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IOBEHIJIbHUA CUCTEMHUN
YEPBOHMN BOBYAK.

IO BAPTO NAM’ATATU
PEBMATOJIOI'Y 4OPOC/OI
CNYXXBWU?

O6rpyHTyBaHHS. IOBEHIIbHUIT CUCTEMHUI YePBOHMI BoBYaK (l0oCYB) —
TSIKKE PiAKICHE MYJIbTUCUCTEMHE ayTOIMYHHE/ayTo3anasibHe 3axXBOPIOBaH-
HS1 i3 4e6oTOM CUMITOMIB A0 18-pidHOro BiKYy, LLO ypaxye 6yab-sKy cuc-
TEeMy OpraHiB, NPU3BOANTb A0 iX MOLUKOAXEHHS, CIIPUYMUHSIOYM PO3BUTOK
Henpaves3aaTHocTi Ta/abo cmepTi. Cepes naLjieHTIB i3 CUCTEMHUM 4epBO-
Hum BoBYakoM (CHB), xBopi Ha 0CYB ctaHoBasiTe 15-20%. MeToau go-
cnigxeHHs1. Ha nigcrasi iTepaTtypHuX AaHVX y CTaTTi HaBeAEeHi cy4acHi
YSIBJIEHHS LLIOAO €TIiOJI0rii Ta MaToreHe3y, OnncaHo reTepPoreHHICTh KiiHIu-
HuX nposiBiB Ta nepebiry 1oCYB; BUCBITAEHI OCHOBHI TPYAHOLLI y AiarHOC-
TULi, 30KpemMa po3pobLui AiarHOCTUYHUX KpuTepiiB. lNpegcTaBneHa nopis-
HSI/IbHa XapakTepucTuka ICHYyrYMX KiacugikauiviHux KputepiiB y nonynsuil
xBopux Ha 0oCYB. TepaneBTu4Hi cTparterii y pa3i oCYB nepeBaxHoO ekc-
TparnosiboBaHi 3 40pPOC/10i nonynsuii xeopux. Y poboTi HaBeaeHa cyyacHa
TepaneBTnYHa TakTvka rnpu toCYB, B TOMY 4nCrii i3 3aCTOCyBaHHSIM rpera-
partis 6iosoriyHoi Tepanii. BACHOBKMU. MyJIbTUCUCTEMHICTb YPaXXeHHS, Xa-
pakTepHa 4151 toCYB, 3yMoBJitoe NoTpeby y Kypawjii nauieHTa i3 3aiy4eHHIM
MYNbTUANCUNIIIIHAPHOI KOMaHAaN, a He inLue AUTI40ro pesmMmarosiora, 1a
noTpebye AOTPUMAHHSI BU3HAYEHMX NPUHLUMIMIB CrNaakoOEMHOCTI i3 40pOoC-

JI0K0 PEBMATOJIOMYHOIO CI1YXKOO0H0 Py Nepexoai navuieHTiB.

BCTYN

IOBEHINMbHUI CUCTEMHUIM YEPBOHUI BOBYAK
(toCYB) — Ts1KKe piakicHe MyIbTUCUCTEMHE ayTOIMYH-
He/ayTo3anasibHe 3aXBOPIOBaHHS i3 4e60TOM CUMMTO-
MiB 0o 18-piyHOro Biky, O Bpaxae 6yab-siKy cucte-
My OpraHiB, NPU3BOAMTb A0 iX NOLUKOOKEHHS, Crpu-
YMHSI0YM PO3BUTOK HEMpPaLLE34aTHOCTI Ta/abo cMepTi
(Charras A. etal., 2021).

ENIAEMIONOrNIA

3axBoptoBaHicTb Ha 0CYB € BapiabenbHolO i cTa-
HoBuUTbL 0,36-2,5/100 TKC., a nowmnpeHictb — 1,89-
34,1/100 TrC. HaceneHHs BiANOBIAHO. Y CTPYKTypi Na-
LLIEHTIB i3 CUCTEMHUM YEPBOHMM BOBYakoM (CHB) xBo-
pi Ha 1oCYB cTaHoBnaTb 15-20% (Hedrich C.M. et al.,
2017; Smith E.M.D. et al. 2019). BikoBuit nik oeboTy
cumnTomiB 0CYHB — 12,6 poky (Watson L. etal., 2012),
ypaxye 4YacTiwe gis4at i Mosaoamx XiHOK (CniBBigHO-
weHHs 4,7-5,6:1,0), xoua reHaepHa nepesara ocio Xi-
HOYOI cTaTi cepen, AiTeN MEHLL BUPaXeHA NOPIBHAHO
3 popocnumm (Ambrose N. et al., 2016). Y Toi xe 4ac
HaBiTb cepen ANTAY0ro HaceneHHs y pasi CUB pos-
noAin 3a crtaTTio Bapitoe. 3okpema, y Bilj A0 5 pokiB
t0oCYB BUHMKaAE NpUBAN3HO B OAHAKOBOMY CMiBBiAHO-
LIEeHHI y xionyukiB Ta gis4atok (Zulian F. et al., 2008).

MigBULLEHHS PiBHIB 3aXBOPIOBAHOCTI Ta CMEPTHOC-
Ti, noB’a3aHux 3 tOCYB nopisHaHO i3 CHB y nopoc-
X, 3yMOBNEHi BinbLL TAXKUM nepebirom npoLecy,

BULLOIO aKTUBHICTIO XBOpPOOUK, NoTpeboto B arpecuBs-
Hi TepaneBTUYHIN TakTULi (30KpemMa, 003ax roKo-
kopTukoigis (M'K) Ta imyHocynpecaHnTis) (Ambrose N.
etal., 2016). BctaHoBneHo, o npu CHB nopiBHSHO i3
3arasibHOK NONysUiEd CTaHOaPTM30BaHNM Koedilli-
eHT cmepTHOCTI (CKC) € Buwmum (CKC — 2,2 onsa Beix
BIKOBMX Fpymn), Y TOM Xe 4ac y nauieHTiB i3 10CYB no-
ka3HMk CKC nepesullye HOpMy NPpUOAN3HO BTPUYI
(CKC6,5) (ChenY.M. etal., 2014). Cepep HannoLwwmpe-
HILUMX MPUYMH NETaNbHOIO HaCiAKY BapTO BiA3HA4M-
TN iHDEKUINHI ycKNaaHEeHHs, XBOPOOW HUPOK, 3NOSIKICHI
HOBOYTBOPEHHS 1 yPaXXeHHs1 CyauH. [1poTe CTpykTypa
NPUYMH CMEPTHOCTI SMIHIOETLCS | 3aNEXUTh Bif, TpMBa-
JI0CTi XBOPOOU. 30KPEMA, Yy NALLIEHTIB i3 paHHiM nebio-
TOM i, BiANOBiAHO, GinbL TpuBanum nepebdirom oCYB,
3pOCTaE Posib NeEPEaYaCHOr0 PO3BUTKY aTEPOCKIEPO-
3y, WO, B CBOIO Yepry, aCoLlOETbCS i3 NiABULLLEHHSAM
pr3nKy pO3BUTKY i CMEPTHOCTI Bif, CEPLLEBO-CYANH-
HUX YCKNaAHEHb.

BcTaHoBneHHS AiarHo3y Ta kypauis xsopux i3 tioCHB
YTPYAHEHI Yepe3 CYTTEBY r€TEePOreHHICTb KITHIYHMX
nposiBiB XBOPOOU, 0COBIMBOCTEN NPOrPecyBaHHs NPo-
LLecy, BiANoBidi Ha Tepanito i TAXKOCTI CTaTycy B LiNo-
MY: B OHUX NaALIEHTIB BiAMIYAIOTb IErkMin BapiaHT ne-
pebiry, y iHLINX PO3BMBAIOTLCS XXMTTEBO3ArPOXYBab-
Hi KniHiYHI nposiBn (Watson L. et al., 2012).

BapiabenbHicTb NaToreHeTUYHUX MexaHi3MmiB
Mi>X BIKOBUMU rpynamu i BinbLua posib reHeTUYHUX hak-
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nornapn HA NPOBNEMY

TopiB y po3BuTKy 10OCYB nigTBEpAXYIOTHCS HasBHIC-
TIO POOVHHUX KJ1aCTepPiB, NEBHOI €THIYHOI CXMIIbHOC-
Ti | 3aN1€XHOCTI BifL BiKy OKpeMux KniHiYHMX i nabopa-
TopHUX nposieie (Smith E.M.D et al., 2019). Llen dakt
nigTBepOoXeHUn y gocnigxeHHi J.S. Massias Ta cniB-
aBTopiB 3a yyacTio 418 nauieHTiB i3 0CHB, B akomy
NPOAEMOHCTPOBAHO, LLO NianiTku i3 oCYB (Bikom 14—
18 pokiB) Habupanu GinbLuy KinbkicTe 6aniB 3a kacu-
dikauinHUMn KpuTepiaMmmn AMEpPUKaHCBKOro Koemoxy
pesmatonoris (ACR) Ta Manu 6inbLU BACOKY aKTUBHICTb
YPaXEHHS LUKipW, CIN30BUX 0B0SIOHOK, OMOPHO-PYXO-
BOIO anaparty, HNPOK, CEPLLEBO-CYOMNHHOI Ta Anxasb-
HOi cuctem (p<0,05) nopiBHsaHO 3 xBOpUMMK Ha OCHB
y npenybepTarTi (BikoM <7 pokiB) Ta nepunybepTari (Bi-
koM 8-13 pokiB). Mignitkn i3 toCYB (Bikom >13 pokiB)
BiAPI3HANMCS BiO, MOAOAWNX BIKOBUX rpyn (rnpe-/ne-
punybepTaT) 3a ceposioriyHMMU naTtrepHamm: GinbLu
4aCTOK CEPOMNO3UTUBHICTIO 3@ aHTUHYKIEAPHUMMW aH-
Tutinamu (AHA) Ta BuwmmMu Tutpamm aHTU-dsDNA
(p<0,05). B TOM4 XX€e Yac y HaliMonoAaLwii BiKOBIl rpy-
ni NauieHTiB NOPIBHAHO 3 NauUieHTaMy CTapLLOro BiKy,
pigwe BusiBnsanun nerikoneito (p=0,002), Tpom6oumTOo-
neHito (p=0,004) Ta/ab0 HN3bKWNI PiIBEHb KOMMIIEMEHTY
(p=0,002). PeaynbTaTt LbOro A0CNIOXEHHS NioTBEP-
IKYIOTb FinoTesy, WO nauieHTV i3 4ebi0TOM CUMMTOMIB
10CYB y nigniTkoBOMY BiLli LEMOHCTPYIOTb BiNbLU «kna-
CUYHWUIA» peHoTmn CHB.

OTXe, y Pi3HNX BIKOBUX Fpyrnax akTUBYIOTbCS PidHi
natoreHeTU4YHi MexaHiamu, Lo, B TOMY YMCIi, € OCHO-
BOIO PO3BUTKY HETUMNOBUX NposiBiB OCYB y naujeHTiB
MOJIOALLUMX BIKOBUX rpynmn.

OCHOBM ETIOJNIOrNII TA NATOrEHE3Y

eHeTUYHI YMHHUKN BIAirpaloTb LEHTPabHY POJb
y natodizionorii toCYB. NMpoTe myTauji ogHoro reHa
BUKIMKaloTb OCYB abo CYB-noaibHe 3axBoptoBaH-
HA nuwe y 1-4% nauieHTiB. TakMm YMHOM, y BinbLioc-

Ti naujeHTiB i3 OCYB OebloT CUMNTOMIB 3YMOBJIEHU
i€l Tpurepis HaBKONULLIHBOIO CEPesoBULLA, 30Kpe-
Ma, BM/MBY y/bTpadioneToBOro ONPOMiHEHHS, OKpe-
MWX NiKapCbkux 3ac00biB, iIHOEKLINHMX areHTiB TOLLO0
(Watson L.F.G.a.M.B., 2011).

Aucperynsauis iMyHHOI peakLii BUKIIMKAE akTmBa-
LLil0 Pi3HUX NAaHOK BPOOXKEHOrO i HABYTOro iMyHITETY,
O NPU3BOAUTL OO0 BUBISIbHEHHS NPO3anasbHUX Ly-
TOKiHIB, akTuBauii epeKTOpHUX T-KNITUH, NPOAYKLi
QyTOAHTUTIN | LMPKYSIOYNX IMYHHMX KOMIMEKCIB, LU0,
B CBOIO Yepry, CNPUYMHSE 3ananeHHs TKaHWH i MOLKO-
[)KEHHS1 opraHiB, BU3HavalouKn KiiHidHi npossu CHB
(Midgley A. et al., 2014) (p1cyHOK).

7K y>xe 3a3Havyanocs, HannepekoHIMBILLMM A0Ka-
30M poni reHeTn4HuX dpakTopis npu 10CYB € Tak 3Ba-
Hi «MOHOreHHi» CYB-nogibHi ctaHn. BectaHoBneHo,
WO MyTauii B OKpEMUX reHax npu3BoasaTb A0 Nigsu-
LLLEHHS piBHS ekcrnpecii iHTepdepoHy | Tuny Ta po3su-
TKY CUCTEMHOIO 3anaseHHs. Y cBoto vepry, nediuut
KOMMJIEMEHTY aCOLLIIOETbCSA i3 HAKOMUYEHHAM iMYH-
HUX KOMMJIEKCIB i PO3BUTKOM «BTOPUHHUX» peakLiin
iHTepdepoHy |. Hezsaxatoum Ha Te Lo rambLie poay-
MiHHSI OCHOB naToreHe3y MoHoreHHux CHB-nofibHmx
CTaHiB Hagano uiHHy iHpopmaLiio npo natodisionorito
C4B, myTauii B OKpeMnx reHax BigMiyatoTb y MEHLLOC-
Ti xBopux Ha oCYB (Alarcon-Segovia D. et al., 2005).
Tak, OOCNIOKEHHS Y TEHETUYHO IAEHTUYHUX OLHOSIN -
ueBux GNM3HIOKIB BCTAHOBMIIO, WO 3aXBOPIOBAHICTb
Ha CYB B HMX KonmBaeTbes B Mexax 25-40%, Lo, 30.-
HOro GOKy, YiTKO A4OBOAUTb POJb FEHETUYHUX YMHHU-
KiB y naTodigionorii npouecy, a 3 iHworo — niaTeep-
KYE BXMBICTb POJIi JOAATKOBUX TPUrEPIB Ans Aebio-
Ty cMMnTOMaTUKKM y BinbliocTi nauieHTiB (Rahman A.,
Isenberg D.A., 2008).

OcTaHHIM YacoM CYTTEBUI NpPOrpec HamiTMBCS
Y BU3HAYEHHI MeHiB Ta reHOMHUX AINSHOK, SIKi 3yMOB-
JIIOTb CXMIbHICTL 0o CYB (CuiY. Etal., 2013). Lle Tak
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3BaHi «aneni pu3anky», WO 3any4eHi y YNCNEHHI iMYH-
Hi npouecu (Tabn. 1), BKAOYaA4YM PoJib y 3anaseH-
Hi i GOPMYBaHHI IMyHHNX KOMMNEKCIB, akTnBaLiio B-
i T-nimdoumTie, nepenadvy curHanis HemTpodinam Ta
MoOHouuTaMm, akTueauito Toll-like peuentopis (TLR) Ta
iHTepdepoHy (Tsokos G.C. et al., 2016; Hedrich C.M.
etal., 2017). MpoTe 3Ha4yHa YacTka LUMx «anenis pusn-
Ky» HE € CreundiHHUMU | BUSBNSIIOTLCS NPU iHLLIMX ayTO-
iIMYHHUX XBOpODOax (3okpemMa, peBMaToigHOMY apTpu-
Ti Ta IOBEHINIBHOMY iAioNaTM4HOMY apTpuTi), NiATBEp-
[DKYIO4M CMiNIbHICTb NAaTOdIi3i0N0riYHMX MONEKYNAPHUX
MEXaHi3MiB cepen OKpeMmx ayToiMyHHMUX po3nanis
(CuiY. etal., 2013).

Ta6nuug 1

Mepenik HalGiNbLW BUBYEHUX reHiB, NPUYETHUX JO PO3BUTKY
MoHoreHHoro CYB ta CYB-nopfiGHuX XBOpoO

TeHu Hanpsimok BnnuBy AcouiiioBaHi CTaHu

ACP5 MeTab6osi3m Ta npouecuHr - CnoHAMN0EeHXOHAPO-
HYKNEIHOBMX KUCNOT nmcnnasia

ADAR Metaborni3m Ta npouecuHr - Cunapom Aiikapai — l'y-
HYKNETHOBWX KUCNOT Tbepeca

C1Q, C1R, C1S, AxTtnBaLllisi KOMINEMEHTY CYB-noaibHa xBopoba

C2,C3,C4 IMyHHWIA KnipeHe

DNASE1 Metaboniam ta npouecuHr - Cunapom Aiikapai — l'y-

DNASETL3 HYKNeiHOBMX KUCNOT Tbepeca

RNASEH2A, BoBuak 06MOpOXEHHS

B &C

SAMHD1

FAS Anonto3 AyTOiMYHHWIA nimdonponi-

FASLG depaTuBHUIN CUHAPOM

IFIH1 Metaborni3m ta npouecuHr - Cunapom Aiikapai — l'y-
HYKNEIHOBMX KUCNOT Tbepeca

PEPD IMyHHWIA KnipeHe CYB-nopi6Huii cTaH

TREX1 3HWXEHHS KnipeHcy Xpo-  PoAuHHWiA BoB4ak 06Mo-
MaTuHy POXEHHS
AkTuBauis ekcnpecii intep- bnuabko 20% nporpecye
depoHy Tuny | y CYB

TMEM173 Metab6oniam Ta npouecutr  Cunapom SAVI (STING-

HYKNEIHOBMX KUCNOT

acouinoBaHa Backynona-

Tif 3 Ae6loToM y AnTAYO-
MYy BiLli)

Ha cborogHi Bigomo 876 reHis, L0 acoLiiOBaHi
3 po3BuTKOM CYB (gaad.medgenius.info/diseases),
cepen skux noHan, 150 reHiB-npeamKTopiB ik acoLLo-
BaHMX 3 HLA, Tak i He acouinoBaHUX (FreHu, Lo Koay-
I0Tb MaHO303B’A3yBaJIbHUI NTEKTUH, PaKTOP HEKPO3Y
nyxnuH (PHIM) i ioro peuenTtopu, peuentopu oo 1J1-6,
IgG, 6inku TENIOBOIrO LLIOKY, KOMMNOHEHTM KOMIMIEMEH-
Ty Towo) (Lu G. et al., 2018).

ENCODE-eHunknonegieto HK npoaHanisosaHo
280 xpomaTtunHacoLuirioBaHnx nNpoTeiHie: 171 dpakTtop
TpaHckpunuji Ta 37 dakTopiB perynsauii, i BcTaHoBNE-
HO, o 3 10CYB acouirioBaHi 6 knactepis, O crnpus-
I0Tb @OPMYBAHHIO Pi3HMX 32 GEHOTMNOM IMYHOKOMME-
TEHTHUX KNITWH. 3 yCbOro neperiky HanbifbLue 3Ha4YeH-
HA MaloTb reHn iIHTEPdEPOHIB, HAPOCTaHHA eKCnpecii
AKX BUSIBJIEHO HE NULLE HA MOHOUMTaX, AEeHOPUT-
HUX KNITUHAX, ane N Ha T-UUTOTOKCUYHUX KNITUHax Ta
NPUPOAHUX Kinepax, Lo NPOrHOCTUYHO aCOLLIIOIOTHLCS
3 posBuTtkom CHB (Partridge E.C. et al., 2020; Nehar-
Behlaid D. et al., 2020; van Nostrand E.L. et al., 2020).

BapTo 3ayBaxkuTu, WO Tak 3BaHi reHeTUYHI BapiaH-
T 0CYHB npuiiHATO BMAINATN OKPEMO, i 40 HUX Hane-
XaTb XBOPOOU i3 KNACUYHUM MEHAENIBCbKUM yCcnaz-
KYBaHHAM:

nornap HA NPOBNEMY

1. IHTepdepoHonarTii (MyTauiji aHyc-kiHasu, TLR7,
TLR9, PHKaaun HenTpodinis, AHKa3u, STING-myTauji).
2. Nartonorig cuctemu komnnemeHTy (C1g>C4>C2).

3. Matonorisa TpaHcayKLUiAHOrO curHany nimgouu-
TiB (Baau npoTeiHkiHasn CH).

Cnig 3a3HauynTy, L0 BapiaHTV FrEHETUYHO 3yMOBJe-
Horo 1oCYB AeMOHCTPYIOTh NepeBaXXHO CepOHEeraTUBHI
pesynbtatn 3a AHA i aHTK-dsHK, po3suBaioTbCay fi-
Tel paHHbOr 0 BiKy, YacTille BigMI4alTbCS Y XJI0MNYMKIB
i MalOTb BU3HAYEHI KJTiHIYHI BiAMIHHOCTI.

OCOBJINBOCTI KJ1IHIYHOI KAPTUHM

¢lk 3a3Ha4YeHO y BM3HaYeHHi, oCHYB — mynbTucuc-
TEMHE 3anajibHe 3axBOPKOBaHHSA 3i 3HA4YHOIO Bapia-
OEenbHICTIO KNiHIYHMX NposBIB | Nnepebiry. ToMy CBOE-
YaCHe BUSIBIIEHHS € BAXJIMBOIO | HEMPOCTOIO 3aJa4€eto
HaBiTb MNOPIBHAHO i3 CYB y popocnux. Kpim Toro, He-
3BaXkaloyu Ha y3roa)KeHe BUKOPUCTaHHS CRiNlbHUX Kna-
cudikauinHmx kputepiis, CYB 3a KiHIYHO CUMMATO-
MaTKKOIO Biapi3HAETbCA Big, CHB y popocnux. 3okpe-
Ma, y AiTen 6arato KiHiYHMX NPOosBIB (BUPa3koBi BaAM
CN130BOi 060SIOHKN POTOBOI MOPOXHUHU, TIMXOMaH-
Ka, apTpanrii, ronoBHWUI BiNb, 3MEHLLIEHHA Macu Tina)
MOXYTb OyTM HeCNELMDIYHUMMU | B3YMOBIEHMMMU iHLL-
MW NPUYNHAMMU.

Onsa i0CYB TMNoBUM € ypaxxeHHs1 OKpeMux opra-
HiB-MilleHen, a camMe: 3aly4eHHs Yy 3ananbHuli Npo-
uec Hupok. Jlionyc-HedpuT BuHmnkae y 80% xso-
pux Ha CYB, npu ubomy y 19% npouec nporpe-
Cy€ y TEPMiHaNbHY CTaAit0 HUPKOBOI HEAOCTATHOCTI
(Watson L. et al., 2012; Al-Mayouf S.M. et al., 2017;
Samanta M. et al., 2017). |HWK1M YaCcTM NPOSBOM
toCYB nopiBHAHO i3 CHB y popocnmx € ypaxeHHs
HEPBOBOI CUCTEMM i3 PO3BUTKOM PISBHOMAHITHUX He-
MponcuxiaTpMyHMX NPOSIBIB: rONOBHOIO 6010, NCU-
X03iB, KOTHITMBHOI AnCcoYHKLIi Ta uepebpoBacky-
napHux nopyweHs (Benseler S.M., Silverman E.D.,
2007). Tunosumu ansa toCHB € remaTonoriyHi npo-
S1IBM, @ CaMe — remMosiTM4Ha aHemis, nimponeHia Ta
TpomboumToneHis (Livingston B. etal., 2011; Watson
L. etal., 2012), a TakoX ypaxxeHHS WKipW i CAIN30BUX
0060JI0OHOK: BUCUN Y 30Hi BUNULb, poTOCEHCUbInisa-
Lis, BUpa3ku CImM30oBOi 060JIOHKM POTOBOI MOPOX-
HUHW, BACKyNiT Wwkipn (Smith E.M.D. et al., 2019 b).
YpaxeHHsa LLUKT BuaBNSeTbCA renatocnjieHomMmera-
nieto (15-74%), ayToiMyHHUM renaTuToM, NaHKpea-
TUTOM, CEPO3UTOM, NOPYLLUEHHAM MOTOPUKIN CTPABO-
xoay Ta HecneuudivHum 6051emM y XnBoTi. BctaHOB-
JIEHO, LLLO YacToTa apTpuUTy, HEDPUTY, HEBPOJIOTIHHUX
NPOsIBiB HEraTUBHO KOPEJIOE i3 BikOM y 0ebtoTi 3a-
xBoptoBaHHA (Gomes R.C. et al., 2016; Abdwani R.
etal., 2019).

MynbTUCUCTEMHICTb ypaxXeHHs, Lo XxapakTep-
Ha ons 1CYB, 3ymoBntoe NoTpedy y kypauji nauieHta
HEe e peBMaTosoroMm, a i 3any4eHHs iHWnx daxis-
uiB: gepmartonoris, Heponorie, reMaTosoriB, HEBPO-
NoriB, PEHTreHosoriB, iIMyHOJIOrB, raCTPOEHTEPOJIO-
riB, Kapaionoris, eHOOKPUHONOTNIB Ta iHPEKLLOHICTIB.
MynbTugmcumnniHapHa KomaHga Moxe 3anyyaTucs
Ha Oyab-sKOMy eTani, NoYnHayM 3 MOMEHTY BCTa-
HOBJIEHHS AiarHO3y, BKIIOYaK4M Nepioam 3aroCTPeH-
HS 41 Ha eTani Po3BUTKY ycknaaHeHb. OCTaHHIM Ya-
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COM Y MPOBIAHUX NigMITKOBUX KNiHIKAX Y MEHEOXXMEHT
10CYB akTMBHO BNPOBaAXYTbCH KOHCYNbTALIi NCU-
xonora 3annig OLUiHKM CTYNeHs HEPBOBO-MCUXIYHUX,
KOTHITUBHUWX Ta NOBEAIHKOBUX MOPYLUEHb. Take CKpu-
HiHrOBe OOCTEXEHHS € BaXIMBMM 419 Ocib nigniTko-
BOrO BiKy 3 Orfisily Ha BU3HA4Y€HWI 3B’ A30K KOTHITUB-
HOI AMCOYHKLIT 3 NOraHo akagemMiyHOo YCMiLWHICTIO
(Frittoli R.B. et al., 2016).

KJTIACUDIKALIAHI KPUTEPIT

HesBaxatoum Ha CYTTEBE MOKPALLEHHS 3a OCTaHHi
50 pokiB NOKa3HKKIB BUXXMBAHOCTI y XBopux Ha CHB, 3a-
HEMOKOEHHS BUKJIMKAE CBOEPIQHE MNaTO LWOAO PiBHIB
BUXMBaHOCTI 3a ocTaHHi 30 pokis (Mak A. etal., 2012),
a TakOo>X A0CTOBIPHO BULL PiBHi CMEPTHOCTI Yy Naui€H-
TiB i3 t0oCYB nopiBHAHO 3 gopocnmmMmmn xsopumm Ha CHB
(Yurkovich M. et al., 2014).

3 MeTolo BUpIilWIEeHHS uiei cutyauii y 2013 p. 3a-
noyatkoBaHuin NpoekT SHARE 3aa1s po3pobKkn Mix-
HapPOAHMX PEKOMeHAaui Ha OCHOBI OaHUX A0Ka30-
BOi MEOMUMHN LWOAO OiarHOCTUKM, MOHITOPUHIY i Nifl-
X0AiB A0 Tepanii IBEHINIbHUX PEBMATUYHUX XBOPOO.
Y yepsHi 2017 p. onybnikoBaHi 25 3aranbHUX PeEKO-
MeHgauin wono CHYB Ta okpemo 10 woao Helpo-
ncmxiyHnx npossis 0CYB, okpeMo onybnikoBaHi peko-
MeHgauii wopao nonyc-Hedputy (JIH) (Groot N. et al.,
2017a) Ta aHtndocdoninigHoro cuHapomy (Groot N.
etal.,2017b), OCHOBHOIO MeTOI0 AKMX Bynn po3pobka,
BAOCKOHAJIEHHS Ta FApPMOHi3aLlis nauieHTopieHToBa-
HOI ONOMOrn cepen MeandyHNX LLEHTPIB Y BCih EBPO-
ni (Dolezalova P. et al., 2019).

eTeporeHHicTb Nposeis i nepebiry CHB Buknvkae
TPYAHOLL Yy pO3pOO6LL AiarHOCTUYHUX KPUTEPIIB, SAKi
[0 UbOro 4acy BiacyTHi. Hapagai BnpoBazXeHo knacu-
dikaLinHi KpuTepii, OCHOBHOIO METOIO SIKUX € BU3HA-
YEHHS1 FOMOreHHOI NONyNAUIi NALEHTIB AN BKIIOYEH-
HS Y KJTiHIYHI JocnioKeHHs (Tabn. 2).

Ta6nuusa 2
HasiBHi knacudikauiini kputepii C4B

ACR-1997 SLICC-2012 EULAR/ACR-2019
Kputepiii BigcyTHiit BipcyTHiii MoauTtneHicTb 32 AHA
BKJTIOYEHHS
KinbkicTb 11 kputepiiB 17 kputepiis: 10 nomeHiB i3 kpuTe-
KpuTepiiB 11 KniHiyHMX pismu:
6 iMyHOMOriYHMX 7 KNiHIYHUX OOMEHIB
3 iMyHOnOriyHi 10-
MEHU
Oujinka KoxeH kpute- KoxeH kputepiii — BaromicTb kputepito
pin—16an 1 6an B KOXHOMY [OMEHi
Knacudika- >4 6anu >4 6anv (Bknioya-  Mo3autusHicTb 32 AHA
List gk CYB toun 1 kniHiyHuii Ta  Ta >10 Ganis Ta Ha-

1 iMyHOnOriyHMI
KpuTepii)

A60 JTH- Ta/AHA-
4n aHTn-dsDNA-
NO3UTUBHICTb

SBHICTb LOHANMEH-
L€ OHOrO KNiHIYHOro
KpuTEpilo

Mepwoyeproso 6ynu po3pobneHi knacudikaLin-
Hi kpuTepii ACR, nepernaHyti y 1997 p. (Hochberg
M.C., 1997). BpaxoBytoumn piBHi ix 4yTNMBOCTI,
y 2012 p. 3ainiuiatnsoio Systemic Lupus International
Collaborating Clinics (SLICC) 3anponoHoBaHi iHLWi
knacudikauiiHi KpuTepii, Wo ABNS0Tb cob60t no-
€0HAHHS KJiHIYHUX Ta IMYHOJOTYHUX O3HAaK, a TakoX

[alTb MOXIMBICTb Knacudikysatu nauieHTis i3 JIH
3a naHMMn Hedpobioncii 3a ymoBM HasBHOCTI AHA
abo aHTu-dsDNA iy pasi BiACyTHOCTI iHLIMX KAiHiY-
HUX kpuTepiiB (Petri M. et al., 2012). JocnigxeHHs
y nonynsauii nauieHTis i3 0CYB gemMoHCcTpyBanm Bu-
COKY YYT/IMBICTb, MPOTE HN3bKY CreundivHICTb 3a3Ha-
YEeHUX KpUTEPIiB NOPIBHAHO 3 kpuTepiammn ACR-1997
(Sag E. et al., 2014; Ines L. et al., 2015; Lythgoe H.
et al., 2017). NpoTe Hapasi came BOHN peKoMeHO0-
BaHi O BUKOPUCTaHHSA y nonynauii nauieHTiB i3 oCYB
(Groot N. etal., 2017).

HelonaBHO 3a cninbHOMO iHiuiaTBo ACR i EBpO-
nencobKkoi NpoTnpesmaTmnyHoi nirn (European Alliance
of Associations for Rheumatology — EULAR) po3po6-
JIeHi Ta 3aTBepOXeHi HOBI KnacudikauinHi kpuTtepii,
AKi BUMaralTb 9K NepPLIOYEProBUN KPUTEPIN BKIIIO-
YEHHS nauieHTa HasBHICTb NO3UTUBHOIO pes3ynbTa-
Ty AHA (Hep-2, y TnTpi). OgHak 3a3Ha4vyeHi kpute-
pii Hapasi He Banian3oBaHi, a € 06’€KTOM BUBYEHHS
npu toCYB (Aringer M., Dorner T., 2018; Johnson S.R.
et al., 2019). 3okpema, 3 METOK BU3HAYEHHS YyTNU-
BOCTI Ta cneymdiyHOCTi HOBUX KnacudikauimHnx Kpu-
TepiiB y xBopux Ha 1oCYB onybnikoBaHo Aekinbka ao-
CnigXeHb.

Tak, A. Rodrigues Fonseca Ta cnisaBTopu (2019)
NPOBENM NOPIBHANBHUIA aHani3 TPbOX HASIBHUX Klacu-
dikauirHmx kpuTepiis ACR-1997, SLICC-2012, EULAR/
ACR-2019 3a yyacTio 122 xBopux Ha 10CHB Ta 89 ocib
rpynn KOHTPOJIO (MALIEHTU 3 IHLLMMUW PEBMATUHHUMU
xBOpo6amMu Ta No3nTUBHUM pedynbtatom AHA). BeTta-
HOBJIEHO, WO HOBI knacudikauiHi kputepii EULAR/
ACR-2019 3i 3pizom y mexi >10 6aniB Ha nepLuomy
Bi3UTI NauieHTa 4EMOHCTPYBanun PiBHi cneumdivyHoC-
Ti 67,4%, WO € HUXYUMM NOPIBHAHO 3 BiANOBIOHU-
MU nokasHmkamm gns kputepiie ACR-1997 (83,2%)
Ta SLICC-2012 (80,9%). PiBeHb yytnusocTti EULAR/
ACR-2019 kpuTepiiB 6yB BULLMM NopiBHAHO 3 ACR-
1997 (87,7% vs 70.5%), NpoTE€ HUXKXYMM MOPIBHSAHO
i3 SLICC-2012 (89,3%) BignoBigHO. BukopucTaHHs
aNbTEPHATMBHOIO NOKa3HUKa Mexi 3pisy >13 6anis
ons EULAR/ACR-2019 knacudikauiiHux KpuTepiis
npU3BOAMNO A0 AOCTOBIPHOIrO MOKPALLEHHS SIK PIBHIB
cneundivyHOCTI, Tak i NO3UTUBHOI MPOrHOCTUYHOI LiiH-
HOCTI y xBOpux Ha 10CYB.

Y pocnigxeHHs N. Aljaberi Ta cnisaBTopis (2020)
Bkto4eHo 112 nauieHTiB Bikom 2—21 pokiB (K i3 t0CHB,
Tak i 3 C4B y popocnux) Ta 105 ocib rpynu KOHTPOSO
BikoM 1-19 pokiB (3 iHWMMK CUCTEMHUMK XBOpPOOa-
MW CNOJTY4HOI TKAHWHU Ta igionaTu4HMMn 3anasnbHu-
MK MionaTiammn). Y aKoCTi 30/10TOro ctaHaapTy 6yB Bu-
3Ha4yeHun piarHo3 CYB, BCTaHOBNEHUI peBMaToo-
rom. 3rigHo 3 oTpuMaHumMun gaHumm kputepii EULAR/
ACR-2019 peMOHCTpyBanm 4OCTOBIPHO BULLLi MOKA3HN -
Kn vyTnnBocTi (85% vs 72%, p=0,023) Ta piBHO3Hau-
Hy cneuundiyHicTb (83% vs 87%, p=0,456) nopiBHSHO
3 kpuTepiamm ACR-1997.

OTxe, Hacnpasgai, 3 ogHoro 6oky EULAR/ACR-
2019 kpuTepii po3BonaOTb GopMyBaTh BifbL FOMO-
reHHi KOropTu NaLuieHTiB ANs KNiHiYHUX BUNPOOYyBaHb,
ane, 3 iHWOro, iX BUKOPUCTaHHSA MPUXOBYE MNEBHI pU-
31KM Yy pasi BUsBNEeHHSA XxBopux Ha CHB, ki MaloTb He-
raTuBHuin pe3dynbtaT 3a AHA, Wwo € Ginbl TUNOBUM
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ans toCYB. BignoBigHo, AaHi nauieHTn MOXYTb He Mnia-
nagaTtu Nig, CNoCTEPEXEHHSA PEBMATOJONYHOK CNYX-
0010, O € HEMPUAHATHUM.

naxoau Ao TEPANII

t0CYB — BiZHOCHO piaKiCHE 3aXBOPIOBAHHS, TOMY
LOOCTOBIPHUX PAHOOMI30BaHMX KiHIYHUX OOCAIOXKEHb
BKpan HeJoCTaTHbO, a cTpaterii Tepanii nepeBaxHo
€KCTpanosiboBaHi 3 4OPOCIOi NONyNALIi XBOpuX. binb-
WicTb nikapcbkmx 3acobiB, WO NMpU3HavyaTbCs XBO-
pvm Ha toCYB, He € TapreTHUMIN, OAHaK € TOKCUYHUMN
3 0OBEeAEHOI0 30ATHICTIO CPUYMHATU HebaxkaHi siBMLLa
(Hedrich C.M. et al., 2017; Smith E.M.D. et al., 2019),
o 0coBMBO BaXJIMBO Y HACTINIbKM BPa3nNnMBoMy Au-
TA4YOMY Ta NigNiTKOBOMY BilLlj.

TpaaunuiviHi iMyHOMOAY 004 3acobu.

1. mokokopTukoigun (MK).

K sanuwatoTbcst ocHoBoto Tepanii CHB i 3a3Bu-
Yyai 3aCTOCOBYIOTLCS MPOTArOM TPUBAIOro Nepioay sk
y pasi oCYB, Tak i npn CYB y npopocnux. Y To xe yac
nigxoam Ta A030Bi PEXVMU, AKi MPU3HAYaTbCS, CYyT-
TEBO BiAPI3HAIOTHCS MiXK OKPEMUMW LLEEHTPaAMU/KIiHi-
umctamm (Brunner H.1. et al., 2009). Tak, npu nerkomy
i nepebiry cepeHbOro CTyneHs TAXKOCTi BUKOPUCTO-
BYIOTbCS NepPEBaXHO nepoparbHi dopmu 'Ky HU3bKMX
[o3ax; y Bunagky Tsxkoro CHB — B1COKi 031 ik nepo-
panbHuX, Tak i napeHTepanbHmx K. OcHoBHa TeHOEH-
Lia 3actocyBaHHA Ky fiTenn nongrae y npnaHayeHHi
BUCOKWNX A,03, Yy TOMY YACIi BHYTPILLHbOBEHHO Y BUTN1SI-
Oi nynbc-Tepanii, 3 noganbLuyM NnepexogomM Ha HU3b-
Ki NigTpuMyBasbHi 0030Bi pexxnmm K.

BapTo 3ayBaxuTu, o Tpueana tepania K, ska no-
YNHAETLCHA B ANTAYOMY BiLlj, € MPUYNHOIO PAHHIX (NCK-
X03, 6e3COHHS, Aenpecis, rinepninigemis, rineprnike-
Misl, rinepTeHsia) Ta BiATepPMiHOBaHUX (OCTEONOpPOa3,
OCTEOHEKPO3, CEPLIEBO-CYANHHI 3aXBOPIOBAHHS, KaTa-
pakTa, LyKpoBWUiA fiabeT, OXXNPIHHA) HeOaXKaHUX SBULLL.
80% cTiliknx ypaxkeHb BHYTPILLHIX OpraHis 4epes 15 po-
KiB NiCNsi BCTAHOBJMIEHHS AiarHO3y NOB’A3YI0TLCA camMe
i3 3acTtocyBaHHAM K. [NepopanbHa Ao3a npeaHi3ono-
HY 2 6 Mr/go00y NiaBuLLYE CTYMiHb YLIKOOXKEHHS opra-
HiB-miweHen Ha 50%. MepopanbHa nigTprMyBasnbHa
no3a 10 mr/no0y 36inbLUYE BUPaXeHIiCTb CePLEBO-CY-
OVHHUX ypaxKeHb B 2,4 pasa, a 20 mr/poby niasuLty-
I0Tb PU3UK CepLeBO-CYANHHUX NOAiN Y S pasiB Bigno-
BigHO (Groot N. et al., 2017b).

JloBeneHo, WO HaBiTb MOPIBHSAHO 3 4OPOCO MO-
nynsuieto xsopux Ha CHYB, nauieHTn i3 toCYB matoTb
NiaBULLEHNT PUSUK HE TNLLIE BiOMMX CTEPOIAACOLLINO-
BaHUx HebaxaHux sBuL (Heshin-Bekenstein M. et al.,
2019), a cyTTEBO 3POCTAE PUBNK CEPNO3HUX IHDEKLIi-
HUX ycknagHeHb (Singh J.A. et al., 2016).

BpaxoByouun ue, 0gHUM i3 CydaCHUX HarnpsiMKiB
Tepanii CHYB € noLuyk CTEPOiA3HMKYBaIbHMX 3aC00iB.
Y ubOMY KOHTEKCTI BE/IMKI CNOAiIBAHHS MOKIa4alnTbCA
Ha npenapaTtu iMyHobionoriyHoi Tepanii. Y 6aratbox
KNIHIYHUX OOCNIOXEHHSIX CaMe iMMIeMEHTaL,ist CTepo-
iA3HVXXYBaNbHOro eexTy K NparMaTnyYHOI asibTEPHa-
TUBHOI NEPBUHHOI KiHLLEBOT TOYKM MPOLEMOHCTPYBAso
LOCTOBIpHY Pi3HNLLIO B e(pEeKTUBHOCTI cepe, NauieHTiB,
SKUM Mpu3Hayanack iMyHobionoriyHa Tepanis (6eni-
Mymab, Tabanymab, enpaTty3ymabd) NOpPiBHAHO i3 rpy-
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noto nnauebo (Oon S. et al., 2018). Hanpsimok ou,iH-
KN 3HUXKEHHS 0,031 'K Ha ¢ OHi iIHHOBaLLIMHOI Tepanii 9k
iHOMKATOP AKOCTI JIKyBaHHSA MOXe ONnocepenKoBaHO
BiLOOpaxXaTn NoKpaweHHS KOHTPOJIIO Hafd, aKTUBHIC-
Tio XBOpoOu. OTxe, POoKYC Ha 3HMXKEHHS A03U | MOHi-
TOpuHr TokcnyHocTi K y koropTi xBopux Ha 10CYB €
NePCNeKTUBHUM i BUNPaBAAHUM HaNpPsIMKOM Nnoaasb-
LINX OOCNIOXEHb.

2. TippokcuxnopoxiH (MX).

Xo4ya ocTaTO4HO MexaHi3m pgii X He BM3Haye-
HWI, BIH PEKOMEHA0BaHMI yCiM naujieHTam i3 1oCYB
(Hollander M.C. et al., 2013; Groot N. et al., 2017).
BeaxaeTbcq, wo X Bnaneae Ha ¢parounTtos, mirpa-
uito nemkoumTiB Ta 3HMXYye ekcrnpecito TLR (Kuznik A.
etal., 2011). Mpuinom MNX acoujiloeTbea 3i CNPUATANBUM
BNAMBOM Y pagdi aktneHoro CHB: nokpatllye Bigaane-
Hi Hacniakn y xBopux Ha 1oCYB BXe y [opociomy Billi
(Lim L.S.H. etal., 2017; Groot N., et al., 2019); acoui-
IOETLCS 3i BHUXKEHHSIM 3arasibHMX NOKa3HWKIB CMepT-
HocTi (Mok C.C. et al., 2018), 3MeHLUYE KiNbKiCTb 3a-
rocTpeHb i 3anobirae NpPorpecytyoMy yLIKOOXEHHIO
HUpoK y pazi JIH (Pons-Estel G.J. et al., 2009). 'X Bu-
SBJISIE CNPUATINBUA NAEAOTPONHUN €(PEKT, L0 BKIIO-
yae nNpodinakTky MeTabonivyHMX NopyLleHb (oebioT
uykposoro giabety (ChenY.M. et al., 2015), 3miHu ni-
nigHoro cnekTpa (Durcan L. et al., 2016), acoujtoeTb-
CS1 3i SMEHLUEHHSAM TOBLLMHM KOMMIEKCY iHTUMa-Mefia
SIK CyporaTHoro mapkepa arepocksiepody (Ammirati E.
et al., 2014) Ta 3HWXKEHHSA PUBNKY TSXKKUX IHPEKLLIN
(Rua-Figueroal. etal., 2017).

HalibinblLue 3aHernoKOEHHS, NoB’a3aHe 3 Tepanieto
X, BUKNVKAE MMOBIPHUIM HEraTMBHWI BNJIMB HA CiT-
KiBKY, 0COBIMBO BUPaXeHUI cepep, NauieHTiB MOJIO-
[0ro Biky. LLInpoke BNpOBaaXXEeHHS YyTIMBUX METOLIB
CKPUHIHIY A1 BUSIBIEHHS BMJIMBY Ha CiTKiBKY (30Kpe-
Ma CrneKTpasibHOi ONTUYHOI KOrepeHTHOi ToMorpa-
dii), a TakoX pe3dynbTaTn OCTAHHIX OOCNIOXEHb O0-
BEJIN, WO NMOLWKUpPEHICTb NX-acouinoBaHoi peTnHonaTii
€ BULLOIO, HiXX BBaXkanocs paniwe (1,6-8,0% vs 0,4—
1,9%) (Jorge A. et al., 2018). | ueir dakT € BaXIMBUM,
OCKiNbKM Hapasi faHa peTuHonaris BBAXaETbCS He-
3BOPOTHO0, @ PU3NK TOKCUYHOCTI X 3pocTae 3a ymo-
BW A0OBLLOI TpuBanocTi Tepanii: <1% pu3unky npun Tepa-
nii #o 5 pokis, 2% npw TpuBanocTi Tepanii 4o 10 pokis,
CTpiMKo 3pocTatoum 0o 20% npu TpmBanocTi Tepanii
6inbwe 20 pokie. Cepen, OCHOBHUX (PAKTOPIB PU3NKY
['X-acouinoBaHoi peTuHonaTii BUAinaoTb: 1) 3acTo-
CyBaHHSl 003K >5 Mr/kr/noby; 2) 3aXxBOPIOBAHHS HU-
pok (Melles R.B., Marmor M.F., 2014). BignosigHo
[0 iCHYl4YMX pekoMeHaauin B ANTA40My Ta NigniTko-
BOMY BiLli y pasi toCYB nokaszaHe npoBeaeHHs LLopid-
HOro opTanbMOJIONYHOro CkpuHiHry (Hollander M.C.
etal., 2013; Groot N. etal., 2017a), i BUMOrn 40 HLOro
€ OiNbLU iIHTEHCUBHMMM MNOPIBHAHO 3 peKOMeHaLLIgsMN
ans popocnux xsopux Ha CHB (Ding H.J. et al., 2016).

3. TpaauuinHi CUHTETUYHI XBOpOBoMOaNdiKyHoYi
aHTMpeBmaTuyHi npenapaTtn (CXMAPTT).

3acTtocyBaHHsa cXMAPT1 npu 10CHYB npoBoantbes
3 METO IMyHOMOZY/IOI0YOro BIJINBY, @ TAKOX AJ15 pe-
anisauji cTepoia3HMXyBanbHOI CTpaTerii.

AsaTtionpuH (A3A) — nponikapcbknii 3acid, aHa-
NIOr NypUHY, WO NMEPETBOPIOETLCS MiCNsa akTmBawii
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Ha 6-mepkanTtonypuH. A3A npurHivye sk cuHtes JHK,
Tak i nponigepadito nimpoumnTie (Sahasranaman S.,
2008). Ha cborogHi He NpoBOAMAOCS paHOOMiI30Ba-
HUX KNiHIYHUX gocnioXeHb, ki 6 cneundivyHo OLHIo-
Bann edekTneHicTtb A3A npu 10CYHB (Thorbinson C.
et al., 2016). NpenapaT 3aCTOCOBYETLCSA NEPEBAXHO
npw N1erkoMy/noOMipHOMY CTYMeHi akTUBHOCTI NpoLe-
cy abo y AKOCTi NiATpUMyBasnbHOi Tepanii y pasi Tax-
KUX KNiHiYHMX nposieis CHB. BpaxoByoun cnpusatnveni
npodinb 6e3neku, ASA pekoMeHO0BaHNM J0POCIUM
Ta ocobam CTapLuoro NigniTkoBOro BiKy Npu niaHyBaH-
Hi BariTHocTi (Gordon C. et al., 2018).

MeToTpekcaTt 3aCTOCOBYETHCS NEPEBAXKHO SAK aflb-
TepHatmea A3A y pasi JOMiHYBaHHS YpaXXeHHS LLKipW,
CNM30BMX 0O60NOHOK, a TakoX CUMMNTOMATUKK 3 BOKY
OMnopHO-pyxoBoro anapaty (Sakthiswary R., Suresh E.,
2014). NMpoTe pokasoBa 6a3a o0 ePEeKTUBHOCTI MO-
HoTepanii MeToTpekcaTomM nNpu oCYB € HegocTaTHLOLO
(Ravelli A. et al., 1998).

ModeTuny mikopeHonat (MM®D) B GinbLLOCTI BU-
nazKiB NPU3HAYaETLCS Y pasi cepeHbOro 4m BUCOKOro
cTyneHst aktueHocTi CHB, 3a HassBHOCTI remMaTosoriy-
HUX, HEMPOMNCUXIYHUX MPOABIB, yPaXEHHA CEPLEBO-CY-
OVHHOI CUCTEMU Ta HUPOK. |HLWNA HAaNPSIMOK — 3a Ha-
SIBHOCTI IEFKOr0/MOMIPHOIro CTYNEHs TAXKKOCTI KAiHiy-
HUX MPOSIBIB, pedpakTeEPHUX A0 iHLINX TepaneBTUYHUX
cTpaTerin.

Y pocnipxenHi J. Ordi-Ros Ta cnisaBTopis (2017)
nposoawuaoca npsame nopiBHaHHS MMO® i3 A3A
(Ha @oHi cTabinbHOro [O3yBAHHSA aHTUMANAPINHUX
npenaparis Ta 'K) y 240 popocnunx naujienTis i3 CHB
i3 MepeEBaXHNM YpPaKEHHAM OMOPHO-PYXOBOro ana-
paTy Ta WKipHO-CNN30BUMUK NposiBaMu, 3 akux 'y 30%
BigMivanu kappiopecnipaTtopHi npossu. BctaHosne-
HO, LW cepen nauieHTiB, ki oTpumyBann MM®, no-
CTOBIpPHO BinbLua KifIbKICTb [OCSAranu CTaHy PeMICii BXxe
yepes 3 Ta 24 mic cnocTepexeHHs. Kpim Toro, y rpy-
ni MM® Bigmiyanmuca MeHLIa KiflbKiCTb 3arOCTPEHb i
Ginbl cnpuaTnnBMin Npodint 6eanekn. NpoBeaeHHs
CXO0>XO0ro 3a AN3aNHOM KJTiHIYHOIO OOCIOXKEHHS Y XBO-
pux Ha toCYB 6yno 6 Bkpan iHHGOpMaTUBHUM.

Lnknodocdamig 3aCTOCOBYETLCA Y pa3di 3anyyeH-
HS Yy NPOLLEC XUTTEBOBAX/IMBUX OPraHiB 4m XUTTEBO-
3arpoXyUmnx CTaHiB, KoM MOTPIOHO AOCATHYTU LUBUA-
KOO KOHTPOJIO Hag, akTMBHICTIO XBOPOOU (30kpema
NPy HEBPOJOFiYHMX NPOsSiBax, CACTEMHOMY BaCKYNITi,
JIH) (Bertsias G.K. et al., 2012; Mina R. et al., 2012;
Barile-Fabris L. et al., 2014). Pusuku, 3ymOBneHi npu-
nomom umknodpocdhamigy (6ea3nninas, po3BUTOK 3/10-
SAKICHUX MYXJIVH, iIHDEKLiNHI yCKNaaHEHHS TOLWO), Npu-
3BeSn A0 BiNbLOT IPUXMABHOCTI KNiHiuucTiB 40 MM®
SK MOro anbTepHaTUBW.

Ha cboropfHi BiaCyTHi AaHi MacluTabHMX paHaoMi-
30BaHUX KNiHiYHUX gocnigxxeHb (PKA) npm toCYB, aki 6
BMBYAIN PEXUMU iHAYKLii peMicii Ta niaTpumyBasnbHOI
Tepanii npu JIH llI/IV knacy, HasiBHI nnwe okpemi 06-
cepBaLiliHi gocniopkeHHs. 3okpema, B OpUTaAHCbKIN KO-
ropTi nauieHTiB i3 oCYB y peanbHin KniHivHIN npakTuLi
3 MeTolo iHAayKuji pemicii MM® npuaHavaBcs 3HA4HO
yacTille NOpPIBHSHO i3 uMkinodocdamigom, 4EMOHCTPY-
104N NPUY LpOMY 3iCTaBHY e(DEeKTMBHICTb MiXK rpyrnamm
(Smith E. etal., 2019).

ImyHOGionoridyHa Teparnisi

1. Putykcmmab (RTX) — aHTn-CD20 GionorivyHuin
areHT, WO NpuUrHidye B-knitmHu (npote He BnavMBae
Ha nnaamatuyHi knituHm) (Taylor R.P., Lindorfer M.A.,
2007). Hapasi came RTX € npenapatoM iMyHobIiO-
JNIOriYHOT Tepanii, SKMin Han4vacTile NpPmM3Ha4YaeTbCs
npu 10CYB, Bigirpatoyn BaxnMBy ponb y Tepanii cTa-
HiB, pedpakTepHUX OO iIHOYKLiINHOI Tepanii npenapa-
Tamu 1-i ninii, abo y pasi po3BUTKY HeGaxaHNX SBULL,
BHACNiOOK aflbTEPHATUBHUX TEPANeBTUYHMX MiOX0aiB.
BapTo 3a3HaunTu, wo xxoaHoro PK/, 3 MeTOI0 BUBYEHHSA
edekTnBHOCTI Ta 6e3nekn RTXy aitein He npoBoanNo-
cs. Y TOM Xe 4ac HasiBHa JoKa3oBa 6a3a AEMOHCTPYE
obOHaninnuBi pes3ynbTaTi WOAO0 NOro edpekTUBHOCTI.
Tak, y 2 pocnigkeHHsx BuByYanu ponb RTX ans iHoyk-
LinHoi Tepaniiy aiten i3 nponidepatreHum J1H (Basu B.
etal., 2017; Hogan J., etal., 2018). A cuctemaTniHni
ornsap (Peterknecht E. etal., 2018), wo BkntoyaB 5 pe-
TPOCMNEKTUBHMX KOrOPTHUX AocnioxeHb (Ale’ed A. et
al., 2014; Dale R.C. et al., 2014; Olfat M. et al., 2015;
TambralliA. etal., 2015; Watson L., etal., 2015), 2 kni-
HiYHMx BUNagkn (Trachana M. et al., 2013; Reis J. et
al., 2016) ta 1 ninoTHe pocnigxeHHa (Lehman T.J. et
al., 2014), ouiHMB NEPCNEKTUBHICTb 3aCTOCYBaHHS
RTX zaranom y 191 naujenTta i3 toCYB. RTX Hailyac-
Tille npu3HayaBCs Y pasi akTMBHOIO 3aXBOPIOBAHHS,
pedpaktepHoro oo K ta/abo cuHeTndHuUx XMAPTI.
6 i3 8 npoaHanizoBaHNX A4OCHIOKEHb NPOAEMOHCTPY-
BasM OOCTOBIPHE NMOKPALLEHHS 32 OMHAMIKOIO CTaH-
[apTNU30BaHNX iHOEKCIB akTUBHOCTI (30kpema SLEDAI,
BILAG, ECLAM) Ha ¢oHi Tepanii RTX i3 TpuBanicTio
GinblwocTi gocnioxeHb >12 mic (Trachana M. et al.,
2013; Lehman T.J. etal., 2014; Ale’ed A., et al., 2014;
DaleR.C. etal., 2014; Olfat M. et al., 2015; Tambralli A.
etal.,2015;Watson L. etal., 2015; Reis J. etal., 2016).

Ha ¢oHi popaBaHHa RTX 6 i3 8 gocnigXeHb npo-
LOEMOHCTPYBaNn AOCTOBIPHUN CTEPOIA3HVXXYBATbHUN
Bname 0o 21-100%. Kpim Toro, nikysaHHa RTX aco-
LiloBanocs 3 nokpawlleHHsaM nabopaTopHUX NOKa3HU-
KiB, BKJIIOHAIOYM FiNOKOMIMIEMEHTEMIIO | BMJINB HA TU-
Tpu aHTn-dsDNA. Y ogHin i3 KoropT, B ikl N(POBOANB-
CS NPULINIbHUI aHani3 remMaTtosioriYHOro CUHAPOMY,
BCTaAHOBNEHO, L0 Ha PoHi Tepanii RTXy 96% nauieH-
TiB B cepenHboMy npotarom 48 (14-103) ni6 Hopma-
nisyBaBcs piBeHb TpoMbouuTie Ta/abo remornobiHy
(Olfat M. et al., 2015). Y 5 i3 8 gocnigXeHb y XBOpUX
3 JIH npoaeMOHCTpOBaHO HOpMarii3aLlito CMPOBaTKO-
BOrO PiBHA anbOyMiHy, PiBHS KpeaTuHiHY Ta cniBBia-
HOLLEHHS NMPOTEiH/KPEaTUHIH y Ceyi.

2. benimymab — MOHOK/IOHaANbHE aHTUTINO,
o Ha nigcTasi gaHmx 1, [l dasn kKniHiYHMX gocnigXeHb
€ EOVIHMM CXBaJIEHMM [0 3aCTOCYBAHHS Y AOPOCAMX Na-
LiEHTIB i3 akTBHUM CHB. OCHOBHOIO MiLLEHHIO BMINBY
6enimymabdy € ctumynaTtop B-knituH (Blys). NocTtmap-
KETUHIOBUIA aHani3 AaHnX KNiHIYHMX OOCAIAKEHb nep-
LLIOYEepProBo NPUMNycKas, L0 MNaLieHTn i3 CeposoriyHo
AKTVIBHVM 3aXBOPIOBAHHAM (MiABULLEHVM TUTPOM aHTU-
dsDNA Ta/ab0 HU3bKMM PIBHEM KOMIMIEMEHTY) Bigmno-
BifalOTh Ha Tepanito benimymabom Kpatle, NpoTe AaHi
noaanbLUnx obcepBaLiiHUX AOCNIAXEHb Ta peanbHa
KNiHIYHa NpakTuKa He NigTBepanan 3anexHiCTb Bigno-
Bifi Big ceponoriyHoi aktmBHocTi CHB (Fanouriakis A. et
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al., 2018; Fanouriakis A., Bertsias G.,2019). loBeaeHo,
o came 6enimymad € epekTUBHUM 3aCOO0M 3HUXKEH-
Hs akTuBHOCTI CHB, 4acToTK/piBHIB 3aroCTpeHsb, a Ta-
KOX Ja€ MOXNMBICTb 3HM3NTK 003y K.

Jlnwe B ogHOMY KNiHiYHOMY gocnigxeHHi — PLUTO
(Pediatric Lupus Trial of Belimumab Plus Background
Standard Therapy) npoBoannacs ouiHka epekTUBHOCTI
6enimymaby (10 mr/kr macu Tina) y kKombiHaLii 3i cTaH-
napTHoto Tepanieto y 93 nauienTis i3 0oCHB. 3rigHo
3 OTPMMaHVUMM AAaHUMUW BiANOBIAj HA NiKyBaHHSA 3a iH-
nekcom (SRI-4) y rpyni 6enimymaby 6yno 4OCTOBIPHO
OinbLue NopiBHAHO 3 rpynoto nnaue6o. OCHOBHI BTO-
PVIHHI KiHUEBI TOYKM, BKJOYatoum Bianosiab 3a PRINTO/
ACR 30 ta 50, a Takox CTillke MOoKpaLLLEeHHS 3a iHOeKCOM
SRl y rpyni 6enimymaby Busasnsnnca Habarato YacTi-
Lle nopiBHAHO 3 rpynoto nnauebo. Taxki 3arocTpeH-
He y rpyni 6enimymaby Biamivann Ha 62% piglie no-
piBHsHO 3 rpynoto nnauebo (Ruperto N. et al., 2019).

HANPAMKU NOAANBLUNX AOCNIAXKEHDb

TeHOEeHUis OCTaHHLOroO Yacy Nongrae B TOMy,
wo y xBopux Ha CYB Bce Ginblue yBarn npuainsgeTb-
cs npodinakTmui Ta NikyBaHHIO KOMOPOIOHMX CTaHiIB,
nos’s3aHnx 6esnocepenHbo i3 CHB um Moro nikyeaH-
HaAM. OcobnmBa yBara npuainaeTbCsa OuiHLi cepLe-
BO-CYAMHHOIO PU3UKY, LUKIAINBUX 3BUYOK (30KpemMa
naniHHA), OXUPIHHA, rinepTeHsii, LyKpoBoro aiabeTy,
rinepninigemii, piBHiB rOMOLUMCTEIHY, TPMBANIOro 3acTo-
cyBaHHa K, piBHsa aHTudochoninigHMX aHTUTIN, BiTa-
MiHy D, ocTeonopody Ta pu3unkKy 3/109KiCHUX HOBOYT-
BopeHb (Bichile T., Petri M., 2014). Hanpuknag, ate-
POCKNEPO3 BCE YaCTille BU3HAYAETLCS K XPOHIYHUI
3ananbHUi CTaH, aknii y Bunagky ioCHB moxe 6yt 3y-
MOBIEHNI LINUM paaomM GakTopiB: HAABHICTIO LIMPKY-
JIOIOUUX IMYHHUX KOMIIEKCIB, aKTUBALLIEIO KOMMIEMEH -
Ty, HASIBHICTIO aHTMHOCHONINIAHNX aHTUTIN, MPUAOMOM
'K, nopyweHHamM 0OMiHy ninigie Ta ANcdyHKUIED eH-
notenito (Haque S. et al., 2010). [HW1MK HecnpuaT-
nmBMMK Hacnigkamu 10CHB € po3BUTOK HE3BOPOTHOI
HMPKOBOI HEOOCTATHOCTI Ta NiABULLLEHHSA CEPLIEBO-CY-
OVHHOIO PU3NKY, NPUYOMY 32 HAABHOCTI CRiNlbHX dak-
TOPIB PU3KKY, LLIO MOXYTb OAHOYACHO HEraTUBHO BMNIN-
BaTU SIK HA HUPKWK, TaK i HA CEPUEBO-CYANHHY CUCTE-
My. OTXe, METOIO NoAaNbLUMX AOCTiIOKEHb MA€E CTaTU
BWU3HAYEHHS KJTIHIYHO 3HaYyLWMX 9K CYOKMiHIYHMX cTa-
HiB, Tak i ABHOI CynyTHbOI naTosnorii 3aans 3anobiraH-
HSl HECNPUATANBOMY BigAaNIEHOMY NMPOrHO3Yy.

MoTtpeba y Ginbll peTenbHOMY BUBYEHHI OCHYB Ta
rnokpauleHHi cnagkoeMHOCTI MiX negiaTpuyHolo Ta
[OPOCO PEBMATOJIONIYHUMUM CnyXbamMu BU3Ha4e-
Ha ACR, cneujanictu skoi pe3tomMmysanu Ti ocobnu-
BOCTI, SKi MaloTb OYTN OOHECEHI AOPOCNM PEBMATO-
nioram cTocoBHO 10CYB (Tabn. 3) Ta 3anponoHoBaHWM
dopmaTt OKPEMOro MEANYHOro pesioMe a1a nauieH-
TiB, W0 nepebyBaioTb Ha eTani 3MiHU CNyx6 (www.
rheumatology.org/Practice-Quality/Pediatric-to-
Adult-Rheumatology-Care-Transition).

MaTodisionoris toCYB € cknagHoo | CYTTEBO BiOpPI3-
HSIETLCA B OKPEMUX NALLEHTIB, OCIb pi3HOI cTaTi, y pis-
HWX BIKOBMX FPyMax, LLLO aCOLLIIOETLCS i3 PO3BUTKOM Ba-
piabenbHuX i HenepeabdavyBaHUX GEHOTUMIB XBOPOOU,
HENPOrHO30BaHOI BiANOBIAI HA Tepanito Ta HECNPUAT-

norngan HA NPOBNEMY

Ta6nuusa 3
OcHoBHi ¢akTn npo 10CYB, aki BapTo Nnam’aTaTn peBmaTonory
Aopocnoi cnyxomn

Mosuuia Po3’CHEeHHs
Y KOXHOro n’aToro nawjeHTa
i3 CYB xBopo6a pjarHocTy-
€TbCA Y AUTRYOMY YU NiNIT-
KOBOMY BilLli

10CYB mae binbL arpe-
CWBHMiA nepebir NopiBHAHO
i3 CYB y nopocnux

[itv Ta nignitku i3 CYB maioTb TeHAEHL;t0
10 BiNbLIOro 3anyyeHHs Ta TSEXYOro ypa-
XEHH$! opraHiB-miweHeil. MopisHsiHo i3 CHB
y fopocnux, y pasi CYB ypaxyiotecs LIHC,
HUPKK, PO3BUBAETLCS TEPMiHANbHA CTafis
XBOpO6U HUPOK, a nepebir xBopobu xapak-
TEepU3YETbCH BULLMMM PIBHAMM rocniTaniaa-
uii. MauieHTn 3 10CYB MatoTb BMLLY aKTUB-
HICTb 3aXBOPIOBaHHS, BinbLue NPSIMUX i He-
npsIMUX BUTPAT, aHix gopocni xsopi Ha CYB.
Y nauienTis i3 0CYB yacTille po3BMBaETLCS
CUHLPOM aKTWBaLii Makpodaris, «LUTOKIHO-
BOrO LUTOPMY», LLLO XapaKTepuayloTbCs IUX0-
MaHKOI0 i NONIOPraHHOK HEA0CTATHICTIO
10CYB xapakTepuayeTb- He3Baxatoum Ha MeHLUY KinbKicTb CynyT-

€S BULLMMM PIBHSIMW CMEPT-  HiX CTaHIB NOPIBHAHO 3 AOPOCAUMM, Mif-
HocTi nopiBHsHO i3 CYB nitkn i3 CYB matoTb BABIYi BULLMIA PiBEHb

y AOPOCNX CMEPTHOCTI

YcKknafiHeHHs, 3yMoBJie- Y xBopux Ha CYB cyporaTHi Mmapkepu aTe-
Hi XBOP0ODOIO Ta NiKyBaHHSM, POCKNEPO3Y (NMOTOBLLEHHS KOMMEKCY iH-
NOYMHAKTLCS Y AUTAYOMY Ta TUMA-Mefia) BUSIBASIOTb BXE Y NiaNiTKO-
nigniTKOBOMY BiLi BOMY Billi. PaHo 1€610Tye 3HUXEHHS MiHe-
PanbHOI LWiNLHOCTI KICTKOBOI TKAHUHU. XBOPI
Ha 10CYB maloTb 0COBNMBHMIA PUBNK YpaXeH-
H$ KICTKOBOi TKAHUHM, OCKiNbKM MiK KiCTKO-
BOi Mac A0CAraeTbCs B NiANiTKOBOMY Billi.
OTxe, naujieHTm i3 10CYB BXeE 3 PaHHLOTO
Biky NOTPE6YI0Tb NPOQINAKTUKN i NiKyBaH-
HS TinepTeHsii, aucninigemii, 0CTeoneHiyHo-
ro cuHapomy. Ockinbkn CYB i ioro nikyaH-
HS NiABULLYIOTb PU3UK iHDEKLi, BaXINBUM
HanpPsIMKOM KypaLlii € NpoBeAeHHs perynsip-
HOI BaKLMHau,i

MNignitkn Ta 0C06U MOOAOrO BiKY HEe Ma-
10Tb JOCTATHbOIO MiPOI0 PO3BUHEHUX HABM-
4OK CamoynpaBiHHs | caMo3abe3neyeHHs,
LU0 NPU3BOAUTL [0 HEPETYNAPHUX Bi3UTIB Y
KAiHIKY, HEPEryAspHOro NpuitomMy npenapa-
TiB. Oco6nuBy yBary cnig 3BepTaTi Ha CTaH
PenpoayKTUBHOro 340POB’S, NPodinakTm-
Ky CEpLIEBO-CYANHHMUX YCKNALEHb Ta NPUIAOM
npenaparie i3 BpaxyBaHHAM Gpapmakonoriy-
HOi B3aEMOgii

Nignitkn Ta 0co6U MoOIO-
[10T0 BiKY 4aCTO He rOTOBI
110 caM03a6e3neyeHHs

NMBUM NMPOrHo3om. JJoBeneHo, wo nopisHsaHo i3 CHB
y oopocnux, nauieHTn 3 toCHB cyTTeBO BiopI3HAOTb-
CSl'y pO3noaini 3a cTaTTio, TSXKKICTIO Nepebiry XBopo-
61, HeQOCTaTHBLOIO BIANOBIAAIO HA Tepanito. AHaNOriyHo
[0 iHLWNX 3ananbHUX 3aXBOPIOBaHb, CHB Moxe ByTn
CTpaTndikoBaHMM y Tak 3BaHOMY 3anajibHOMYy Chnek-
Tpi BiO, ayTo3anasnbHOro CTaHy 4O ayTOiIMYHHOro 3a-
XBOPIOBAHHS, ABNSIt04M c06010, 3 0AHOr0 6OKY, MOHO-
reHHi ayTo3anabHi NOPYLUEHHS, 3 iHLLOrO — XBOPOOY
3 Kracu4yHUM nepebirom. laeHTUdiKaLia anenis pu3u-
Ky Ta BU3HA4YeHHS ix posi y natoreHesi oCYB € ocHo-
BOI MepPCOHipikoBaHOro, TapreTHoro nigxoQy oo Te-
panii, i came ue obrpyHTOBYE NOTPEDY Y NPOBEAEHHI
noaanbLUMX LUMPOKOMACLUTAOHUX A0CHIAXEHb, NpU-
CBSIYEHNX MEHEeIXMEHTY xBopux i3 10CHB 3aans no-
KpaLLeHHS PiBHA HAg4AHHS MeAMYHOI 4ONOMOrv Ta Bia-
JaneHnx Hacnigkis xsopoou.

YKPATHCbKWN PEBMATOJIOTIYHUWM XYPHAJ o Ne 2 (84) » 2021



nornapn HA NPOBNEMY

CMUCOK BUKOPUCTAHOI JIITEPATYPU

1. Abdwani R., Abdalla E., Al-Zakwani I. (2019) Unique charac-
teristics of prepubertal onset systemic lupus erythematosus, Int. J. Pe-
diatr., 95370650.

2.Ale’ed A., Alsonbul A., Al-Mayouf S.M. (2014) Safety and ef-
ficacy of combined cyclophosphamide and rituximab treatment in recal-
citrant childhood lupus, Rheumatol. Int. 34 (4): 529-533.

3. Aljaberi N., Nguyen K., Strahle C., Merritt A., Mathur A.,
Brunner H.l. (2020) The performance of the new 2019-EULAR/ACR clas-
sification criteria for systemic lupus erythematosus in children and young
adults. Arthritis Care Res (Hoboken).

4. Ammirati E. et al. (2014) Cardiometabolic and immune factors
associated with increased common carotid artery intima-media thickness
and cardiovascular disease in patients with systemic lupus erythemato-
sus, Nutr. Metab. Cardiovasc. Dis. 24 (7): 751-759.

5. Ambrose N., Morgan T.A., Galloway J. et al. (2016) Diffe-
rences in disease phenotype and severity in SLE across age groups. Lu-
pus. 2016.

6. Ammirati E. et al. (2014) Cardiometabolic and immune factors
associated with increased common carotid artery intima-media thickness
and cardiovascular disease in patients with systemic lupus erythemato-
sus, Nutr. Metab. Cardiovasc. Dis. 24 (7): 751-759.

7. Aringer M., Dorner T. (2018) Systemic lupus erythematosus
(SLE) — new classificationcriteria, Dtsch. Med. Wochenschr. 143 (11):
811-814.

8. Barile-Fabris L., Hernandez-Cabrera M.F., Barragan-
Garfias J.A. (2014) Vasculitis in systemic lupus erythematosus, Curr.
Rheumatol. Rep. 16 (9): 440.

9.BasuB., RoyB., Babu B.G. (2017) Efficacy and safety of ritux-
imab in comparison with common induction therapies in pediatric active
lupus nephritis, Pediatr. Nephrol. 32 (6): 1013—1021

10. Benseler S.M., Silverman E.D. (2007) Neuropsychiatric in-
volvement in pediatric systemic lupus erythematosus, Lupus 16 (8):
564-571.

11. Bertsias G.K. et al. (2012) Joint European League Against
Rheumatism and European Renal Association-European Dialysis and
Transplant Association (EULAR/ERA-EDTA) recommendations for the
management of adult and paediatric lupus nephritis, Ann. Rheum. Dis.
71 (11): 1771-1782.

12. Bichile T., Petri M. (2014) Prevention and management of co-
morbidities in SLE, Presse Med. 43 (6 Pt 2) (2014) e187—e195.

13. Brunner H.l., Klein-Gitelman M.S., Ying J. et al. (2009)
Corticosteroid use in childhood-onset systemic lupus erythematosus-
practice patterns at four pediatric rheumatology centers. Clin. Exp. Rheu-
matol.; 27(1): 155-162.

14. Charras A., Smith E., Hedrich C.M. (2021) Systemic lu-
pus erythematosus in children and young people Current Rheumatolo-
gy Reports 23: 20.

15. Chen Y.M., Lin C.H., Chen H.H. et al. (2014) Onset age af-
fects mortality and renal outcome of female systemic lupus erythemato-
sus patients: a nationwide populationbased study in Taiwan. Rheumatolo-
gy (Oxford); 53(1): 180-5.

16. Chen Y. M. et al., (2015) Hydroxychloroquine reduces risk of in-
cident diabetes mellitus in lupus patients in a dose-dependent man-
ner: a population-based cohort study, Rheumatology (Oxford) 54 (7):
1244—1249.

17.Cui Y., Sheng ., Zhang X. (2013) Genetic susceptibility to SLE:
recent progress from GWAS, J. Autoimmun. 41; 25-33.

18. Dale R.C. et al. (2014) Utility and safety of rituximab in pediatric
autoimmune and inflammatory CNS disease, Neurology 83 (2): 142—150.

19. Ding H.J. et al. (2016) Hydroxychloroquine-related retinal tox-
icity, Rheumatology (Oxford) 55 (6): 957-967.

20. Dolezalova P. et al. (2019) The European network for care
of children with paediatric rheumatic diseases: care across borders,
Rheumatology (Oxford) 58 (7): 1188—1195.

21. Durcan L. et al. (2016) Longitudinal evaluation of lipopro-
tein variables in systemic lupus erythematosus reveals adverse chang-
es with disease activity and prednisone and more favorable profiles with
hydroxychloroquine therapy, J. Rheumatol. 43 (4): 745-750.

22. Gomes R.C. et al. (2016) Features of 847 childhood-onset
systemic lupus erythematosus patients in three age groups at diagno-
sis: a Brazilian Multicenter Study, Arthritis Care Res (Hoboken) 68 (11):
1736-1741.

23. Fanouriakis A. et al., (2018) Low disease activity-irrespective
of serologic status at baseline-associated with reduction of corticoste-
roid dose and number of flares in patients with systemic lupus erythe-
matosus treated with belimumab: a real-life observational study, Semin.
Arthritis Rheum. 48 (3): 467-474.

24. Fanouriakis A., Bertsias G. (2019) Changing paradigms in
the treatment of systemic lupus erythematosus, Lupus Sci. Med. 6 (1):
€000310.

25. Frittoli R.B. et al., (2016) Association between academic per-
formance and cognitive dysfunction in patients with juvenile systemic lu-
pus erythematosus, Rev Bras Reumatol Engl Ed 56 (3): 252—257.

26. Groot N. et al. (2017) European evidence-based recommenda-
tions for the diagnosis and treatment of childhood-onset lupus nephritis:
the SHARE initiative, Ann. Rheum. Dis., 76 (12): 1965—-1973.

27. Groot N. et al. (2017b) European evidence-based recommen-
dations for diagnosis and treatment of paediatric antiphospholipid syn-
drome: the SHARE initiative, Ann. Rheum. Dis., 76 (10): 1637—1641.

28. Groot N. et al. (2019) Long-term clinical outcomes in a cohort
of adults with childhoodonset systemic lupus Erythematosus, Arthritis
Rheumatol., 71 (2): 290-301.

29. Hedrich C.M., Smith E.M.D., Beresford M.W. (2017) Ju-
venile-onset systemic lupus erythematosus (jSLE) — pathophysiologi-
cal concepts and treatment options. Best Pract. Res. Clin. Rheumatol.;
31(4): 488-504.

30. Haque S. et al. (2010) Risk factors for clinical coronary heart
disease in systemic lupus erythematosus: the lupus and atherosclerosis
evaluation of risk (LASER) study, Rheumatol. 37 (2): 322—329.

31. Heshin-Bekenstein M., Trupin L., Yelin E. et al. (2019) Lon-
gitudinal disease- and steroid-related damage among adults with child-
hood-onset systemic lupus erythematosus. Semin Arthritis Rheum.;
49(2): 267-272.

32. Hochberg M.C. (1997) Updating the American College of Rheu-
matology revised criteria for the classification of systemic lupus erythe-
matosus, Arthritis Rheum., 40 (9): 1725.

33. Hogan J. et al. (2018) Combination therapy of rituximab and
mycophenolate mofetil in childhood lupus nephritis, Pediatr. Nephrol.
33 (1): 111-116.

34. Hollander M.C. et al. (2013) International consensus for pro-
visions of quality-driven care in childhood-onset systemic lupus erythe-
matosus, Arthritis Care Res (Hoboken) 65(9): 1416—1423.

35. Gordon C. et al. (2018) The British Society for Rheumatology
guideline for the management of systemic lupus erythematosus in adults,
Rheumatology (Oxford) 57 (1): e1—e45.

36. Groot N.D., Shaikhani D., Teng Y.K.O. et al. (2019)
Long-Term Clinical Outcomes in a Cohort of Adults With Child-
hood-Onset Systemic Lupus Erythematosus. Arthritis Rheumatol.
71(2): 290-301.

37. Jorge A. et al. (2018) Hydroxychloroquine retinopathy — impli-
cations of research advances for rheumatology care, Nat. Rev. Rheuma-
tol. 14 (12): 693-703.

38. Johnson S.R. et al. (2019) Use of consensus methodology to
determine candidate items for systemic lupus erythematosus classification
criteria, J. Rheumatol. 46 (7): 721-726.

39. Ines L. et al. (2015) Classification of systemic lupus erythema-
tosus: Systemic Lupus International Collaborating Clinics Versus Ameri-
can College of Rheumatology Criteria. A comparative study of 2,055 pa-
tients from a real-life, international systemic lupus erythematosus co-
hort, Arthritis Care Res (Hoboken) 67 (8): 1180—-1185.

40. Kuznik A. et al. (2011) Mechanism of endosomal TLR inhibi-
tion by antimalarial drugs and imidazoquinolines, J. Immunol. 186 (8):
4794-4804.

41, Lehman T.J. et al. (2014) Prolonged improvement of child-
hood onset systemic lupus erythematosus following systematic ad-
ministration of rituximab and cyclophosphamide, Pediatr. Rheumatol.
Online J .,12: 3.

YKPATHCbKUM PEBMATONOTIYHUN XYPHA o Ne 2 (84) » 2021



42. Lim L.S.H. et al. (2017) From childhood to adulthood: the tra-
jectory of damage in patients with juvenile-onset systemic lupus erythe-
matosus, Arthritis Care Res (Hoboken) 69 (11): 1627—-1635.

43. Livingston B., Bonner A., Pope J. (2011) Differences in clin-
ical manifestations between childhood-onset lupus and adult-onset lu-
pus: a meta-analysis, Lupus 20 (13): 1345-1355.

44. Lu G., Hao X., Wei-Hua Chen W-H., Shijie Mu S. (2018)
GAAD: A Gene and Autoimmiune Disease Association Database. Geno-
mics Proteomics Bioinformatics, Aug;16(4):252—-261.

45, Lythgoe H., et al. (2017) Evaluation of the ACR and SLICC
classification criteria in juvenile- onset systemic lupus erythematosus:
a longitudinal analysis, Lupus 26 (12): 1285-1290.

46. MakA., et al. (2012) Global trend of survival and damage of sys-
temic lupus erythematosus: meta-analysis and meta-regression of ob-
servational studies from the 1950s to 2000s, Semin. Arthritis Rheum.
41 (6): 830-839.

47. Massias J.S., Smith E.M.D., Al-Abadi E., Armon K., Bai-
ley K., Ciurtin C. et al. (2020) Clinical and laboratory characteristics
in juvenile-onset systemic lupus erythematosus across age groups. Lu-
pus.; 29(5):474-81.

48. Melles R.B., Marmor M.F., (2014) The risk of toxic retinopa-
thy in patients on long-term hydroxychloroquine therapy, JAMA Ophthal-
mol 132 (12): 1453-1460.

49. Midgley A., Watson L., Beresford M.W. (2014) New insights
into the pathogenesis and management of lupus in children, Arch. Dis.
Child. 99 (6) (2014) 563—567.

50. MinaR., et al. (2012) Consensus treatment plans for induction
therapy of newly diagnosed proliferative lupus nephritis in juvenile system-
ic lupus erythematosus, Arthritis Care Res (Hoboken) 64 (3): 375-383.

51. Mok C.C. et al. (2018) Effect of inmunosuppressive therapies
on survival of systemic lupus erythematosus: a propensity score analy-
sis of a longitudinal cohort, Lupus 27 (5): 722-727.

52. Mok C.C. (2015) Mycophenolate mofetil for lupus nephritis: an
update, Expert. Rev. Clin. Immunol. 11 (12): 1353—-1364.

53. Nehar-Belaid D., Hong S., Marches R. (2020) Mapping sys-
temic lupus erythematosus heterogeneity at the single-cell level Nat Im-
munol. Sep;21(9):1094-1106.

54. Olfat M., Silverman E.D., Levy D.M. (2015) Rituximab ther-
apy has a rapid and durable response for refractory cytopenia in child-
hood-onset systemic lupus erythematosus, Lupus 24 (9): 966—972.

55.0on S., Huq M., Godfrey T., Nikpour M. (2018) Systematic
review, and meta-analysis of steroid-sparing effect, of biologic agents
in randomized, placebo-controlled phase 3 trials for systemic lupus ery-
thematosus. Semin Arthritis Rheum.;48(2):221-239.

56. Ordi-Ros J. et al.(2017) Enteric-coated mycophenolate sodi-
um versus azathioprine in patients with active systemic lupus erythema-
tosus: a randomised clinical trial, Ann. Rheum. Dis. 76 (9): 1575—-1582.

57. Partridge E.C., Chhetri S.B., Prokop J.W. et al. (2020) Oc-
cupancy maps of 208 chromatin-associated proteins in one human cell
type. Nature, 583 (7818). pp. 720—728.

58. Peterknecht E., Keasey M.P., Beresford M.W. (2018) The
effectiveness and safety of biological therapeutics in juvenile-onset sys-
temic lupus erythematosus (JSLE): a systematic review, Lupus 27 (13)
(2018) 2135-2145.

59. Petri M. et al. (2012) Derivation and validation of the Systemic
Lupus International Collaborating Clinics classification criteria for system-
ic lupus erythematosus, Arthritis Rheum. 64 (8): 2677-2686.

60. Pons-Estel G.J. et al. (2009) Protective effect of hydroxy-
chloroquine on renal damage in patients with lupus nephritis: LXV, data
from a multiethnic US cohort, Arthritis Rheum. 61 (6) (2009) 830—839.

61. Rahman A., Isenberg D.A. (2008) Systemic lupus erythema-
tosus, N. Engl. J. Med. 358 (9), 929-939.

62. Ravelli A. et al. (1998) Methotrexate therapy in refractory pedi-
atric onset systemic lupus erythematosus, J. Rheumatol. 25 (3): 572—575.

63. Reis J., Aguiar F., Brito I. (2016) Anti CD20 (Rituximab) the-
rapy in refractory pediatric rheumatic diseases, Acta Reumatol. Port. 41
(1) (2016) 45-55.

64. Rodrigues Fonseca A., Felix Rodrigues M.C., Sztajn-
bok F.R et al. (2019) Comparison among ACR1997, SLICC and the new

nornap HA NPOBNEMY

EULAR/ACR classification criteria in childhood-onset systemic lupus er-
ythematosus. Adv Rheumatol. 2019;59(1):20.

65. Rua-Figueroa . et al. (2017) Incidence, associated factors
and clinical impact of severe infections in a large, multicentric cohort
of patients with systemic lupus erythematosus, Semin. Arthritis Rheum.
47 (1): 38-45.

66. Ruperto N. et al. (2019) THE PLUTO STUDY: INTRAVENOUS
BELIMUMAB IN CHILDREN WITH SYSTEMIC LUPUS ERYTHEMATOSUS
Annals of the Rheumatic Diseases 78: 764—765.

67. Sag E. et al. (2014) Performance of the new SLICC classification
criteria in childhood systemic lupus erythematosus: a multicentre study,
Clin. Exp. Rheumatol. 32 (3): 440-444.

68. Sahasranaman S., Howard D., Roy S. (2008) Clinical phar-
macology and pharmacogenetics of thiopurines, Eur. J. Clin. Pharma-
col. 64 (8): 753-767.

69. Sakthiswary R., Suresh E. (2014) Methotrexate in system-
ic lupus erythematosus: a systematic review of its effcacy, Lupus 23
(3): 225-235

70. Samanta M. et al. (2017) Childhood lupus nephritis: 12 years
of experience from a developing country’s perspective, Eur J Rheuma-
tol 4 (3): 178—183.

71. Singh J.A. et al. (2016) Risk of serious infections with immu-
nosuppressive drugs and glucocorticoids for lupus nephritis: a system-
atic review and network meta-analysis, BMC Med. 14 (1): 137

72. Smith E.M.D., Lythgoe H., Midgley A. et al. (2019 a) Juve-
nile-onset systemic lupus erythematosus: update on clinical presenta-
tion, pathophysiology and treatment options. Clin Immunol.;209:108274

73. Smith E.M.D., Lythgoe H., Hedrich C.M. (2019 b) Vasculitis
in juvenile-onset systemic lupus erythematosus, Front. Pediatr. 7: 149.

74. Smith E. et al. (2019) Outcomes following mycophenolate
mofetil versus cyclophosphamide induction treatment for proliferative
juvenile-onset lupus nepbhritis, Lupus 28 (5): 613—620.

75. Tambralli A. et al. (2015) Safety and effcacy of rituximab in
childhood-onset systemic lupus erythematosus and other rheumatic dis-
eases, J. Rheumatol. 42 (3): 541-546.

76. Taylor R.P., Lindorfer M.A. (2007) Drug insight: the mech-
anism of action of rituximab in autoimmune disease—the immune com-
plex decoy hypothesis, Nat Clin Pract Rheumatol 3 (2) (2007) 86—-95.

77. Trachana M. et al., (2013) Safety and effcacy of ritux-
imab in refractory pediatric systemic lupus erythematosus nephri-
tis: a single-center experience of Northern Greece, Rheumatol. Int.
33 (3): 809-813.

78. Thorbinson C. et al. (2016) Pharmacological management
of childhood-onset systemic lupus erythematosus, Paediatr Drugs 18
(3): 181-195.

79. Tsokos G.C. et al. (2016) New insights into the immuno-
pathogenesis of systemic lupus erythematosus, Nat. Rev. Rheumatol.
12 (12): 716-730.

80. Van Nostrand E.L., Freese P., Pratt G.A. (2020) A large-
scale binding and functional map of human RNA-binding proteins. Na-
ture; 583 (7818):711-719.

81. Watson L., Leone V., Pilkington C., Tullus K., Rangaraj S.,
McDonagh J.E., et al. (2012) Disease activity, severity, and damage
in the UK juvenile-onset systemic lupus erythematosus cohort. Arthritis
Rheum.;64(7):2356-65

82. Watson L., F.G.a.M.B. (2011) Diagnosis and management of
juvenile-onset SLE, Paediatr. Child Health 21 (12): 539-545

83. Watson L. et al., (2015) The indications, effcacy and adverse
events of rituximab in a large cohort of patients with juvenile-onset SLE,
Lupus 24 (1): 10-17.

84. Watson L. et al. (2012) Disease activity, severity, and damage
in the UK Juvenile-Onset Systemic Lupus Erythematosus Cohort, Arthri-
tis Rheum. 64 (7) (2012) 2356—-2365.

85. Yurkovich M. et al. (2014) Overall and cause-specific mor-
tality in patients with systemic lupus erythematosus: a meta-anal-
ysis of observational studies, Arthritis Care Res (Hoboken) 66 (4):
608-616.

86. Zulian F. et al. (2008) Severe clinical course of systemic lupus
erythematosus in the first year of life, Lupus 17 (9): 780—786.

YKPATHCbKWN PEBMATOJIOTIYHUWM XYPHAJ o Ne 2 (84) » 2021



nornapn HA NPOBNEMY

IOBEHW1bHAY1 CUCTEMHASA KPACHASA
BOJIYAHKA. O YHEM CTOUT NOMHUTb
PEBMATOJ10TY B3POCJ1I0M CNYXEbI?

10.B. bensieckas, E.A. OwnsHckas,
H.C. LLleB4eHKkO

Pesiome. O60cHoBaHue. KOBeHWIbHasi CUCTEM-
Hasi kpacHasi BosidaHka (loCHYB) — Tskenoe pesn-
KO€ MYJIbTUICUCTEMHOE ayTOMMMYHHOE,/ayTOBOC-
nanauTesibHoe 3abosieBaHne ¢ 4e6TOM CUMIITO-
MOB A0 18-neTHero Bo3pacrTa, rnopaxaer /100y
CUCTEMY OPraHoB, MPUBOAUNT K YX MOBPEXAEHMUIO,
BbI3bIBasi Pa3BUTHNE HETPYAOCNIOCOOHOCTU U/
cveptn. Cpean nayneHToB ¢ CUCTEMHOM Kpac-
Hovi BonyaHkowi (CKB) 6os1bHbie oCYB cocTasnsi-
o1 15-20%. MeToabl uccnegoBaHus. Ha ocHo-
BaHWW INTEPATYPHbIX AHHbIX B CTATbE NpuBeae-
Hbl COBPEMEHHbIE NpeacTaB/ieHnsi 06 3TUOI0rnmn
Y naTtoreHese, onucaHa reTeporeHHOCTb K/IMHU-
4Yeckux nposiBneHni n tedeHuns oCYB; ocBelle-
Hbl OCHOBHbIE TPYAHOCTY B ANArHOCTHKE, B 4acT-
HOCTU pa3paboTke ANarHOCTUHECKUX KPUTEPUEB.
lMpeacraBneHa cpaBHUTE/IbHAS XapakTepucTmka
CYLLECTBYIOLLUMX K1aCCUDUKALIMOHHbIX KPDUTEPU-
eB B nonynsumy 6osbHbIX OCYB. TepaneBTnye-
ckune cTpateruuv B ciy4dae CYB npenmylecTBeH-
HO 3KCTPAariompoBaHbl U3 B3POCJIO0N Nonyasumm
60s1bHbIX. B paboTe npuseneHa coBpeMeHHasl Te-
paneBTu4eckasi Taktmka npu oCYB, B ToM ymc-
J1€ C NPUMEHEHNEM penapaToB 6UOI0rM4ecKo
Tepanuu. BoiBoabl. MynibTCUCTEMHOCTbL nopa-
XXeHusl, xapakTepHas ans toCYB, obycnoBinBaet
HeobxoanMOCTb B Kypauuv naymeHTa c rpusie-
YeHneM MysbTUANCUNITIINHAPHOV KOMaHabl, a He
TOJIbKO IETCKOro pesmarosiora, y TpebyeTt cobJio-
JEeHUST OnpeaeseHHbIX MPUHLMIMOB MPEeMCTBEH-
HOCTUW CO B3POCJIOV PEBMATOJIOMMYECKON CITYX-
6ovi npu nepexoae naLmneHToBs.

KnioueBble cnoBa: ioBeHubHasg cucTteMHas
KpacHas BonyaHka, 0COOEHHOCTU, KNMHUYECKNE
CUMMTOMBbI, ANArHoCTMKa, Tepanns, NPorHo3.

JUVENILE SYSTEMIC LUPUS
ERYTHEMATOSUS. WHAT SHOULD AN
ADULT RHEUMATOLOGIST REMEMBER?

lu.V. Biliavska, O.A. Oshlyanska,
N.S. Shevchenko

Abstract. Background. Juvenile systemic lupus er-
ythematosus (jSLE) is a severe, rare multisystem au-
toimmune / autoinflammatory disease with symptoms
onset before the age of 18, which affects any organ
system, leads to organ damage, resulting in disabili-
ty and /or death. Patients with jSLE present 15-20%
among patients with systemic lupus erythematosus
(SLE). Methods. The article presents current con-
cept of the etiology and pathogenesis, describes the
heterogeneity of clinical manifestations and the dis-
ease course in jSLE; highlights the main difficulties of
diagnosis, in particular the development of diagnostic
criteria, based on the latest literature data. The com-
parative characteristic of the existing classification cri-
teria in the population of jSLE patients is described.
Therapeutic strategies for jSLE are predominantly ex-
trapolated from the adult population of SLE patients.
The modern therapeutic strategy for the manage-
ment of JSLE patients, including the use of biological
agents is presented. Consclusions. The multisystem
nature ofthe disease, typical for jSLE, the importance
of the patient management with the involvement of a
multidisciplinary team, not only a pediatric rheuma-
tologist, requires adherence to the established prin-
ciples of continuity with the adult rheumatology care
during the transition of jSLE patient.

Key words: juvenile systemic lupus
erythematosus, features, clinical symptoms,
diagnostics, therapy, prognosis.
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PEOEPATUBHA IHOOPMALIA

MpoTuzananbHa Tepania MoOXe NoKpaLLyBaTu
nepe6ir cepueBo-CyAUHHUX 3aXBOPIOBaHb

H.O. CaBenbeBa-Kynuk

FemaTonoriyHnin CUHAPOM NOB’A3aHUN 3 PU3N-
KOM nartosnorii cepus i cyamH

KnoHanbHU remonoes — sBumLLIE, LUIMPOKO PO3Mo-
BCIO)KEHE cepep, 0Ci0 MOXMA0ro Biky, — BMHMKAE BHA-
CNiJoK COMaTUYHUX MyTaLLR, SKi 3yMOBJIOIOTb MPONi-
depaTmBHi NnepeBarn reMonoeTUYHMX KIiTUH.

3a yMOB KJIOHaJ/IbHOr0 reMornoe3y CTOBOYPOBI Kili-
TUHW CTalOTb gxepenom GOPMYBaHHS KIITUH KPO-
Bi 3 EANHOIO FEHETUYHOIO MyTaLi€to. HuHi Bigomo, Lo
KJIOHASIbHUIN reMOonoe3 MiaBULLYE PUSNK PO3BUTKY iH-
dapkTy Miokapaa Ta iHCYNbTy HE3a/IeXHO Bif, iICHYIO-
YMX TPAOAULINHUX HECNPUATANBUX YNHHUKIB. Cepen
3arasibHUX reHeTUYHMX BapiaHTIB, AKi iHILIIOKTb KJ10-

HaNbHUIA reMonoes, BU3Ha4aeTbcsa MyTauia JAK2V617F
(JAK2VF), BMHUKHEHHS KOi B 0ci6 6inbll M0O040ro
BiKY 3yMOBJIIOE MiABUVLLLEHHS PU3NKY PAHHBOIO PO3BU-
TKY iLLlemMivyHoi xBopobu cepus [1, 2].

3rigHo 3 JaHMMM HOBOIO AOCNIOXEHHS, NpoBeae-
HOro cniBpo6iTHMKaMn MeguyHoro UueHTpy Konywm-
6iricbkoro yHiBepcuteTy (Columbia University Medical
Center), CLLA, nikyBaHHS, CNpsIMOBaHE Ha NPUrHiveH-
HS 3anasnbHOro MPoOLEecy, MOXe CTaTn ePEeKTUBHUM
crnocobom nonepenxeHHss CepueBO-CYANHHUX 3a-
XBOPIOBaHb B 0Ci6 3 BIkOBMMW reMaTosioriyHMMn 3Mi-
Hamu. 3okpema, 6yno BU3HAYEHO, IKUM HYMHOM SIBU-
e, BioaoMe §K KNOHabHMM reMonoes, noripLuye ne-
pebir NaToNoriYHNX CTaHiB, NOB’A3aHNX i3 PO3BUTKOM
aTepocknepody. OTpuMaHi B 4OCNIAXEHHI pe3ynbTa-
TN JaloTb NiACTaBy CTBEPAXYBATU, LLO 3aCTOCYBaH-
HS NpoTK3anasbHOro 3acoby i3 rpynu iHriGiTopiB iH-
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