e

*-\F\-l
Q{r paediatric
) . . rheumatology
] o auropaan
X E society

https://www.printo.it/pediatric-rheumatology/UA/intro

CuHpapom bnay/Capkoigos Y Aiutayomy Ta
NipnitkoBomy Biui
Bepcia 2016

1. MPO CUHAPOM BJIAY/CAPKOIOO03 Y AUTAYOMY TA
nanaiTKkoBOMY BiLI

1.1 Lo ue o3Hauvae?

CnHppom bnay € reHeTUYHNM 3aXBOPIOBAHHAM. [aUieHTV MalOTb
KoMbiHOBaHi 3MiHM TaKi AK: BUCUNKa, 3ananeHHs cyrnobis (apTpuT) i
3anafieHHda o4en (yBeiT). MoXyTb ByTr NOWKOAXKEHUMW iHLWI OPraHu, |
Lle MO)Xe NMPU3BOAUTM 00 NOBTOPIOBaIbLHOI IMXOMaHKWN. Ha3Ba bnay
(Blau) cmnHOpOM BUKOPUCTOBYETHLCSA AN CiMenHUX oopM xBopobu, ane
xBopoba Mo)Ke TaKo)X PO3BMBATMUCA CNOHTAHHO. Y UKMX BUNagKax,
rOBOPATb NPO TaK 3BaHUW paHHIin anTtadmin capkoigos (Early onset
sarcoidosis, EOS).

1.2 K 4acTo 3yCTPIiYaAETHLCA Le 3aXBOPIOBaHHA?

CTaTUCTMKa L€l XBOpobu € HeBigomot. aeTbcs Npo ayxKe pigkicHe
3aXBOPIOBAHHS, AKe MNOYNHAETLCA Y ANTUHCTBI (9K npasnio, 0o 5 poky
XNTTA). AKWwo XxBopoby He fikyBaTW, TO BOHa Habupae arpecmsHoOro
nepebiry. 3 MOMEHTY BiAKPUTTSA OCHOBHOIO FeHY, 3aXBOPIOBAHHS
noYasn AiarHOCTyBaTW YacTiwe, oTXKe CTajla MOXJIMBOI BiNlbl TOYHa
OouiHKa YacToTun i nepebiry.

1.3. LLlO € NPUYUHOIO 3aXBOPIOBaHHA?
CuHgpoM bnay € reHeTUYHUM 3axXBOPIOBAHHAM. [[eH, KOTpuUii BiANoBiAa€E
3a HbOro no3Ha4vyaeTbcsa NOD2 ( cnHoOHIM € CARD15), akuin koaye 6inok,
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O Bigirpa€e posib y 3anasjibHUX peakuisax B opraHiami. AKLWwo uen reH
Ma€ MyTauito (Hanpuknag, gk ue € y sunagky cuHgpomy Blau), 6inok
HenpaBUbHO PYHKLIOHYE, i, Le NpU3BOANTb 00 XPOHIYHOro 3anajeHHs
Yy NAUIEHTIB i3 YTBOPEHHSM FPaHyJ/IbOM B Pi3HNX TKAHWUHAX i opraHax
opraHismy. [Ing rpaHy/1IbOM € XapaKTepHi TpuBani BYy3J10Bi
HOBOYTBOPEHHS, WO CKAaAaloTbCs i3 3anasibHUX KNITUH, SAKi MOXYTb
3pyVHYBaATN HOPMaJsibHY CTPYKTYPY i MOWKOOUTU PYHKLIIO PiI3HUX
TKAHWHW Ta OpraHiB B OpraHismi.

1.4 YUm ue 3axXBOpPIOBaAHHA € CNAAKOBUM?

3axBOPOBAHHSA YCMNaAKOBYETbCS 3@ ayTOCOMHO-AOMIHAHTHUM TUMOM
(Lue o3HayvaE, Wo BOHO He 3aNeXWUTb Big cTaTi i NPUHANMHI OAWH 3
6aTbKiB NOBMHEH MaTN CUMNTOMM 3aXBOPOBaAHHA). Mpn LbOMY TUMI
ycnagkyBaHH4A, JIOANHA NOBUHHA MaTU inwe OgUH MYTaAaHTHUW reH,
oTpuMaHun Big MaTepi abo baTbka, Wo6 3axBopiTK Ha cnHOpoM bnay.
Mpwn EOS, MOXYTb BUHUKATU CNOHTAHHI dOPMU 3aXBOPOBAHHSA Y
BUMagKy, KoM ABOE BaTbKiB, AK NpaBn0,E 340POBUMU. AKLLO JOANHA
€ HOCIEM reHa, y Hel NposaBuTbCcsa xBopoba. AKLo oanH 3 6aTbKIiB Ma€
cuHOpom briay, MMOBIPHICTb TOro, WO ANTUHA TAaKOXX Ha HbOIrO 3aXBOPIi€E
CcTaHoBUTL' 50%.

1.5 YoMy Mo AMTUHA CTpaXXpa€ Big xBopodbu? Ym MoxkHa ii
nonepeanTun?

ONTNHa Ma€ 3axXxBOPIOBAHHS, TOMY BOHA € HOCIEM reHy, SKUN BUKJINKAE
cuHapom bnay. B paHuin 4ac ue 3axBOPIOBAaHHA HE MOXXe By Twu
rnonepeaxeHo, asie MoXXHa NlikyBaTu CUMMTOMMU.

1.6 Y BOHO 3apa3He?
Hi, cuHgpomoM bnay He MO)XHa 3apa3nTucs

1.7 AAKi € ronoBHi cMMNTOMMU?

€ TpY OCHOBHI CUMNTOMW 3aXBOPIOBAHHA: apTPUTU (3ananeHHs
cyrnoba), aepmaTtuT (3anaseHHs WKipKW) i yBeiT (3anasieHHs o4en).
[No4YaTKOBI CMMMTOMU BKOYAOTb TUMOBUIA BUCUM 3 MaJIEHbKNUMU
KPYTIMMUN LWWKIPHUMUN 3MiHAMWN, AKi MOXYTb MOXKYTb MaTu KONip Big,
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61i00-p0oXKeBOro A0 CBIT/I0-KOPUYHEBOIO i aX A0 CUJIbHOIO
MOYEepPBOHIHHSA LWKipWn. BNpoaoB»X HACTYMHUX POKIiB BUCUM CTa€
BOCKOBUM i 3HUKAE. APTPUT € HaWYaCTilLMM NPOSABOM, LLLO PO3BUBAETHLCS
B NepLli AecsaTb POKiB XUTTSA. Lle nposaBnAAeTbCA Habpsakom cyrnoby,
X04a PyXJMBICTb cyrnoby Ha novyaTky 36epiraeTbCs. 3 4acoMm
NOSABNAETLCA 0OMeXXeHHs pyXiB, AedopMalLlil Ta epo3il (YparkeHHS
LKipKn). YBeIT (3ananeHHsa panny>xHol 060/10HKHK, ipic) € HanbinbL
Hebe3neyHNM CMMNTOMOM, KU YacTOo MNOB'A3aHUN 3 PO3BUTKOM
yCKNnagHeHb (KaTapakTa, NigBULEHHSA BHYTPILLHBOOYHOI O TUCKY), | B
HeNiKoBaHMX BUMNagKaX MOXXe NMpuU3BecTn 00 MOPYyLUEHHS 30pY.

KpiM Toro, rpaHysniemMaTo3He 3anasieHHA MOXXKe PO3BUHYTUCA Y baraTbox
IHLUMX OpraHax i BKJIKOYAE iHWI CMMNTOMUN, TaKi AK NOPYLUEHHS
nereHesol abo HUPKOBOT ANCKhYHKUIT, NiABULLEHUN KPOB'AHUN TUCK i
MOBTOPHa JINXOMaHKa.

1.8 YM y KO>XHOI AUTUHM XBOpOOa nepebirae ogHaKoBO?

Hi, nepebir He 3aBXAn € ogHaKoBMM. KpiM TOro, TUn i Ba)XKiCTb
CUMMTOMIB i3 BIKOM OUTUHW MOXXe 3MiHIOBaTUCA. AKLLIO XBOpOoDy He
NiKyBaTKn, BOHa Nporpecye, i CAMNTOMN YTPUMYIOTbCH, BiANOBIOHO,
nani.
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