTb. JlikyBaHHS
iHri6iTopamn IL-1 3Ha4YHO nokpawwmno Hacnigku npu CAPS.
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