A

o
{'4' paediatric
) . . rheumatology
] o auropaan
X E society

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

CuHpapom bnay/Capkoigos Y Aiutayomy Ta
NipnitkoBomy Biui
Bepcia 2016

2. 0IATHO3 TA NNIKYBAHHA

2.1 SIK MO>XXHa AiarHoCTyBaTU 3aXBOPIOBAHHA?

Ona giarHOCTUKKM cuHApoMmy bnay, K npasuao, 4OTPUMYIOTbCS
HaCTynHOro nigxoay:

a) KniHi4He nigo3pa: Ba)xnmeo nogymMmaTun npo cmHapom bnay, konu
ANTNHA Ma€E KOMBIHaUIO 3 TPbOX TUMOBUX KAIHIYHUX CUMNTOMIB
(cyrnobis, wkipun, oyen). HeobxigHo nposecTn aoknagHun 36ip
CiMEMHOro aHaMHe3y, OCKiJIbKU Le 3aXBOPIOBaHHSA € AYy)Xe PIAKICHUM i
YyCNaAKOBYETbLCSA 3a ayTOCOMHO-AOMIHAHTHUM TUNoM. 0) BKa3iBKa Ha
rpaHynboMmy: Onga giarHoCTUKM cnHgpomy bnay / EOS HeobxigHa
HasABHICTb TUMNOBUX FPAaHYJIbOM B YPaXK€HUX TKAaHNHHUX CTPYKTYypax.
(PaHy/IbOMU MOXXHa NiATBEPAUTM 3a AonomMorow b6ioncii (B3aT1Ta npobu
TKAHWHW) 3 ypa>KeHol AiNaHKN wKipwn abo 3i 3ananeHoro cyrnoba. IHLWi
MPUYNHN FPaHYIbOMATO3HOr0 3anaseHHa (Hanpukniag, aK
Tyb6epKynbo3, iMyHoaediUNTN Ta iHWI 3anasibHi 3aXBOPOBaHHA, TaKi SK,
Hanpuknag, neaki BacKyniTv) NOBUHHI 6yTN BUKNOHEHNUMUN LLUJIAXOM
peTenbHOro KJiHiYHOro obcTe)XeHHs Ta BiANOBIAHOIro 06CTEXXEeHHS
KPOBIi Ta MeTofiB Bi3yani3auil 41 iHWNX TeCTiB. B) [eHeTU4YHUN aHanis:
BrnpoAaoBX KiflbKOX POKiB CTa/l0 MOXJIMBMM NPOBOAUTU FrEHETUYHE
AOCNia)XeHHS NauienTiB, Wob niaTBepaAnTMN HasaABHICTb MyTalin, AKi
rnoB'A3aHi 3 pO3BUTKOM cnHgpomy bray / EOS.

2.2 flke 3Ha4YeHHA MalOTb slabopaTopHi 0bcTe)XeHHA/-TecTn?

a) bionciga wkipu: npwn 6ioncii Wkipn 6epyTb Maf€HbKUN LLUMATO4YOK
TKaHHW. Lle ay>xe npocTa npoueaypa. Akwo B 6ioncil WKipn BUSABNEHI
rPaHyJ/IbOMMN, TO BUCTAB/IAKTb AiarHo3 cnHapomy bnay nicnsa
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BUKJIIOYEHHSA BCiX iHLWINX 3aXBOPIOBaHb, 3 AKMMU NOB'A3aHI YTBOPEHHSAM
rpaHynbomun. 6) O6cTe)xeHHs KPOoBi. [loCNiaXeHHS KPOBi Ba>KNnBi Ans
BUKJIIOYEHHS IHLWLNX 3aXBOPIOBaHb, AKi MOXYTb OyTn NoB's3aHUMN 3
BUKJIIOYEHHAM rpaHy/sIbOMAaTO3HOrr0 3anasneHHs (Hanpuknaga,
iMyHOoOediumTn abo xeBopoba KpoHa). KpiM LbOro, € BaXXJIMBUM TaKOX
BM3HA4YNUTU CTYNiHb 3anaJieHHA Ta 3aJly4eHHS iHLWNX OpraHis
(Hanpuknan, HUPKK abo nediHka). B) leHeTUYHe 0BCTEXEHHS: Le
€EQVHE OOCNIAXXEHHS, WO MO>XXe O0CTOBIPHO NiaoTBEpPAUTN AiarHo3
cuHapomy bnay, ue TecT 3 BUABNEeHHAM MyTauii reHy NOD2.

2.3 Yun 3axBOplOBaHHA JIiIKYETbCA? YN BOHO BUJIIKOBHE?

XBopoba He MoXxe ByTu BUJIiIKYBaHOIO, ane Moxe byTu
MeONKAaMEeHTO3HO KOHTPOJIbOBAHOK npenapataMu Oas JikyBaHHSA
3ananeHHsa y cyrnobax, o4ax Ta iHWKUX MNOLWKOAXKEHNX OpraHax.
MennkamMeHTO3He NiKkyBaHHA cnpsAMoBaHe Ha 3abe3nevyeHHsA KOHTPOI0
Had CUMNTOMaMW i ONs 3ynUHKM NporpecyBaHHsS XBopobu.

2.4 5sike nikyBaHHA € AOCTYNHUM?

Ha paHun 4yac HemMa€e nokasis, ki 6 gonoMornm BU3Ha4YnTU, ke
NiKyBaHHS € Hankpawmm gna cuHapomy Blau / EOS. Cyrnobosi
npobsiemMm 4acTo MOXKHa NikyBaTK 3a gornomoroto HM3MM i
MeToTpekcaTy. [po MeToTpeKkcaT BiAOMO, WO BiH epeKTUBHO
BUKOPUCTOBYETLCA ¥ BaraTbox AiTEN i3 IOBEHINIbHUM igionaTUYHNM
apTPUTOM 3 METOK KOHTPOJIIO 3aXBOploBaHHSA. Npn cnHapomi bnay, uen
eheKkT MoXe DYyTU MeHLL BUPa)KeHNM. YBEIT Ay)Xe BaXKKO
KOHTpoJ1toBaTU. JIOKanbHO AitoYi npenapaTu (CTepoigoBMICHI OYHI
Kpanni, abo Micuesi cTepoigHUNA iH'EKLIT) MOXYTb He ByTn gocTaTHIMU
ONs AesakKnx nauieHTiB. EQEKTUBHICTbL MeToTpeKkcaTy A1 KOHTPOJIIO
YBEITY € HEAOCTATHbLOIO, | MALLIEHTY, MOXXMBO, 6yae NoTpibHO
NnpunMaTKn opasibHi KOpTUKOCTepoian, Wwob B3ATM Nig KOHTPOJb
cepno3He 3anasieHHs o4en.

IOna nikyBaHHSA NaUieHTIB i3 3anaseHHaM o4en/cyrnobis, Ki BaXKKo
KOHTPOJIIOBATN, @ TAKOX MALIEHTIB 3 Ypa)KeHHSM BHYTPILLUHIX OpraHis
MOXXe ByTN e(heKTUBHUM BUKOPUCTAHHSA IHFIBITOPIB LMTOKIHIB, TAKNX SK
TNF-a iHri6iTopun (iHnikcimab, aganimymab).

2.5 ki noOi4yHi edpekT Mae MeguKaMeHTO3Ha Tepania?
Ho HanbinbLw nowmnpeHnx NnobivyHNX eheKTiB MeToTpeKCaTy HaNeXUTb
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HyaoTa i BiNb Yy XMBOTI Y A€Hb NPUNHATTSA NiKiB. AHanNi3n KPOBI
HeobxigHi Ansa Toro, wWob KOHTpoOBaATU (PYHKLIIO NEYIHKW | KiNbKICTb
BiNnx KNiTUH KpOBIi. BXXMBaHHA KOPTUKOCTEPOIAiB NOB'A3aHe 3
MOXXJINBUMW MOBIYHUMKN eheKTaMn, TaKUMKU K HagMipHe HabupaHHS
Macu Tina, Habpsk 0bnmyya i nepenaan HacTpoto. AKLWLO cTepoign
MPU3Ha4alTb Ha TPUBAJNIN Nepiod, TO LLe MOoXXe NPuU3BecTn oo
CMNOBiNIbHEHHS TEMMIB POCTY, OCTEONOpPOo3y, NiABULLEHHS apTepiajibHOro
TUCKY i LyKpoBoro aiabety.

IHriBiTOpK ®HI-00 HegaBHO 3anpoBagXXeHi Ha papMaLEBTUYHOMY PUHKY
Ta NoB'dA3aHi 3 NiABULLEHNM PU3NKOM PO3BUTKY IHEKLUIN, aKTUBALIEID
TybepKyb03y Ta MOXJIMBUM PO3BUTKOM HEBPOJIOTNiYHUX 3aXBOPIOBaHb
abo iIMyHHUX 3axXBOpOBaHb. Byn10 MOBIAOMAEHO MPO MOXJUBUN PU3NK
PO3BUTKY 3NI0AKICHUX NMYyXANH. OgHaK Ha AaHUW YaC HEMAE HIAKNX
OOCTOBIPHUX OaHUX, KOTpi A4OBOAATL Te, WO Ui NnpenapaTn rnoB'sa3aHi 3
NiABULWEHNM PU3NKOM PO3BUTKY 3/109KICHUX HOBOYTBOPEHD.

2.6 K poBro NnoTpidoHO NpoAoOB)XyBaTU NiKyBaHHA?

Ha naHuM Yac HeMa€ XXOOHUX OaHUX WOL0 peKoMeHOauin 3
OMTUMaJIbHOI TPUBAJIOCTI 3aCTOCYBAaHHA NiKyBaHHA. Baxnmeo
yTpUMyBaTW 3anajieHHA Nig KOHTposeMm, wob 3anobirtn nowKoOXXEeHHIo
cyrnobis, BTpaTi 30py abo NOLIKOOKEHHIO IHLLUMX OpPraHis.

2.7 Ym € anbTepHaTuUBHI ab0 fopaTKOBI MeToAM NiKyBaHHA?
He iCHY€ )XOOHMX BKA3iBOK MPO Ui BUAW NiKyBaHHSA NPU CUHAPOMI
bnay/EOS.

2.8. Ik 4acTo CNip KOHTPONIOBATU 3aXBOPIOBAHHA?

LLi 8iT NOBUHHI perynspHoO (MpUHaMMHI, TPWN pa3n Ha pPikK) ornangaTucs
ANTAYUM PEBMATOJIONOM, Wob BNU3HAYMTK 4 xBopoba € nobpe
KOHTPOJIbOBAHOO, i, MOXKJIMBO, NOTPIOHO BiAKOPUIryBaTU NiKyBaHHS.
KpiM TOro, Ba)xJiInBO perynsapHo BiABiayBaTW Nlikapsa-opTasibM0s10ra,
YacToTa Bi3UTIB Byae 3ase)xaTu Bif CTyrneHs Ba>KKOCTi Ta nepebiry
3anaJsibHOro npouecy B o4ax. [Mpu npoBeaeHHi NikyBaHHSA cnifg
30INCHIOBATN WOHaMMeHLWe ABa pa3n Ha PiK KOHTPOJIb 3arasibHOro
aHani3y KpPoBi Ta 3arasibHOro aHasi3ly ceui.
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2.9. ik poBro TpuBae xgsopoba?
Lle 3axBOplOBaHHA, sKe TPUBAE BMPOOOBX BCbOro XnUTTS. [1poTe
AKTUBHICTb 3aXBOPIOBaHHSA MOXXe 3MIHIOBATUCA 3 HacoM.

2.10. Sk BUrnapaloTb BigpaneHi Hacnigku ( nepepbavyyBaHuM#
nepebir Ta pesynbTaT) 3aXBOPIOBAHHA?

ICHYIOTb TiJIbKM NOOONHOKI AaHi MPO OOBrOCTPOKOBUIA MPOrHO3
3axBOplOBaHHSA. [leski fiTn Bxe crnocTepiratoTbca Oinibw HixX 20 poKiB.
Mpwn nobpe nigibpaHin Tepanii y HUX BUABAAIOTb Mal>Xe HOpMaJibHUI
3pIiCT, HOPMaZIbHUN MCUXOMOTOPHUN PO3BUTOK i A0BPY AKICTb XUTTS.

2.11. Y1 MOXYTb Nawi€HTU NOBHICTIO BUJIIKyBaTUCA?

Hi, TOMYy L0 Le reHeTu4YHe 3aXBOPOBaHHSA. AJlie 3 HaNeXXHUM MegUn4YHUM
CYNpPOBOAOM i NliKyBaHHAM 6iNbLUICTb NALIEHTIB MOXXYTb A0CAraTU
no6poi AKOCTI XUTTHA. MiXK nauieHTamMn 3i cMHOPOMOM bnay iCHYIOTb
BiAMIHHOCTI B CTYrMeHi Ba)XKOCTI i NporpecyBaHHs 3aXBOPlOBaHHSA. B
OaHWW Hac € HEMOXXNMBUM repenbadnTn nepebir 3axBoproBaHHA A1
KOHKPETHOro nauieHTa.
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