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t0seHinbHUl idionamuyHUl apmpum 3 cucCMeMHUM
MOYAMKOM € CKAAOHUM 0414 0id2HOCMUKU ma fiKy8aHHSA
3ax80pHBAHHAM. KOseHinbHUl idionamuyHull apmpum
3 cUCmMeMHUM MOYAMKOM HasnAexums 00 HalmAau4ux
sapiaHMie 8eHinbHO20 idionamu4yHo2o0 apmpumy ma
XapaKkmepusyeMbCA BUPAIEHO MAMKICMIO 3020/1b-
HoI' 3ananbHoi 8i0nosidi, ACKPaAs8o MoicCUHOPOMHIC-
mio, HaAasHicmio no3acyenobosux MponAsie, MAHCKO
PyHKUioHanbHOWO HedocmamHicmio y eocmpuli nepiod
X80p06U, BUCOKUM PU3UKOM PO3BUMKY HUMME3A2pO3-
HUX CMaHie ma pu3ukom hopmy8aHHA 0edhopMyHY020
apmpumy 3 paHHbOK iHeanidusayielo dumuHu. Mozo
KAiHIYHI 0ebromu ma nposeu 3 HAKOMUYEHHAM 3HAHb
npedcmasneHi pi3HOMAaHIiMHoK nanimpoto. PaHHE po3-
ni3HaBaHHA X8opobu 00380sA€ 3acmocysamu PAHHE
aepecusHe niKy8aHHsA, wo 3anobieae po3sumeky, nepuw
30 8ce, UMME3A2PO3HUX CMAHIB, MAKUX AK CUHOPOM
aKkmusauyii makpodgazis.

02140 nimepamypu OCMAHHIX OAHUX W000 KAiHi-
Ku, nepebiey, sapiaHmMie 30X80PIOBAHHS, YCKAAOHEHb,
rnoanubseHHA yAeseHb PO Mamo2eHes HBeHinbHo20
idionamuyHo20 apmpumy 3 CUCMEMHUM MO4aMmKOM,
00380/15€ PO3WUPUMU YABAEHHSA MPO MPOABU 30X80pPH0-
80HHA ma 3anido3pumu ix Ha 6inbw paHHIlG cmadii. O6-
2080peHi Kpumepii diaeHOCMUKU cripudioms MiHiMmizauii
MOMUSIOK Y MOCMAHO8Yi 4b020 CKAAOHO20 30X80PHOBAH-
HA. K0seHinbHUl idionamuyHuli apmpum 3 cucmemHUM
10YAMKOM € CKAAOHUM a8MO3amnasnbHUM 30X80PH08AH-
HAM, MAe cymmesi 8i0MiHHOCMI 8i0 iHWUX eapuaHmis
108€HINbHO20 idionamu4yHo20 apmpumy 8 namozeHesi,
KAiHiYHIG KapmuHi, 8i0noeidi Ha npomupesMmamuyHy
mepanito, NPo2Ho3i Ma YCKAAOHeHHsX.

Bkpali eaxcnusi adeksamHi ma cy4acHi nioxoou 0o
NiKy8aHHA. [11A niKy8AHHA 8UKOPUCMOBYEMbLCA WUPO-
Kuli cnekmp meoOukameHmis: HecmepoiOHi npomusa-
nanebHi npenapamu, 2aKOKoOpmMuUKocmepoiou, imMmyHo-
denpecaHmu ma Halicy4acHiwi 3acobu meparnii, maki
AIK 2eHHo-iHXeHepHi 6ionoeiyHi npenapamu — mouyu-
ni3ymab, aHaKiHpa, KaHakimymab, pumykcimab. Haee-
0eHo repcrnekmusu HOBUX mepanesmu4yHux nioxooie
— BUKOpUCMAHHA iHeibimopis Jak y nayieHmis 3 peg-
PAKMEPHUM t08EHifIbHUM i0ionamuyHUM apmpumom 3
cUCmMeMHUM OYAMKOM.

MakcumansHO paHHA diazHocmuKa xeopobu, eapi-
aHmie i nepebiey cnpuse yinecnpamosaHomy subopy
npenapamis, 0esKi 3 AKUX Kpauwje 0ornomazarome npu
rnepesa}caHHi cucmemMHuUX rposAesie xeopobu, iHwi — npu
rnepesa}aHHi ypaxeHHA cyanobis. Po3wupeHHA 3HAHb
AK MPO KAIHIKY, maK i npo mapaemHi nioxoou 00 siKy-
BAHHA pi3HUX 8apiaHmMie nepebiey t08eHinbHo20 idiona-
muYyHO20 apmpumy Cripuse€ MNOKPAWeHH 0iaeHOCMUKU
ma MAaKkmuKu eedeHHA nauyieHmis.

konyshevskaya63@gmail.com

KnwouoBi cnoBa: roseHinbHuli idionamuyvHuli ap-
mpum 3 cucmemMHUM MO4YamKom, 0imu, KniHika, Oia-
2HOCMUKQ, fMiKYyB8AHHA.

38’A30K ny6iKauii 3 nhaHOBMMM HayKOBO-A0CNIA-
HUMM poboTtamu. PoboTa € PpparmeHTOM HAyKOBO-40-
cnipgHoi poboTn «KniHiKo-naToreHeTUYHa 3HaYyLicTb
CUCTEMHMUX | JIOKAZIbHUX MeTaboNiuHMX MopyLUeHb Npwu
PEBMATUYHUX 3aXBOPIOBAHHAX: POSb KOMOpPbigHOI na-
ToNOrii Ta PO3p06Ka ONTUMANbHUX METOAIB NliIKyBaHHAY,
HOMep AeppeecTpauii 0119U001448.

Bcryn.

BusHaueHHA. lOBeHiNbHMIA igionaTUuHUA apTpuT
(KOIA) — cucTemHe 3anasibHe 3aXBOPHOBAHHA CNOAYYHOI
TKaHMHM 3 NepeBaKHOI /IOKai3aLjieo npouecy B ono-
PHO-PYXOBOMY anapati, B OCHOBI AKOro NEXUTb AMUC-
byHKLiA iIMyHHOI cMcTeMM, BUpPaXKeHa ayToarpecis, LWo
BeJe [0 PO3BUTKY MATONOTIYHUX IMYHHUX peaKLin, Mmae
XPOHIYHUN, TAXKUIA Nporpecyrounin nepebir, Ta, Ak npa-
BWU0, HECNPUATAUBUI NporHo3. HOIA — ue apTpuUT HeBi-
L0MOT eTioNorii, Wo NOYMHAETLCA Y BiLli 40 AOCATHEHHA
16 pokKiB i TpMBAE NOHAA 6 TUXKHIB 3@ YMOBU BUKAKOYEH-
HSA iHWoT naTtonorii cyrnobis [1-5].

HeopHopigHictb HOIA nigkpecntoe 1ioro knacuoi-
Kauia ILAR (International League of Associations for
Rheumatology), npuitHaTa B m. yp6aH (Durban, 1997),
3 HacTynHMMK 3miHamu (Edmonton, 2001), BignosiaHo
[0 AKOT 3aMiCTb TEPMiHIB HOBEHIZIbHUIA XPOHIYHUI ap-
TpuT (KOXA) BBEAEHO TEPMIH OBEHINIbHWUI ifionaTUYHMIA
aptpuT (KOIA) Ta BuaineHo 7 KniHiuHux BapiaHTie HOIA:
CUCTEMHWI, NONIAPTUKYNAPHUIA CEepOMNO3UTUBHUIN 3a
peBmaToigHUM daKkTopom (PP+), noniapTURyAApHNUIA
cepoHeratuBHuit (P®-), oniroapTukynapHuii (nepcuc-
TYIOUMIA TA MOLUMPEHNIA), EHTE3UT-ACcOLIiOBAHUIMI, NCOpi-
atuyHunin apTput [2, 3, 6-9]. Nigrovic PA, Raychaudhuri
S, Thompson SD. (2018) nponoHyTb NepernaHyTn
knacuoikauito KOIA Ha OCHOBI reHEeTUYHUX MapKepiB Ta
06’eaHaTv gopocni Ta antadi dopmm xsopobu [3, 10].
Cepep, pisHOMaHITHMX BapiaHTiB nepebiry KOIA BapiaHT
i3 cucteMHUm noyaTkom (ctOIA) Biapi3HAETLCA BUparXKe-
HOM TAMKKICTHO 3arasbHOi 3ana/sibHOI BiAMOBIA, ACKpa-
BOIO MONICMHAPOMHICTIO, HAABHICTIO Mo3acyrnoboBumx
NposABIB, TAMKOK (YHKLiIOHANbHO HeAOoCTaTHICTIO Yy
rocTpuii nepiog xBopobu, BUCOKUM PU3UKOM PO3BUTKY
YKUTTE3ArPO3HUX CTAHIB Ta pM3MKOM GOPMYBaHHA Ae-
$bopMyIOYOro apTPUTY 3 PaHHbO iHBaNigM3aLieto, Wo
notpebye HeramHoro KoHTpPoato nepebiry xBopobu Ta
CBOEYACHOT agekBaTHOI Tepanii [6, 11-15].

Y 1897 p. aHmiCbKNit BYeHMI CTinn i dpaHUy3bKuMi
BYeHul Waddap maike ogHOYaCHO BrnepLue onucanu
0c06/1MBY XBOPOOY ANTAYOTO BiKY, WO BiAPI3HAETLCA Big,
PEBMATOIAHOIO apTPUTY Y AIOPOCAUX, AKA XapaKTepusy-
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Ba/lacA BMCOKOK JIMXOMAHKOI, YparKeHHAM Cyrnobis,
36iNbLIEHHAM NiMPATUYHMX BY3AiB, MEYiHKM Ta cenesiH-
Ku [7,9, 16-19].

AKTyanbHicTb BMBYEHHS npobaemu clOIA Takox BU-
3HAYAETbCA CKMAAHICTIO PAHHbOI AiarHOCTUKM L€l naTo-
norii y aitelt. Tak, 4iarHOCTUYHI NOMWAKM 3a PiK cnocTe-
pEeXXeHHA CTAHOBMATb YBEPTb BUMAAKIB 3aXBOPIOBAHHA
[20]. OiarHos clOIA y 6inbliOCTi AiTeN BCTAHOBAIOETLCA
B Mi3Hi TepMiHK. MpoTArom nepmnx 2-x TUXKHIB nicna ae-
6toTy clOIA 3anifo3peHo Anwwe B OAHIET TPETUHU AiTel.
Takox giarHo3 clOIA BepudiKoBaHUI Y OAHIET TPETUHM
XBOpUX Ha 1-my poui xBopobu, y 14% — yepes piK Bifg,
noyatky xBopobu. Y 70% naujieHTiB crnoyaTKy BCTa-
HOB/IEHO MOMW/KOBI AiarHo3u, y T.4. 63% iHdeKLUilHi.
Binblwictb nauieHTis 3 clOIA (85%) rocnitanisytotbea 40
HenpodinbHWX BigaineHs, i nnwe 15% — no Kapgiopes-
martonoriyHmx. 1o BctTaHOBNEHHA AiarHo3y 99% xBopux
oTpMMyBanu aHTMbakKTepianbHy Tepanito, 70% — ratoKo-
KopTuKocTepoigm (FKC), 20% — BHYTPILUIHbOBEHHI iIMyHO-
rnobyninn (BBIT) [13].

MeTa pocnigKeHHs.
CTaH npobnemu clOIA.

Enigemionoria. clOIA BxoauTb A0 HaUTAXKUYMX Bapi-
aHTIB XBOPObMU i 3ycTpivaeTbea y 5-20% aiteit 3 HOIA [6,
13, 21-24]. 3axBOptOBaHICTb i NOWMpPEHICTb AK tOIA, Tak
i clOIA cyTTeBO Biapi3HAETLCA cepen reorpadiyHo pis-
HUX NonynALi y BcbomMy cBiTi. YacTka ctOIA y cTpyKTypi
FOIA konuBaetbea Big, 5 no 15% y MiBHiuHIM AMepuui Ta
€sponi, y Wsewii ctaHoBuTb 2,7%, y Cayaiscbkin Apasii
— 23-36%, B IHAii — 25%, a y AnoHii ctaHoBMTb 50% (3,
13, 21, 25-28]. Y €Bponi nowupeHictb ctOIA cTaHOBUTb
0,3—-0,8 Ha 100 Tuc. giten Bikom Ao 16 pokis [6, 13, 25,
26]. 3axBoptoBaHicTb Ha clOIA ctaHoBUTL 6,6—15 Ha 100
TUC. aiten [29].

FOIA 3 cuCTeMHMM MOYATKOM MOXe pO3BMBATUCA Y
byab-aKoMYy BiLli, ane Nik 3aXBOPHOBaHOCTI NpUNazae Ha
BiK 2-5 pokis [3, 13, 20, 21, 25]. 3a aaHMMM JloMmaKiHOI
O.N1. (2017) 70% pjteit 3axBopinn Ha ctOIA y Biuj go 5
pOKiB; 3 HUX 25% — 3 1 0o 2-Xx pOKiB. XNIONYMKKM Ta Ai-
BYaTKa XBOPItOTb i3 0g4HaKoBO YactoToto [1, 3, 13, 20,
25]. Ons ctOIA BigcyTHIl 3B’A30K 3 FONOBHUM KOMMNIEK-
com rictocymicHocTi [1, 25]. Ane, HeaaBHI AOCAiAKEH-
Hs clOIA Buasuam 38’a30k 3 HLA-DRB1*11 Ta reHeTUYHI
BiAMiHHOCTI B nOKycax, nos’a3aHux 3 clOIA, nopiBHAHO
3 NoJi- Ta 0ONIr0APTUKYNAPHUM BapiaHTamun xBopobu [3,
10, 30, 31]. OnucaHi cimeinHi Bunaaku ctOIA [3, 21].

Etionoria Ta natoreHe3. He3Bakatoumn Ha 3HAYHI 40-
CATHEHHA Y NUTAHHAX LiarHOCTMKKM Ta NikyBaHHA HOIA,
eTionoria Ta naTtoreHes LbOro 3axBOploBaHHA 6araTto B
YoMy 3a/IMLLIAIOTbCA HeAcHMMM [3, 5, 8].

B ocHoBi natoreHesy pisHux ¢opm HOIA, mabyTsb,
NiexaTb pisHi mexaHisamu. B gaHuit yac clOIA posrnsga-
€TbCA MEPEeBa*KHO He AK aBTOIMYHHE, a K aBTO3anasibHe
3aXBOPIOBAHHA, TOMY LLO € CYTTEBI BiAMIHHOCTI B naTore-
Hesi, KNiHIYHIN KapTWHI, BigNoBiAi Ha NPOTUPEBMATUUYHY
Tepanito, NPOrHosi Ta ycknagHeHHsx [2, 3, 16, 21, 22,
26]. Y natoreHesi clOIA npoBigHy ponb rpatoTb aKTUBaA-
LA BPOAXKEHOro iMyHIiTeTy; NpoayKLia npo3ananbHUX
LMTOKIHIB aKTMBOBaHUMMU T-nimboumnTamm Ta makpoda-
ramu, pO3BUTOK XPOHIYHOrO 3ananeHHs [1, 3, 6, 8, 11].
Mpwu Bcix BapiaHTax HOIA, B T.u. i npu clOIA, po3BuBaETbCA
TpuBanuii aucbanaHc mix NPOAyKLi€E Npo- Ta NPOTU-
3aManbHUX LMTOKIHIB 3 mepeBa*kaHHAM nepwwmx. [o Te-
nepilHbOro Yacy BCTAHOBNEHO, WO 6araTo KAiHIYHMX Ta
nabopaTtopHMX NpoABiB XBOPOO6U 06YMOBNEHI BUCOKMM

MpoaHanisyBaTM Cy4yacHUi

piBHEM iHTepneliKiHy 6 (I/1-6) AK y cupoBaTLi KpoBi, TaK
i B CMHOBia/IbHI PiAWHI BHACNIAOK aKTMUBALLT MeXaHi3my
BPOAKEHOro iMmyHiTeTy [3, 4, 32-34].

3 rinepnpoayKuieto 1/1-6 NoB’A3yt0Tb PO3BUTOK TaKMX
nosacyrnoboBux NposBiB, AK IMXOMaHKa, PaHKOBA CKy-
TiCTb, TPOMBOLMTO3, TiINOXPOMHa aHemis. 1/1-6 cTumy-
NIIOE NpoayKujlo renatountamm roctpodasHux 6Hinkis
3ananexHsa (C-peaktusHoro 6inka (CPB) Ta aminoigy A,
rantornobiHy, ¢ibpuHoreHy). I/1-6 nigBuLye cekpeLito
renaTouMTaMu rencuamHy, AKMIN 3MEHLLYE BCMOKTYBaH-
HS 3a/i3a B KMLIEYHWKY Ta iHribye Oro BMBiNbHEHHA 3
MaKpodaris, WO € NPUYNHOIO PO3BUTKY aHemii [4, 15,
26, 33, 35, 36]. Y nigBuLLeHMX KOHUEeHTpauiax I/1-6 610-
KYE BMPODBNEHHA aAPEHOKOPTUKOTPOMHOIO TOPMOHY,
KOPTWU30/y Ta TOPMOHY POCTY, WO NPM3BOAUTb 0 PO3-
BUTKY BTOMM, COHAMBOCTI, Aenpecii, KOrHITUBHUX PO3-
NajiiB Ta BigcTaBaHHA y 3pocTaHHi gitel 3 ctOIA. PaHKo-
Ba CKYTICTb KOpentoe 3 f060BUM puTMOM cekpeLii I/1-6
[15, 32-36]. Takox I/1-6 CTMMYNIOE OCTEOK/NACTOrEHes,
BiZlirpae MpoBiAHY PO/Sb Y PO3BUTKY reHepasisoBaHoO-
ro OCTeONnopo3y Ta epo3nBHUX 3MiH y cyriobax [4, 35-
38]. I/1-6 cTMMmyNto€e BUPOBAEHHA TOPMOHY IENTUHY, LLLO
MOKe MPU3BECTU A0 PO3BUTKY aHopeKcii [35]. 3 akTuB-
HICTIO LbOrO LWMTOKIHY TaKOX aCOLLIOETbCA PO3BUTOK
aminoinosy, HebesneyHoro ycknagHeHHs HOIA [23, 24,
26, 36, 39, 40]. Kntouosa ponb 1/1-6 y natoreHesi ctOIA
NiATBEPAKYETLCA YNCAEHHUMM KNIHIMHUMW LOCNIAKEH-
HAMMK edeKTUBHOCTI iHribiTopy I/1-6 Touunisymaby (TL3)
npw nikyeaHHi aiten 3 ctOIA [4, 24, 33, 39, 40].

FOIA 3 cuctemMHMM MO4YaTKOM BBakatoTb |/1-6-
3anexHoto xBopoboto. Ane, y YaCTUHM MaUiEHTIB pos3-
BMTOK 3aXBOPIOBAHHA MOB’A3aHUI i3 rinepnpoaykuieto
In-1.

bionoriyHa ponb 1/1-1B B opraHiami xapakTepusy-
€TbCA aKTMBaLjie0 depmeHTIB (KonareHasa) XoHApPOLM-
Tamu, WO NPU3BOAMTbL A0 AECTPYKLUil xpauwa cyrnobis;
3HUMKEHHAM CMHTE3y MPOTEOoriKaHy Ta YTBOPEHHA KO-
NareHy; cTumynauieto audepeHLitoBaHHA OCTEOK/ACTIB,
LLLO BUK/IMKAE KicTKoBY pe3opbuito. Takox I/1-1B iHayKye
JINXOM@HKY, CPUYUHAE BTPATy aneTuTy, Aenpecito, He-
3[y»KaHHA, NPU3BOAUTb A0 JIOKANIbHOFO Ta CUCTEMHOTO
3ananeHHa [15, 35, 36, 41]. [ia I/1-13 Ha renatountn
npu3BoAMUTb A0 36inbleHHA NpoayKuii 6inkiB «rocTpoi
dasm». IN1-1B npurHiuye eputponoes. I/1-18 ctumyntoe
cuHTes 1/1-6, IN1-18 [32, 34-36, 41,42].

I/1-1B moxe iHAYKyBaTK rinepanresilo yepes CTu-
MYNALII0 CUHTE3y MNpocTarnaHAMHIB Ta TPOMBOKCaHIB.
I/1-1B 6epe yuyacTb y perynauii GyHKUiN eHaoTenilo Ta
CMCTEMW 3ropTaHHA KPOBI, iIHAYKYIOUYM NPOKOAryNAHTHY
AKTUBHICTb, BUK/IMKAE Ba30ANNATALiIO, MOXe npu3Bec-
TV 00 PO3BUTKY AMCEMIHOBAHOI BHYTPILWHbOCYAMHHOI
koarynsuii. I/1-1B peryntoe TemnepaTypy Tifla, Mae nipo-
reHHunin edekT [32, 34, 41].

€ npunyweHHs, wo I1-1B € ueHTpanbHUM y naTore-
Hesi clOIA, ctumyntotoun cuHtes I/1-6, npussoguTb 40
JIOKa/IbHOTO Ta CUCTEMHOTO 3ananeHHs [16, 42].

AHanisytumn nitepatypy, CAig 3as3HayuuTH, WO npwu
clOIA mae micue makcMmanbHe NigsuLLeHHA piBHA I/1-6,
BMCOKa Kopenauia pisHA I/1-6 3 KNiHIYHOKO aKTUBHICTIO
3axBOPHOBAHHA Ta KiNbKICTIO 3ananeHunx cyrnobis, Takox
BMABNEHO MaKCMManbHe NiABULLEHHA piBHA 1/1-6 y cu-
HOBia/bHIM piguHi [3, 16, 36]. Ane wogo I/1-1B € unc-
JIeHHi npoTtupiyua. Y 6inbwocti gocnigHukis npu ctOIA
piBeHb I/1-1B y nna3mi KpoBi He BU3HaYaBCA; a AKLLO BiH
HaBiTb BU3Ha4YaBCA, TO He By/10 ioro Kopensauji 3 Nokas-
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HUKaMM TAXKKOCTI 3aXBOptoBaHHA [36]. Xouya Henpammum
noKasom poni I/1-1B y po3sutky ctOIA € gaHi Npo BUCOKY
epeKTUBHicTb iHribiTopis 1/1-13 npu clOIA, ocobameo y
XBOPUX, pedpaKkTepHUx Ao NikyBaHHA TKC, meToTpek-
catom (MTX), iHribiTopom I1-6 — TU3. IHribiTopn 1/1-1B
MatoTb HaMbINbLWNIA BNIMB HA CUCTEMHI MPOABM XBOPO-
61, NpoTe He MatoTb ICTOTHOrO BAIMBY HA CUMMTOMM MO-
niaptputy [36, 41, 43-45].

[o unTokiHis cimelictga I/1-1 BigHocAaTb 1/1-18. 1/1-18
KOpestoe 3 akTMBHicTo CHOIA | pO3BUTKOM CUHAPOMY aK-
TuBaUii makpoodaris (Macrophage Activation Syndrome,
CAM), NnporHo3ye TepaneBTUYHY BianoBsigb Ha 6ionoriy-
Hy Tepanito [3, 42].

Knacuoikauia. HOIA 3 cMcTeMHMM MOYATKOM Heo-
AHopigHWIA. BupinaoTb BapiaHT cHOIA 3 nepeBakaH-
HAM no3acyrnoboBux NposBiB (paHiwe BiANOBIAHO A0
CXigHOEBpOMencbKoi Knacudikauii Moro HasmBanu Ak
afneprocenTMyHuii BapiaHT) Ta clOIA 3 aKTUBHUM cCy-
rnobosum cuHgpomom (cuHapom Crinna) [5, 8]. Ame-
pUKaHcbKa Koneria pesmatonoris (American College of
Rheumatology, ACR, 2013) suginse ctOIA 3 akTUBHUMM
CUCTEMHWMM NPOSBAMM Ta PiISHUM CTYNEHEM aKTUBHOC-

Tabnuusa 1 — MopiBHAHHA XapaKTepUcTUK Kputepiis ILAR i Amaryri

Ti apTpuTy, ctOIA 6€3 aKTUBHUX CUCTEMHMX NPOSABIB Ta
Pi3HMM CcTyneHem akTUMBHOCTI apTpuTy, ctOIA 3 03HaKa-
MKn remodaroymTapHoro cuHapoma (CAM) [21, 25-27,
39].

KniHiuHa KapTuHa. Mpu clOIA BpaKatoTbcs He anwe
cyrnobu, a  6araTo opraHis Ta cuctem [3-6, 8, 24]. Bia-
noBsigHO A0 cyvacHoi Knacudikau,ii ILAR po ctOIA BigHo-
CATb apTPUT, LLLO CYNPOBOAKYETbCA abo 3 nonepesHbO
LOKYMEHTOBAHOK JIMXOMAHKOIO MPOTArOM MiHIMYyM 2-X
TUXKHIB Y MO€EAHAHHI 3 ABOMa abo binblie HuKyene-
peniyeHMMM O3HAKaMMU: NEePEMIKHUN epUTeMaTo3HUM
BUCUM; CEPO3UTU (NEPUKaApAUT, NAEBPUT, NEPUTOHIT),
reHepanizosaHa nimdageHonaria, renatomerania Ta/
abo cnneHomeranis [3, 6, 19, 22, 24, 25]. MaHidecra-
uis cumntomie ctOIA, Ak npaBuno, y BCix Agitel rocrpa.
debpunbHa IMXOMaHKA CNOCTEPIraeTbca MaliKe y BCiX
xBopux (75-100%), renatocnieHomeranis BUABNSAETbCA
Y KOXHOro apyroro xsoporo (49,5-59%), cnaeHomera-
nia — vy 25,0%, nimbageHonatia — y 33,4-87% nauieH-
TiB; Bucun —y 39-52%, cepo3uTtun AiarHocToBaHi Auvwe
y 15% nauieHTiB i3 ctOIA [11, 13-15]. AKTUBHWUI apTpuUT
y n£ebioTi 3axBoptoBaHHA po3BMBAETbCA Yy 45,5-64%
xBopwux i3 clOIA. Y 55,5% xBopux Ha

Kpurepii ILAR [2, 3, 6]

Kpurtepii AmaryrTi [2, 3, 47]

IOIA cnocTepiratotbca apTpanrii, a
apTPUT Y HUX MaHipecTye yepes 6

ApTpuT i3/abo nonepesHbO 3aL0KYMEH-
TOBAHOO rapAYKOIO TPMBANICTIO NOHaA 2
TUXHI 3 04Hi€l | BiNblue 03HaKamu:

Benuki Kpurepii:

MmicAuis i 6inblue nicns aebroTy cuc-
TEMHUX NpPOosBIB 3axBOptoBaHHA [13,
15]. OnucaHoO BWHWKHEHHA apTpu-

1. Bniguii KOPOTKOTPUBANUIA, HedikcoBa-
HUI ePUTEMATO3HUIM BUCHUT,

1) InxomaHka 39°C i suwa, npotarom 1
TUXKAEHb abo AoBLUe

Ty yepes 5 pokiB Big aebtoTy ctOIA
[3]. HaicknagHiwow € agiarHOCTMKa

2. leHepanizoBaHe 36inblueHHA Nimda-

TUYHWUX BY3NiB, binblie

2) ApTpanria TPUBAICTIO 2 TUXKHI Ta

aneprocenTUYyHOro CUHAPOMY, KOMu
cyrnoboBuit CMHAPOM BiACYTHIN abo

3. lenaTtomeranis Ta/abo cnieHomeranis,

3) Tunoswuit Bucun (Hecsepbasunit
MaKynApHUIA abo MakynonanynapHui
BMCUM POXKEBOTO KOMbOPY Ha Tifli Ta
KiHLLiBKaX NifJ Yyac enisoAis rapa4km)

BiACTPOYEHMI Yy Yaci, abo cnabko Bu-
pakeHui, abo MoxKyTb ByTK apTpan-
rii, @ B KNiHIYHIM KapTMHI OMIHYOTb

4. Cepo3untu

4) NerikoumTtos (10000/mm?* abo
6inblue), Bkaoyaoun 80% abo binblie
rpaHynounTis (HelTpoddinis)

reKTMYHa IMXOMaHKa, BUCUN Ta ypa-
YKEHHA BHYTPILWHIX OpraHis, Xxo4a Ha-
Aani MOXYTb ypaxaTuca BEeUKi Ccy-

Mani Kputepii:

rnobu, Kynbwosi cyrnobu [22]. Ane,

1) binb y ropai

ona cuHgpomy Crinna xapaktepHo

rania

2) NimdbageHonaria Ta/abo cnaeHome-

rOCTPUI MOYATOK 3 MOMIPHOI JIUXO-
MaHKO0, BUpPAXKEHWUM noniapTpuT

3) NopyLluieHHA GYHKLIT NeYiHKu

3 yparkeHHAM ApibHux cyrnobis,

aHTuTiNa (ANA).

4) HeraTMBHMI TeCT Ha peBMaTOIgHMUI
dakTop (PP) Ta Ha aHTUHYKNeapHi

TAKOX MOXe yparKaTUcs WUNHUIA
BiaAin xpebTa, BepXHbOLLENENHI Cy-
rnobwu [5, 6, 18, 19].

AiarHo3 focToBipHUIA 33 HAABHOCTI 5
abo binblie KpUTepiiBs, LLO BKIOYAIOTb
AK MiHIMYM 2 BEJIMKUX KpUTepii

Y nauieHTiB i3 clOIA, y AKux ap-
TPUT BiACYTHIN abo BMABNAAETLCA
OOCUTb MNi3HO, NOCTaBUTU AiarHos

BuknoyeHHsA: BUKAIOYEHHA:

(3rigHo 3 KpuTtepiamm ILAR) ayske
CKnagHo. TakK, 3a AaHMMWU Himeub-

a. MNcopia3 abo HaABHiCcTb Ncopiasy y

poamyiB 1-ro cTyneHA cnopigHeHocCTi 1) Inekui

KMX BYeHMX, Y 50% naLlieHTiB KpuTe-
pii miarHo3y clOIA He BignoBigatoTb

b. ApTpuTy HLA B27-N03UTUBHUX XA0M-
UYMKIB i3 MOYATKOM 3aXBOPHOBAHHA Y Bili
noHag, 6 pokis

2) 310AKiCHi HOBOYTBOPEHHSA

KpuTepiam Knacuoikauii ILAR yepes
BiZICYTHICTb XPOHiYHOrO apTpuTy [46].
Y 3B’A3KY 3 UMM, MOBipHO, HEObXia-

C. AHKiNIO3Y0UM CMOHAUAIT, apPTPUT i3
eHTe3MTOM, CaKpOoINeiT Npu 3ananbHUX
33aXBOPIOBAHHAX KULLIEYHWKA, CUHAPOM
PeliTepa abo rocTpuii yBeiT y poauyis
1-ro cTyneHAa cnopifgHeHoCTi

3) PeBMaTMYHi 3aXBOpIOBAHHA

Hi peAki 3miHn Kputepiis ILAR gna
clOIA. MoxnumBe 3aCTOCyBaHHA KpU-
TepiiB AmaryTi, AKi He po3rNa[aTb
HaABHICTb apTpuTy 0608B’A3KOBMM

d. HaagHicTb peBmaToigHOro ¢pakTo-
pa P®- IgM, npuHaiimHi fBopasose,
yNpoAoBXK3-X MicALiB.

ONA OiarHOCTUKM Ta NikyBaHHA clOIA,
Wo pobutb KpuTepii Binbl YyTAMBU-
MW, CMIPUAE PaHHIN Ta CBOEYACHIN aj-

e. HaaBHicTb y nawieHTa cuctemHoro
APTPUTY.

arHoctuui ctOIA Ta 6inbw paHHbOMY
nikyBaHHo [2, 3,21, 47, 48] (Tabn. 1).
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Mpwn ctOIA MOXKYTb PO3BUHYTUCH
YCKNAHEHHA:  cepueBo-NereHeBa
HeAOCTaTHICTb, aMinoigos, 3aTpmum-
Ka pocTy, iHQEKLUiNHI yCKNagHeHHs,
CAM [3, 42, 49]. Camum Hebe3neu-
HUM ycKnagHeHHam clOIA € CAM,
AKUIN BuABNAETbCA y 10-13% xBopwx,
BUK/JMKAHUA HaZMIpPHOIO aKTMBaL,i-

Tabnuua 2 — fiiarHocTuuHi Kputepii CAM y nauieHTis 3 clOIA (2016)

Criteria for the classification of macro-
phage activation syndrome in systemic
(MAS) juvenile idiopathic arthritis

KnacudikauiiiHi Kputepii cuHgpomy
aKTuBauii makpoddaris (CAM) y naui-
eHTiB 3 clOIA

A febrile patient with known or suspected
systemic juvenile idiopathic arthritis is
classified as having macrophage activation
syndrome if the following criteria are met:
Ferritin > 684 ng/ml

Y nauieHTa, AKUA IMXOMaHUTb, 3
niaTBepAKeHnm abo nifo3poBaHUM
ctOIA, CAM piarHoCTyeTbCA, AKLWO €
HaCTynHi KpuTepii:

€to Ta nponidepadieto T-nimpouunTis
Ta MaKpodaris, Wo NpuM3BOAUTL A0
BMCOKMX PIiBHIB MpoO3ananbHUX LU-
TOKIHIB, PO3BUTKY «LMTOKIHOBOIO
wTopmy» Ta remodaroymTosy. Yac-
TOTa ycKnagHeHb CAM y nauieHTiB i3
ctOIA ctaHoBuTb 1,8-6,4 Ha 100 na-
uienTiB. CybKniHiyHi BapiaHTn CAM
BMABNAIOTLCA Y 1/3 XBOPUX 3 aKTUB-

and any 2 of the following:

Platelet count < 181 x 10%/liter

Aspartate aminotransferase > 48 units/liter
Triglycerides > 156 mg/dl|

Fibrinogen <360 mg/dI

®eppiTiH >684 Hr/mn
Ta 6yAb-AKi 2 3 HACTYMHUX:

KinbkicTb Tpom6ouuTie < 181 x 109/n
AcAT >48 oa/n

Tpurniuepuam >156 mr/an

®i6puHoreH < 360 mr/an

Hum ctOIA (30-40%) [3, 42, 49]. fia-
rHocTUYHI Kputepii CAM po3pobne-

KpuTtepii CAM y nauieHTie 3 clOIA cxBaneHi Ta 3ateepaeHi EULAR/ACR

Hi rpynoto npodecopa A. Ravelli [21,
25, 42, 50-52] (ta6n. 2).

Ona CAM xapaKTepHi: pi3ke noriplweHHs CTaHy XBO-
poro, debpunbHa abo reKTUYHa TMXOMaHKa, Lo NoraHo
KYNYETbCA; HAPOCTAaHHA PO3MIpiB MeYiHKKU, CenesiHku,
nepudepuyHmnx nimeaTMYHUX BY3MiB; remopariyHui
BMCUN; KPOBOTEYA i3 C/IM30BUX OBO/IOHOK; Y TAXKKUX BU-
nagkax — noaiopraHHa HeaOCTaTHICTb, MOPYLUEHHA CBi-
[OMOCTi, KOMa. Y KAiHIYHOMY aHani3i Kposi —Tpomboum-
TOMEHIA, NEeNKOMEHIA, 3HUKEHHA KiNbKOCTI epuTpouuTiBe
Ta piBHA remornobiHy, 3HUKeHHA nokasHuka LWOE. VY 6i-
OXiMIYHOMY aHani3i KPOBi — MiABULLEHHA KOHLLEHTpaL,i
bepuTnHy, TpUrniLepuais, TpaHcamiHas [3, 26, 42, 51].

3rigHo niTepaTypHUm gaHum TL3 3miHIOE Ta MacKye
KNiHiIYHI Ta nabopaTopHi xapaktepuctukm CAM. Maui-
€EHTN, AKi oTpumyBanu TLL3, He BignoBiganu Kputepiam
CAM (2016) yepes BiacyTHiCTb IMXOMaHKM abo Heno-
CTaTHE nigsuweHHa ¢eputnHy Ta CPB. OgHaK Tpom-
bouuToneHia Ta rinodibpuHoreHemia cTaoTb 6HinbLu
BUpPaxKeHMMM Npu nikyBaHHi TU3 [3, 42, 49, 53]. JesKi
6iomapkepwu (11-18, HeonNTeEPUH) MOXKYTb BYTU KOPUCHU-
MU ONA NPOrHo3yBaHHA po3BUTKY CAM Ta AiarHOCTUKMK
nepexoay Big, aktmBHoi ¢pasm ctOIA go CAM. TaK, BUCOKI
piBHi BinbHOro 1/1-18 36inblWwytoTh pMU3MK po3BUTKY CAM.
Mpn CAM y Tucadi pasiB NiABULLYIOTbCA PiBHI LMPKY-
ntotoyoro 1/1-18, nonag 100 000 nr/mn [49, 54]. OgHak
piBHi BinbHOro I/1-18 TakoX Ay)Ke CMAbHO KOpentowTb
3 akTUBHICTIO CHOIA | 3HMXKYIOTBCA Y PO3BUTKY pemicii,
TO6TO NiasuueHi pisHi 1/1-18 He € cTporo cneyndivuHm-
mun gns CAM [42, 54]. CmepTHicTb Big, CAM CTaHOBUTL
8-30% [1, 4, 5, 25].

Y 2013 poui BrnepLe 6yno noBigOMAEHO NPO PO3BU-
TOK XXUTTEBOHEHE3NEYHOro ypaXKeHHSA /IereHb Y XBOPpUX
Ha clOIA (nereHeBa anbBeoNAPHA rinepTeHsia, iHTepcTu-
LiasibHe nereHeBe 3aXBOPHOBAHHA Ta JIEr€HEBUW asib-
BEOJIAPHUI NPOTEIHO3), CMEPTHICTb MPMU LLbOMY CKNana
noHag 68%. Cepesn mexaHi3miB PO3BUTKY YparKeHHA
NlereHiB MMOBIPHO MopyLeHHs GYHKLIT anbBeonaApHUX
makpodaris 3ananbHMm npouecom Ha Tai clOIA. Le
YCKNagHeHHA BUHUKAE y AiTel 3 pedppakTepHUm nepe-
6irom clOIA. Cnipg TaKoK BKa3aTw, WO PO3BUTOK yparKeH-
HA nereHb 36iraBcaA y Yaci 3 BBeaeHHAM iHribiTopis 1/1-1,
I71-6. Lli cnoctepekeHHs noTpebytoTb NoAanblIoro Ao-
cnigxeHHa [3].

[DiarHoctuka HOIA i3 cuctemHMM noyaTkom. [liarHo3
BCTAHOBJ/IOETLCA BUXOAAYM 3 KpuTepiiB ILAR (1997). 3a

MiKHapoOAHUMKU KpuTepismu, giarHo3 clOIA mae 6yTu
BCTAHOB/IEHM NPOTArOM 2 TUMKHIB Big MaHidecTauii
moro npossis [6, 25, 27]. MNpoTe, HEMAE }KOLHOTO CUMI-
TOMY, Hi 1abOpPaTOPHOro TecTy, AKi 34aTHIi O4HO3HAYHO
i wemaKo niaTeepamTn aiarHos ctOUA [6, 14]. Y Toi ke
Yac BiACYTHICTb CyrnoboBOro CUHAPOMY, HAABHICTb MO-
3acyrnoboBux NPoABiB Ta NOAIOHICTb y Ae610Ti KNiHIYHOT
cumntomaTukm clOIA 3 LiNOK HU3KOK 3axBOPHOBaHb
(oHKOremaTONOriYHA NaTO/IOriA, cencuc, bakTepiabHWUIA
€HA0KapANT, FoCTPa PEBMATUYHA IMXOMAHKA, iHbEKL,il-
Hi 3aXBOPIOBaHHSA — iEPCiHiO3, casibMOHeNbo3, xBopoba
JNaiima, 6openios; 3anasnbHi 3aXBOPHOBAHHA KULLEYHMKA
— HecneuunoivHMIA BUPA3KOBMIA KOAiT, xBopoba KpoHa;
Andy3Hi 3axBOPIOBAHHA CMNOMYYHOI TKAHWMHM Taki, AK
CUCTEMHUI YepBOHMI BOBYAK, AEepMaTOMoNiIMio3uT,
BY3/IMKOBUI nosiapTepiit, xBopoba Kasacaki, cucTemHi
BACKYNiTN; TOKCMKO-aNeprivyHi peakLii Ha NiKapcbKi npe-
napaTy Ta iH.) YCKNaAHIOOTb CBOEYACHY AiarHOCTUKY,
O BN/IMBAE HA TEPMiH NPU3HAYEHHA Tepanii i, Bigno-
BifHO, Ha TepaneBTUYHY ePEeKTUBHICTb Ta MOMK/MUBICTb
3anobiraHHA paay XUTTE3Arpo3NnBMX CTaHis [3, 14, 21,
26, 55].

Aitam 3 nigo3poto Ha clOIA npoBoAATb KOMNEKC
[IarHOCTMYHMX 3axogis BignosigHO Ao Hakasy MOS3
YKpainu Big, 22.10.2012p. Ne 832 «[1po 3aTBepAKeHHsA
YHipiKOBaHOro NpoTOKONY MeANYHOI AONOMOIM AiTAM,
XBOPWUM Ha OBEHIIbHUI apTpuT» [56].

3a gaHumu Baniesoi C.l. (2014) y xBopux Ha clOIA
cnocTepiranuca nigsuuieHHs CPb Ta LWWOE (100%), nei-
KoumTo3 (y 80%), aHemia (75%), TpombouunTos (75%),
niABULLEHHA cMpoBaTKoBoro deputuHy (20%), Wo € na-
60pPaTOPHUMM MapKePaMM aKTUBHOCTI 3anasibHOro Npo-
uecy. Ana clOlA fiarHOCTUYHO BaXKAMBUM € NiABULLLEHHA
IN1-6, 1N-1, I71-18 y cuposaTtu,i Kposi [3, 15].

BM3HAYeHHA pPIiBHA Ka/bMPOTEKTUHY KPOBI MOXKe
CNpPUATU paHHi giarHoctuyi ctOIA. Y pocnigrKeHHsX
boiiko A.€. (2016, 2019) npoBeAeHO NOPIBHAHHA PiBHIB
Ka/ZIbMPOTEKTUHY KPOBIi Y XBOPWUX i3 Pi3HMMM BapiaHTaMM
HOIA B aKTMBHOMY NepioAi 3aXBOPHOBAHHA, @ TAKOXK Y NO-
PIBHAHHI i3 KAIHIYHMMM Ta NabopaTopHUMM MapKepamu
akTMBHOCTI HOIA. HalBuwmin piBeHb KanbMPOTEKTUHY
Kposi y xBopux 3 clOIA. Pe3ynbtaT npoBeaeHUx Aocni-
[O)KeHb NMOKa3yoTb, WO BM3HAYEHHA PIBHA Ka/ibNpoTek-
TUHY KPOBi [OMOMAara€e nigTBepAmMTM AjarHo3 Breplue
ApiarHoctoBaHoro clOIA, TaKoX BM3HAYEHHA PiBHA Kanb-
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NPOTEKTMHY MOXHa BUKOPUCTOBYBATU ANA KOHTPONA 33
aKTMBHIcCTIO Ta epeKTMBHIcTIO Tepanii ctOIA [3, 29].

[OiarHo3s clOIA He moxke ByT BCTAaHOB/IEHWNI 3a HanAB-
HoCTi ncopia3y y nauieHTa abo y iioro pogmuis 1-oi niHii
CnopiAHEeHOCTi; apTpuUTy, acouiioBaHoro 3 B27 aHTure-
HoM (HLA-B27); aHKino3y4oro cnoHAMAITYy; apTpuTy,
acoLLii0BaHOrO 3 EHTE3UTOM, CaKPOINiiTy y NOEAHAHHI i3
3ana/lbHUMM 3aXBOPHOBAHHAMMU KULLEYHUKA, CUHAPOMY
PeiTepa; rocTporo nepeaHbLOro yBeity, noantnsHoro PP
Knacy imyHornobynidis M (IgM) miHimym y 2-x npobax,
B3ATUX 3 iHTEPBA/IOM HE MeHLLEe Hix 3 micaui [27, 56].

NikyBaHHA [3, 21, 25, 27, 56-58]. NlikyBaHHA OIA 3a-
JNIVLIAETLCA OAHIEI 3 HAWCKNAAHIWMX Ta HaaKTyaNbHi-
wunx npobnem autavoi pesmatonorii. OCHOBHOIO MeTO
nikyBaHHA ajitei i3 LOIA € 4OCArHEHHA KNiHIYHOI pemicil
abo, AK anbTepHaTUBa, AOCATHEHHS MiHIManbHOI (HU3b-
KOi) aKTMBHOCTI 3axBOptoBaHHA. [loOMINWEHHA CTaHy
nauieHTa 3 HOIA woHalmeHwe Ha 50% Tpeba gocartu
npoTArom 3-x MicALiB, perpec rapayku 3a 1 TmxkaeHb ni-
KYBaHHA, @ AOCATHEHHA METMU NiKyBaHHA — 3a 6 micALiB
(MeaiaTpnuHa PeBmaTtonoriyHa EBponeiicbka Acoujalis,
PRES). na nikyBaHHA cHOIA BMKOPUCTOBYETbCA LUMPO-
KW CNEKTP MeAMKaMEHTIB: HECTePOiIAHI NPOoTU3anasbHi
npenapatv (HM3M), TKC, imyHoaenpecaHtn. Ane cnig,
3a3HaunTK, wo Hi HMN3M, Hi FTKC He KOHTpOAIOIOTL Nepe-
6ir 3axBopltoBaHHA i He 3anobiraloTb NPOrpecyBaHHIO
KiCTKOBO-XPALLOBOI AeCTpyKLii. TpMBane 3acTtocyBaHHA
IKC ana nepopasnbHOro nNpuiomy NpPU3BOAUTbL 40 PO3-
BUTKY TAXKKMX HEDaXKaHWX ABULL, a 3HUKEHHA fo3u [KC
HEepiAKO NPU3BOAMUTL A0 3aroCTpeHHs xBopobu. Yacto
PO3BMBAETHCA CTEPOIA0PE3UCTEHTHICTL abo cTepoino3a-
NeXHicTb. TpaAMLiNHI iMyHOA4ENPECAHTU MOXKYTb ByTH
HeeDeKTUBHUMMU.

MosBa Ta BMKOPUCTAHHA TFeHHO-iHXeHepHux bio-
noriyHux npenaparis (FBM) 3miHuno nporHos HOIA. To-
nosHoto nepesaroto MBI € iXxHA BUCOKa cneundivHicTb,
AKa 3abe3nevye ceNeKTUBHUIM BNAUB HA NEeBHI IaHKM Na-
TOoreHesy iMyHO-3ana/ibHUX 3aXBOPKOBaHb, MPU LbOMY
MiHIManbHO TOPKAUYMUCb MEXaHi3MiB HOPMaJibHOro
byHKLUiOHYBaHHA iMyHHOT cnuctemu [35, 37]. Bubip T1BMN
34iMCHIOETLCA 3T A4HO 3 aNTOPUTMOM NpusHadeHHs MBI,
3aMponoHOBaHMM AMEPUKAHCbKMM KONeKeM peBma-
Tonoris (ACR) y 2011 p., 3 ypaxyBaHHAM BapiaHTy lOIA, a
npw ctOIA 3 ypaxyBaHHAM NepeBarkaHHA cUCTeMHUX abo
cyrnoboBux nponABsiB 3axBoptoBaHHA [3, 27, 57, 58].

B paHuii yac npenapatom BMOGOPY NpU ANiKyBaHHiI
xBopux Ha ctOIA e TU3 (AkTempa). TLL3 — pekombiHaHTHe
ryMmaHi3oBaHe MOHOK/IOHa/bHE aHTUTINIO 0 NHOACHKOro
peuenTopa I/1-6. TLI3 ceneKkTuBHO 3B’A3yETbCA Ta NPUTHI-
Yye fIK PO3YMHHI, TaK i MembpaHHi peuentopu I/1-6 (sIL-
6R Ta MIL-6R). Y UMCNEHHUX KAIHIYHMX OOCAIAMKEHHAX
onucaHo edeKTUBHICTb Ta Be3neKy 3acTocyBaHHs y na-
uieHTiB 3 ctOIA T3 siK y MOHOTepanii, Tak i B KombiHauii
3 MTX abo 6a3nMcHMMKM NpoTM3anaabHUMKU Npenapara-
mu (BM3M) [4, 23, 39, 59-61].

HectepoigHi npotusananbHi npenapatu (HM3M) —
ue 3acobu cMMNTOMaTUYHOI, NPOTU3aNasibHOI Ta aHTU-
nipeTnyHoi 4ii (anknodeHak, ibynpodeH, MenoKcuKam,
iHOOMETalUMH, NMiPOKCMKam Ta iH.). BOHM npurHiuyoTtb
CMHTe3 npoctarnaHauHis [8]. HM3M npusHayatoTbea
BCIM MaujeHTam Ha eTanax 0bCTeXXeHHA Ta BCTAHOB/EH-
HA AiarHosy, a TakoX Ha byab-AKomy eTani xBopobu 3a
HaABHOCTI MOKasaHb, TPMBa/icTiO He binbwe 1 micaus
[1, 3, 25].

FnoKkoKopTuKoctepoigu. NKC € Halibinbll edeKTns-
HMMM i3 NPOTM3ananbHMX Npenaparis. MNepesaroto NKC
€ Te, Lo iX MOXHa 3aCTOCOBYBATK MpPU KUTTE3ArPO3HUX
CTaHax, remodarounTapHOMy CUHAPOMI, a TAKOX AK
«MNPOMIXKHE» NiKyBaHHA y TFOCTPUIMA nepios 3axBopto-
BaHHA Ta/abo B nepiof, oYikyBaHHA edeKTy Big npu-
nomy npenapaTiB gpyroi niHii. 3actocyBaHHA TKC ana
nepopanbHoro Ta/abo BHYTPiWHbOBEHHOrO (B/B) Ta/
abo BHyTpilWHbOCYrN060BOr0 BBEAEHHA CYBOPO PeEKo-
MeHAYETbCA nLe Nicns npoBeAeHHA AndepeHuianbHoi
OiarHOCTMKKM Ta BCTaHoBAEHHs giarHosy OIA [1, 3, 25,
56]. CuctemHe 3actocyBaHHA [KC (nynbc-Tepania mera-
no3amm 15-30 mr/Kr/cyT meTuanpeaHisoNoHy NpoTArom
3-5 fAHiB, NnepopanbHKUit npuitom y Ao3i Big 1 ao 2 mr/
KI MacK Tifla) NPOBOAMUTLCA TiIbKM NPU KUTTE3ArPO3HMX
CUCTEMHUX NposBax (cTilika ¢ebpunbHa rapsayka, Kap-
auT, ceposut, CAM) [1, 3, 15, 25, 56]. He3saxatoun Ha
BMCOKY TepaneBTUYHY edeKTUBHICTb, MoHOoTepania MKC
NPoBOAMUTLCA He Binblue 2-4-X TUMKHIB, OCKINIbKM iX Tpu-
Basie 3aCTOCYBaHHA CYMPOBOAMKYETbCA PO3BUTKOM Cep-
MO3HUX NobiyHUxX asuwy, [15, 25, 62]. Ane Ao Lboro yacy
npu clOIA HeMOXXMBO BiAMOBUTUCA Bif, 3aCTOCYBaHHA
rKC [8].

ImyHoaenpecaHTu. Cepes, npenaparis Apyroi AiHii,
LLLO 3aCTOCOBYHOTbCA AN1A NiKyBaHHA aiTei 3 tOIA, y BCbo-
MYy CBIiTi nepeBara HagaeTbca MTX [8, 26]. Y psaai aocni-
OxeHb byna goseaeHa ioro edeKktuBHicTb npu HOIA, a
TaKOX BUBYEHM Npodinb 6e3nekn npenapaTy NPOTArOm
KiIbKOX pOKiB 3acTocyBaHHA [3, 8, 26, 63, 64]. KniHiuHa
edekTnBHICTb MTX XapaKTepu3yeTbCca YiTKOK [0303a-
NeXKHicTIo, ane 3i 36inbeHHAM 403K 36inbLYOTbCA MO-
6iuHi epekTy [8]. B gaHWUI Yac BUSHAYEHO MAKCUMasIbHY
edektnBHy Ao3y MTX ana nikysaHHa HOIA — 15 mr/m?
NAOLLI NOBEPXHI Tina Ha TMXKAeHb. MTX 3acTOCOBYETLCA
nepopasbHO abo BBOAMTbCA NMapeHTepanbHO (MigLKip-
Ho (n/w), BHYTPilWHbOM A3080 (B/M)). 3a AaHMMK AOCAi-
nxKeHb Ferrara G. Ta iH. (2018) npwu n/w BBeaeHHI MTX
PO3BUBAETHLCA BiNbLL BUPAXKEHUIM ePeKT i cnocTepiraeTb-
€A MeHLlWe HebaxaHUX peaKLii, HiX Npu 3acToCyBaHHI
npenapaty y TabnetosaHiii dopmi [63]. Takoxk onncaHo
BMKOpMCTaHHA MTX B/B y A403i 50 mMr/m? Ha TUXaOEHb
ON5 NpoBeAeHHA Nynbc-Tepanii [26, 64]. Mpu ctOIA MTX
HeoCTaTHbO ePEKTUBHUM LLLOAO CUCTEMHUX NPOABIB Ta
He € npenapaTom BMBOPY Y XBOPUX HA GOHI aKTUBHMX
CUCTEeMHUX nponBiB 6e3 apTpuTy. MTX 3acToCOBYETHCA
B AiTeN i3 aKTUBHMM apTPMUTOM Pa3oM i3 iHWMMM npe-
napatamu, 3okpema l1B6M [1, 3, 8, 25, 63, 64]. |HWi imy-
HogenpecaHTU (unknodpocdamia, cynbdacanasuH) ans
nikyBaHHA clOIA BUKOPMCTOBYIOTLCA BKPaM Piflko, BOHU
He BK/IOYEHI 40 KNiHIYHMX pekomeHaauin [1, 25, 26, 56,
64]. UmknocnopuH A (LLcA) y #o3i 3-5 mr/kr/ Ha go6y no-
KasaHuit npu CAM [1, 14, 25, 26, 64]. NepnyHomig mae
obMeKeHe 3aCTOCyBaHHA, MOro HaWyacTiwe Has3Hava-
10Tb NpK HenepeHocumocTi MTX. ledayHomig, BUKopuc-
TaeTbcA nNpu ctOIA 3 aKTUBHUM apTpUTOM 6€3 CUCTEMHMX
npossis y A03i Big 10 Ao 20 mMr nepopasnbHO LWoAHA abo
yepes AeHb 3a/1eXHo Big Baru autuhm [1, 3, 25, 64, 65].
Y xBopwux i3 clOIA Kpala Bignosigb npu nikysaHHi MTX
HiX nednyHomigom [3].

FeHHOiH)XXeHepHi BionoriyHi npenapartu. Bignosia-
HO 0 pekomeHpaLin ACR (2013) 6noKafa LMTOKiHIB €
nepwoto abo apyroto nidieto Tepanii OIA [11, 21, 25,
27, 57, 66]. NpoTArom ocTaHHiX POKiB BiAKpUANCA HOBI
nepcnekTnem 3actocyBaHHs BN npu KOIA. Ha BiamiHy
Big, MTX abo iHWKMX iMyHOAENpPECaHTIB MilleHAMWU ANA
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rBMN € nposananbHi yuuToKiHM (PHM-a, I/1-1, I/1-6), ix pe-
uentopu, CD (Cluster designation) abo monekynu, wo
KocTumyntowTb. MBI € NoTyKHUM 3acobom 6/10KyBaH-
HA 3anasibHOro npouecy, snactmsoro ana HOIA. B aaHuit
yac 3apeectpoBaHo uinnin psag BN, i manxke BCi BOHM
cxBaseHi AN 3actocyBaHHsA y aitei 3 HOIA [8, 26, 62, 64].

[na nikysaHHA aiten 3 cOIA 3 Biky 2 pokiB BUKopuC-
ToBYtOTb ABa Bl — NtoACbKI MOHOKNIOHANbHI aHTUTINA
4o peuenTopa I/1-6 (TU3) Ta go IN1-1 (KaHakiHymab).
EdekTmBHICTL 060X NpenapaTiB AoBeAeHa B KAiHIYHUX
OOCNIAXEHHAX: YacToTa AOCATHEHHA MOAIMWeHHA 3a
KpuTepismu ACRpedi 70 Ta 90 npwu 3actocyBaHHi TLU3 y
nauieHTiB 3 clOIA cknana 89 Ta 65%, KaHaKiHymaby — 67
Ta 47%, 4yacToTa AOCATHEHHA CTaAjii HeaKTUBHOI XBOpOobM
— 65 T1a 60% [25, 43, 45]. OgHaK iCHYye yABNEHHA Mpo Te,
wo I/1-1 sigirpae nuwe nyckosy posib y naToreHesi 3a-
XBOPIOBAHHA, Y 3B’A3KY 3 UMM nepeabayvaeTbes, wo bio-
NIOFiYHI areHTH, Wo iHribytoTb I/1-1, MoXKyTb ByTH edek-
TUBHI ivwe B 06MeXeHUI NPoMiXKOK yacy, TobTo npu
paHHbOMY Mpu3HayveHHi [27]. Toai AK BUMKOPUCTAHHA
TL3 He obmerKeHO TPUBANICTIO 3aXBOPIOBAHHS, WO BU-
3Hayvae Moro nepesaru B NikyBaHHi clOIA [4, 23, 39, 59-
61]. Pazom 3 TMM, BignoBigHO A0 pekomeHaauin ACR,
r6MN nepworo Bubopy npwm cOIA € iHribiTop I/1-1 aHaKiH-
pa, Aka gotenep odiuiNnHO He 3apeecTpoBaHa ANA NiKy-
BaHHA NAaLEHTIB AMTAYOrO BiKy. YncneHHi gaHi 3 2004p.
CBiAYaTb NPO 3HAYHY KANiHIYHY ePeKTUBHICTb aHaKiHpK
npw ctOIA Ta npu ycknagHeHHi ctOIA CAM [67-69]. Y Hi-
AepnaHacbkomy perictpi gitet i3 ctOIA GinbwicTb nawi-
€HTIB (65%) OTpUMyBanK aHakiHpy i nwe 5% TLU3 [64,
70]. Y anoHcbKomy pericTpi Bei gith 3 ctOIA oTpumyBanm
TU3 [28, 64]. TU3 € nepwimm 6ionoriyHMM npenapaTom,
cxBasieHUM Yy ANOHIi gna nikyBaHHA giten 3 ctOIA okpe-
mo abo 3 MTX. Ane, TU3 i KaHaKiHymab NOBMHHI 3acTo-
COBYBATUCA AK NpenapaTn 2-i abo 3-i niHii Bubopy y pasi
HeedeKTUBHOCTI aHakiHpwu [15, 27, 57, 66, 67].

Ha cborogHiwWHin geHb HeMae 4iTKMX AaHuX nepe-
Bar 6s0katopis I/1-1 nepen 6n10oKatopamu 1/1-6. Takox
HEMaE YiTKMX peKoMeHAaLN, y AKMX BUNaaKax noTpiob-
He 3actocyBaHHA TU3 npu clOIA: TinbKn y TUX MauieH-
TiB, XTO He Bignosigae Ha nikyBaHHA MTX Ta MKC, abo
Kpalle BMKopucToByBaTW TL3 AK mepuwy niHito Tepanii.
Tomy B poboTax Koctnk M.M. Ta iH. (2017), Icynosa €.A.
(2019) BKasyeTbcA Ha HEOOXiAHICTb BU3HAYEHHA Micus
TU3 npu nikyBaHHi cOIA Ta NpONOHYETLCA BUKOPUCTO-
BYBAaTW MOro AKOMora paHile. TakoXK aBTOpW BKa3yHOTb,
LLLO HaNBINbLIMI PUSKK PO3BUTKY 3arocTpeHb ByB y XBO-
puX 3 BUCOKOI akTuBHICTIO CHOIA, a TakoXK 3a nponyc-
KoM iHOY3il TLL3. Y Toi e vac, ckacyBaHHA TKC, MTX He
nigBULLLYBaNU PUSUK PO3BUTKY 3arocTpeHb. CTymMiHb 3HU-
YKEHHA nieikouunTie i HeliTpodinis y xBopwmx 3 ctOIA nicna
nepuwoi iHdysii TL3 Mmorke po3rnagatncs ak mapkep bio-
JIorivyHOT cnpuiiHATAMBOCTI A0 6aoKkaTopis I/1-6 [11, 14].

TL3 abo KaHakiHymab Ak moHoTepania (6e3 MTX)
y noeaHaHHi 3 HM3M ta/abo MKC 3acTtocoBytoTbesa nNpu
COIA 3 aKTUBHMMM CUCTEMHMMM NPOsiBaMM 6e3 aKTUB-
Horo apTtpuTa. T3 BBOAMTLCA B/B KpananHHO 1 pas Ha
2 TUKHI, y [03i 8 mr/kr (npu Basi AuTuHM 6inblie 30 Kr)
a60o 12 mr/kr (npwv Basi autuHm meHwe 30 kr) [1, 3, 4, 14,
25, 56]. Ha noyatkoBomy etani Tepanii ctOIA HeobxigHO
OOTPUMYBATUCA ABOTUMKHEBOIO iHTEpPBany MiXK iHdys3i-
amn TU3 [0 AocArHeHHA HeaKTUBHOI CcTagii xBopobu 3
noAanblWnM NOCTyNnoBUM 36isbLIEHHAM iHTepBany go 4
TUKHIB, @ NOTIM A0 5-6 TUKHIB i 40 BUPiLLEHHA MUTAHHA
npo nosHe ckacyBaHHA TL3 [59]. 3'aBunaca HoBa popma

TU3 ana n/w BBegeHHA. TL3 ans n/w BBeAEHHA MOXKHa
nopiBHATK 3a edpeKTusHicTio 3 TU3 Ans B/B BBEAEHHSA
[25, 71]. TU3 abo KaHakiHymab npusHayvaloTbCA 3 2-piu-
Horo BiKy. ns n/w BBeaeHHA TL3 BUKOPUCTOBYETLCA 3
1 poky, npu Basi AnTUHM meHLwe 30 Kr npM3HaYvatoTb 162
mr 1 pas Ha 2 TUKHI, | npu Basi 6inblie 30 Kr— 162 mr 1
pa3 Ha TUXKAEHb [25].

Y 10% nauieHTiB icHye Nnpobaema pesncTeHTHOCTI A0
TLU3, wo notpebye npusHayeHHs 6nokatopis I/1-1 [61,
72, 73]. KaHakiHymab BBoauTtbcA n/w 2-4 mr/Kr (mak-
cumanbHo 300 mr) 1 pas Ha 4 TUKHI. AK 3a3Havanocs,
3aCTOCYBaHHA KaHakiHymaba npunycTMmo auvwe Ha
paHHix eTanax po3suTKy ctOMA [25, 43, 74]. Mpu no-
piBHAHHI epeKTMBHOCTI Ta 6e3neKkn 6ioNoriYHNX areHTiB
y nauieHTie 3 clOIA Song GG, Lee YH. (2021) BKa3sytoTb,
O KaHaKiHymab mMaB Hanbinblly MMOBIPHICTb BUABU-
TUCA HalKpalwuMm 3a LWBKMAKICTIO BignoBigi Ha Tepanito
ACRpedi 30 [75].

TU3 i KaHakiHymab 3a3Buyall BiAMIHAIOTb LUAAXOM
NoCTynoBOro 36i/blUEHHA iHTEPBANY MiX 403aMKM Ha
nepiog, Big, 2 A0 6 MicALIB, @ HE LWIAXOM 3MEHLUEHHA
no3n [72, 76, 77]. CKkacyBaHHA aHaKiHPU 34iMCHIOETbCA
3 [LONOMOrOI PEXMMY YepryBaHHs AHiB, TO6TO BUKO-
PUCTaHHA i Yyepes AeHb NPOTAroM Micaus Ta binble, a
NoTiM NPUNUHEHHSA 1T BUKOPUCTaHHSA, AKLLO 36epiraeTbes
KNiHiYHa Ta nabopaTopHa pemicia [69, 76, 77].

Ha cborogHiwHin aeHb 610Kkatopu I/1-1 (aHakiHpa,
KaHaKiHymab) He 3apeecTpoBaHi B YKpaiHi [8, 62]. Mpo-
BOAATLCA MiXKHApPOAHI AOCAIAMKEHHA TPETbOro iHribiTo-
py I1-1 — punoHauenTy [62, 68].

3a HassHocTI apTpuTty [IBM 3acTocoByOTbL Yy NOEA-
HaHHi 3 MTX [1, 3, 25, 43, 56]. Npu HeedeKTUBHOCTI
HM3M, TKC, TL3 Ta KaHaKiHymaby y nauieHTiB 3 peuu-
OVBYIOYMMU CUCTEMHMMU NMPOABAMWU BUKOPUCTOBYIOTb
PUTYKCIMab — XMMepHi MOHOK/NOHaNbHI aHTUTINA A0
CD20+ (B nimdpoumuTn) [1, 25, 26, 64]. OgHaK, PUTYK-
cimab oo npoToKona NiKyBaHHA nauieHTiB 3 clOIA He
BK/IHOUYEHWI, XO4a MOr0 BUKOPUCTOBYIOTb A1 NiKyBaHHA
xBopux 3 ctOIA 3 2006 p. [15, 26, 62, 64]. 3a gaHUMHK
Baniesoi C.I. (2014) 3actocyBaHHA BN (MOHOKNOHaNb-
HUX aHTUTIA o CD 20+ B-nimdouutis, peuentopy 1/1-6,
iHri6iTopis ®HM-a) Ta nynbc-tepanii MTX y aosi 50 mr/
M2Hen, epeKTUBHI Yy HaBaXKYOro KOHTUHIEHTY NaL,ieHTiB
i3 clOIA, pesucteHTHoro o NKC Ta iHWKWM npoTupes-
MAaTUYHMM npenapaTtam. BuparkeHicTb Ta LWBMAKICTb
p0o3BUTKY nikyBanbHoro edpekty BN (puTykcumaby Ta
TU3) Ta MTX y a03i 50 mr/m?Hen, y nauieHTis 3 ctOIA He
piBHO3HauYHi. HalwsBnawe edeKT po3BMBAETLCA NPU 3a-
ctocyBaHHi TU3. Mpu HeedekTnBHOCTi TL3 npotarom 3
MicALB MOKa3aHO BBEAEHHA pUTyKcMmaby 375 mr/m?,
8/8 1 pa3 Ha TMKAEHb NPOTArOM 4 NOCNIAOBHUX TUMKHIB
Yy NOEAHAHHI 3 MTX; NOBTOPHUI KypC pUTYKCMMaby npo-
BOAUTbLCA Yyepes 22-24 TUXKHI 3a 36eperkeHHs abo peuun-
AMBY CUCTEMHUX MPOABIB, CYrnoboBOro CUHAPOMY, BU-
COKMX NabopaTOpHMX NOKA3HWUKIB aKTUBHOCTI XBOPOOMU.
ONTMMaNbHUM € NPOBEAEHHS 2-X KypCiB pUTYKCMMaby
[15, 78].

Y pa3si yacTtkoBoi HeedeKTUBHOCTI TL3, KaHaKiHy-
maby Ta pUTyKcMmaby, npu pemicii cucTeMHuX nNpossis
Ta peuuamMBYOHOMY apTPUTI, 3aCTOCOBYIOTbCA iHribi-
Topu ®HM-a (eTaHepuenT, NpU MOEAHAHHI ypaXKeHHs
cyrnobis 3 yBeitom — aganimymab) y kombiHauii 3 MTX
[3, 15, 26].

Mpy remodaroumnTapHOMy CUHAPOMI, LLO PO3BU-
HyBcA npu clOIA, pekomeHA0BaHO NPU3HAYEHHA NY/bC-
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Tepanii FKC, LICA, 3miHa iHribiTopis I/1-6 Ha iHribiTopn
1N-1 [3, 14, 26]. WBKnaKnin Ta NO3UTUBHUI edeKT npu
CAM crocTepiraeTbca Npu MNpU3HAYeHHI BMCOKMX 03
aHaKiHpu [42, 79, 80]. Ane, i B 4aHW Yac OCHOBHUM 3a-
cobom Tepanii CAM € Bucoki ao3m IKC, aki Hepigko Bu-
KOPUCTOBYIOTbCA IK epeKTUBHE NiKyBaHHA nepLoi AiHil
[3, 42]. Ona nikyBaHHA CAM TaKo)K BUKOPMCTOBYHOTb
eTonosung, ane BiH renato- Ta HePPOTOKCUYEH, BUKAN-
Ka€ KiCTKOBO-MO3KOBY Ccynpecito. B ocTaHHi poKu BMBYa-
€TbCA eDeKTUBHICTb Ta 6e3neKa BUKOPUCTaHHA BaokaTo-
piB IFN-y (emananyma6, 2019 p.) Ta I/1-18 npu nikyBaHHi
CAM [3].

3a niTepaTypHUMKU SAHUMM iICHYIOTb LLIIKOM MPOTH-
NeXHi AYMKU HeobxiaHOCTI NoeaHaHHA 6asncHoT Tepa-
nii 3 TIBMN. Pag aBTOpiB BBaXKae Taky KombiHauito 6inbLu
epeKTMBHOW [27], iHWIi AoCniaHUKM BBaXKatOTb, Wo MTX
He BN/IMBAE Ha epeKTMBHIicTb Tepanii ctOIA [11, 28]. Ane
3a gaHumu Kaneagu M.I., HikiwwnHoi I.M. (2015, 2019) 3a-
roctpeHHsa npu clOIA y nauieHTiB i3 TpMBaNow Tepanieto
FBMN 6ynn obymosneHi ckacyBaHHAM MTX, xo4ya Heob-
XiZlHO BPAXOBYyBAaTH, LLO BCi MALEHTU Mann aKTUBHI ap-
TpuTn [33, 59]. TaKOXK aKTMBHO OBrOBOPHOETHCA NMUTAHHA
AouinbHOCTI 3actocyBaHHA TKC B cy4acHMX ymoBax 3
ypaxyBaHHsAm nosasu [BIM. Ha cborogHi we criiko 36e-

e N

piraeTbea ponb MKC B Tepanii ctOIA [8]. Ha ¢oHi 3acTocy-
BaHHA Bl BaaeTbca 3HM3NUTK [03y NnepopanbHux NKC 3
MOK/IMBUM iX MOBHUM CKacyBaHHAM [27].

HimeLbKi peBMaToN0rM NoYnMHatoTh NiKyBaHHA ClOIA
3 TKC Ta aHakiHpu. AKWO BiANOBIAb HA aHAKiHPY Hea-
AeKBaTHa, peKomeHAayeTbea nepexia Ha TLU3 abo KaHaki-
Hymab. MNepeabavaeTbes, WO 33 4 TUMKHI apTPUT 3HUKHE
Ha 50%, Wo € nokazHMKom ebeKTUBHOCTI Tepanii. Jliky-
BaHHA NpenapaTtamu TPeTboi JiHii iHribiTopamun ®HM-3,
TaKMMM AK eTaHepuenT abo aganimymab, abartauenT, a
TAKOX BUKOPUCTaHHA MTX, moxe 6yTW A0AaHO, AKLLO
NiKyBaHHA npenapaTamu nepwoi Ta Apyroi ANiHin He
edpekTMBHO, Ta ctOIA npoTikae 3 nepesarol apTpUTY.
MNoeaHaHHA bionpenapaTiB He pekomeHAayeTbeA [81].

Pesmatonormn AHrnii, ACR, CARRA pekomeHayloTb
nauieHTam i3 clOIA npusHayatn TU3 abo aHaKiHpy Ak
nepuy NiHito 6ionoriyHoi Tepanii ocob6aMBo y NaujieHTIB
3 clOIA npwm 6inbl KOPOTKIN TPMBANOCTI 3aXBOPHOBAHHSA,
y MoJioAWwomy Bili i 3 6inblWw BUpaXKeHUM 3anasibHUM
cTaTycom nicna HeedeKTUBHOCTI TpaguuiliHOl Tepanii
[57, 82, 83].

Lle Bianosigae rinoTesi Nigrovic PA. (2014) «BikHa
MOXNMBOCTEM», Wo nepeabayvae, wo 6sokaga I/1-6 Ta
I71-1 moske 6yTK 6inbl ePeKTUBHOI Ha PaHHIX cTagiax

IinTBepaxeHHs TiarHO3Y ¢} HII3II ‘
BincyrthicTs rapsaku 1-2 Tikai [ ——p| AJeKBaTHa BiMOBiak (pemicis) ]4—
) | ’ r — )
p N HeanexBaTna B1ANIOB1AH
[TponoBxkeHHs Teparii L (peumauB) )
[Mocriitauii neperysa Teparii v
. e
4 Cucremui I'KC (2 mr/kr)
Hyabc-tepamnis (10-30 mr/kr) j
L +/- HII311 )
[ AJlekBaTHa BIIIOBIIb (peMicis) } Pl
l [ HeanexBarHa BiamoBiib (pElU/IMB) }4—
r v
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e . : . .
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PucyHok — Anroputm Tepanii clOIA.
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clOIA, KonM 3axBOPHOBAHHA XapaKTepusyeTbca bBinblu
BUPAKEHVMU CUCTEMHUMM NPOABAMM Ta MEHLL TAXKUM
ypaxeHHam cyrnobis [3, 82, 84].

€ noBigOMNIEHHA MPO BMKOPUCTaHHA iHribiTopis Jak
y naujieHTiB 3 pedpaktepHum ctOIA. KniHiuHi BUNpoby-
BaHHSA 3 BUBYEHHA eeKTUBHOCTI Ta besnekn TodauuTtm-
Hiby, Takponimycy npu nikyBaHHi ctOIA NpoaoBXKyOTbLCA
[3, 85-87].

3 KO’KHMM POKOM 3pocTae notpeba y BUKOPUCTAHHI
B, ane yepes BUCOKY iX BapTiCTb BOHM 3aAMLLIAKOTHLCA
HeLOCTYNHUMU ANA BENMKOT YacTUHKU xBopux. Ha dap-
MaKOo/IOriYHOMY PUHKY 3'AaBMUAKCA Biocuminapwm, 3aTeep-
OxeHi B €EC po 3actocyBaHHA, geweslwi Ha 20%. Xoya
biocuminapu BBaXKaroTbCA Konismu opuriHanbHux BN,
afie BOHM He € XiMIYHO iAEHTUYHMMM, TOMY HE MOXKYTb
OyTM aBTOMATUYHMMMK 3aMiHHUKamu TIBM Ta notpeby-
I0Tb NOAANbLINX KNiHIYHUX BUNpobyBaHb. B YKpaiHi Bu-
KOPUCTOBYIOTb Biocuminap iHdAiKcimaby — dpnammeric,
6iocuminap aganimymaba — xaipimos, AKi He npoge-
MOHCTPYBA/IM iCTOTHUX BiAMIHHOCTEN y TepaneBTUYHIl
edeKTMBHOCTI Ta 6e3neu; [3].

Anroputm Tepanii clOIA npeactaBneH Ha PUCYHKY
[3].

MporHo3. OIA 3 cUCTEMHMM MOYaTKOM 3aMMaE
ocobnmse cTaHoBMLLE cepen ycix BapiaHTiB HOIA. dPak-
Topamu HecnpuatTansoro nporHosy (ACR, 2011, 2013)
clOIA 6e3 aKTMBHOrO Cyr1060BOr0 CUHAPOMY € AKTMB-
Hi cMCTEMHI NposBM XBOpobM npoTarom 6 micAuis (ra-
psiYKa, BUCOKi NabopaTopHi MOKa3HWMKM), HeobxiaHicTb
BUKOPUCTAHHA cnuctemHux MKC; npu ctOIA 3 aKTUBHUM
Cyrno6oBMM CMHAPOMOM 6€3 aKTUBHMX CUCTEMHUX NPO-
ABIB — YParKeHHA Ky/blLOBMX cyrnobis Ta (abo) gecTpyk-
uis cyrnobis 3a gaHMMK PaioNOTNIYHOrO AOC/IAMKEHHS
(eposii cyrnoboBux NOBEPXOHb, 3BY*KEHHS Mi¥Kcyrnobo-
BMX WinuH) [1, 25, 27, 56].

3a gaHuMmu pisHUX aBTopis, clOIA B 11-42% Bunaa-
KiB MOXe MpOTiKaTM MOHOULMKAIYHO Ta 3aKiH4yBaTMCA
ony»aHHAM, y 1/3 xBopux (34%) Bia3HauyaeTbcA Noniyu-
KNiYHWI nepebir, YepesyBaHHA NepioAiB aKTUBHOrO Ta
HeaKTUBHOrO 3axBoptoBaHHA [1, 3, 6, 19, 25, 26 ].

Y 25-55% naujieHTiB pO3BMBAETLCA TAXKKUIA AECTPYK-
TUBHWI apTpuT, 6e3nepepBHO-PeLNAMBYIOYMIA Nepebir,
pPaHHA iHBanigM3auia gUTUHKU. € 4iTK, AKI HiIKoAK He ao-
caratoTb pemicii [1, 3, 6, 13].

3aranbHa cmepTHicTb npu clOIA cTtaHoBUTL Big 1%
80 4%, wo signosigae 2/3 Bcix BUNaaKis cmepTi cepes,
aitet 3 lOIA [1, 5, 6, 19, 25]. Petty, Cassidy JT. Ta cni-
BaBT. 3a3HayatoTb, WO LEeW NOKa3HWK HWHI y EBponi

CTaHOBUTb 1%, y MiBHIYHIK Amepuui — meHwe 0,5% [6,
13, 19, 25]. clOIA xapaKTepusyeTbCcA HaMBULLMM cepes,
ycix OIA pU3MKOM PO3BUTKY KUTTE3ArPO3HUX CTaHIB.
CAM, fK i paHille, 3a/IMWAETbCA CEPMAO3HMM i MOTEH-
LiMHO daTanbHMMm ycknagHeHHam ctOIA [1, 14, 25, 42,
52]. Kpim uporo, TpuBannin HEKOHTPO/IbOBaHMI Nepebir
clOIA morKe NpmM3BECTU A0 PO3BUTKY aminoigosy (20%)
[1,3,5,6,25].

BucHoBKuM:

1. fiarHoctuKa clOIA € ayke cknagHow, ocobimBo
KON Cyrno60BMi CUHAPOM BiACYTHIM abo BiACTPOYEHN
y yaci, abo cnabko BupaxkeHuit, abo € TibKKM apTpanrii,
a B KNiHIYHIN KapTUHI OMIHYIOTb FeKTUYHA IMXOMAHKa,
BMCWM Ta YPaxKeHHA BHYTPILLIHIX OpraHis.

2. OndepeHuianbHy aiarHoctuKy clOIA Tpeba npo-
BOAMTM 3 LLiNOK0 HU3KOMO 3aXBOPIOBAHb (OHKOremaTosno-
riYHa matonoria, cencuc, HakTepiaNbHUIA €HO0KAPAMT,
rocTpa peBMaTU4YHA JIMXOMaHKa, iHPeKLiNHI 3axBopto-
BaHHA — i€PCiHiO3, cafibMOHeNb0o3, XBopoba Jlaima, 60-
penios; 3anasibHi 3aXBOPIOBaHHA KULIEYHUKA — Hecne-
UM IYHMA BUPA3KOBUI KONIT, XxBopoba KpoHa; andysHi
3aXBOPIOBAHHA CMONYYHOI TKAHWHM TaKi, AK CUCTEMHUN
YepBOHUI BOBYAK, AEPMATOMNOMIMIO3NT, BY3/MKOBUM
noniapTepiit, xBopoba Kasacaki, cuctemHi Backynit1 Ta
iHLW.).

3. Ons piarHocTukm clOIA Tpeba BMKOpUCTaTU Kpu-
Tepii ILAR i AmaryTi. Kputepii AmaryTi He po3rnagatoTb
HaABHICTb apTpUTy 060B’A3KOBUM ANA AiarHOCTUKKM Ta
NikyBaHHA clOIA, wo pobuts Ui KpuTepii 6inbl YyTINBU-
MW, CNPUSAE PaHHIM Ta CBOEYACHIN AiarHOCTUL 3aXBOpto-
BaHHA Ta CBOEYACHOMY J1iIKYBAHHIO.

4. [ouinbHe npu3HayYeHHA arpecuBHOi Tepanii Ha
paHHix eTanax po3BuTKy clOIA moxke 3anobirtn possu-
TKY YCKNaZHEHb, MonepeanTy NporpecyBaHHA NaToso-
riyHoro npouecy Ta ¢opmyBaHHA Aedopmyroyoro ap-
TPUTY 3 PaHHbOIO IHBANIAM3ALLIEID ANTUHN.

5. 3HaHHA cyyacHoro ctaHy npobaemu ctOIA gono-
MOXYTb NliKapAM negiatpam, AUTAYUM PEBMATO/IOraM
Y PaHHI AiarHoCTMLi Ta CBOEYACHOMY MPU3HAYEHHIO
a[,eKBaTHOI MPOTUPEBMATUYHOI Tepanii, WO npu3Be-
Ae po 6inbw paHHbOI cTabinisauii npouecy Ta pemicii
XBopobu.

MepcnekTnBM NoganbLIMX AoCAiAXeHb. Bpaxosyto-
un, Wwo ctOIA € TAXKKOI NATONOTIE Y AiTeN, NNAHYETLCA
noganblue NornnbaeHe BUBYEHHS Liei npobnemu, ontu-
Mmi3auia anroputmy [LiarHOCTUKM Ta iHAMBIAYaNbHOro
nigxoay A0 NiKyBaHHA.
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IOBEHIIbHUM IA10NATUMHUIA APTPUT 3 CUCTEMHUM NOYATKOM: ETIONOTIA, MATOTEHE3, KNACUDIKA-
ulfa, KNIHIKA, AIATHOCTUKA, NIKYBAHHA. CYYACHI ACMEKTU. ornaa NITEPATYPU

KoHloweBcbKa A. A., Baiizep H. B., Tapan I. 4.

Pe3stome. CTaTTa NpPUCBAYEHA Cy4aCHOMY CTaHy NpPob6emMun HOBEHINIbHOTMO i4ioNaTUYHOrO apTPUTY 3 CUCTEMHUM
no4yatkom. 3pobaeHOo iICTOPUUHUIA EKCKYPC B YABEHHS NPO 3aXBOPHOBaHHA Ta Moro aediHiuii. NpeacrasneHo nite-
paTypHUIA OrnaA, Cy4acHOro ysiBeHHA Npo enigemionorito, eTionorito, natoreHes, Knacudikauito, nepebir, KAiHiKy
FOBEHIZIBHOIO i4i0NaTUYHOMO apTPUTY 3 CUCTEMHMM NoYaTKoM. MigKpecieHo, Wo HaNCcKNaL4HIWOoW € AiarHOCTMKa
FOBEHINIbHOTO iA4i0NAaTUYHOrO apTPUTY 3 CUCTEMHUM NOYATKOM, 0COBIMBO KOAM CYrnoboBMiA CUHAPOM BiACYTHIN abo
BiACTPOYEHMI Yy Yaci, abo cnabko BUpaXKeHUn, abo MOXKYTb BYTW apTparii, @ B KNiHIYHIN KapTUHI AOMIHYIOTb reKTny-
Ha IMXOMaHKa, BUCUN Ta YparKeHHA BHYTPILHIX opraHis. [peacTtaBneHi cydyacHi KpuTepii AiarHOCTUKM IOBEHINbHOTO
i4ioNaTMYHOro apTPUTY 3 CUCTEMHUM MOYATKOM.

MpoBeaeHa NOpiBHANbHA XapaKTepucTmKa Kputepiis ILAR i AmaryTi. KpuTepii AmaryTi He po3rnagatoTb HaABHICTb
apTpPUTYy 060B’A3KOBMM A5 AiarHOCTMKM Ta NiKyBaHHA OBEHIIbHOTO i4i0NaTUYHOIO apTPUTY 3 CUCTEMHUM NoYaT-
KOM, WO pobUTb Ui KpuTepii 6inbll YyTAMBUMM, CNPUSAE PaHHIN Ta CBOEYACHIM AiarHOCTULI 3aXBOPHOBaHHSA Ta CBOE-
YaCHOMY NliKyBaHHIO.

[ oKnagHO BUCBITNIEHO OCTaHHI AaHi WOA0 MOXK/IMBOCTI JiIKYyBaHHA 3aXBOPKOBAHHA: INTIOKOKOPTUKOCTEPOIAM, He-
CTepoigHi NnpoTusananbHi NpenapaTn, iMyHoAeNpPecaHTU, reHHOo-iHXeHepHi BionoriyHi npenapatu. Ocobausy yeary
NpUAINEHO Mi*KHapPOAHOMY [0CBiAY BUKOPUCTAHHA FeHHO-iHXeHepHMX BionoriyHMX npenapaTiB y NiKyBaHHI toBe-
HINBbHOTO iAiONAaTUYHOrO apTPUTY 3 CUCTEMHMM NOYATKOM: iHFibiTopy I/1-6 — TouMAnizymaby, iHribiTopam I/1-1 — aHa-
KiHpi, KaHaKimymaby, a npu HeedbeKTUBHOCTI iHribiTopis I/1-1, 1/1-6, IIOKOKOPTMKOCTEPOIAiB — PUTYKCiIMaby — xumep-
Hi MOHOK/OHaNbHI aHTUTINA 4o CD20+ (B nimdountn). O6roBopeHo nNepcnekTBM BUKOPUCTaHHSA iHribiTopis Jak y
nauieHTiB 3 peppakTepHUM OBEHINIbHUM iZiONaTUYHUM apPTPUTOM 3 CUCTEMHUM MOYATKOM.

JouinbHe Npu3HaAYeHHA arpecrBHOI Tepanii Ha PaHHIX eTanax PO3BUTKY OBEHINIbHOrO i4ioNaTUYHOrO apTPUTY 3
CUCTEMHMM NOYATKOM MOXKe 3aMnobirT po3BUTKY YCKAAAHEHb, MONepeaunTM NPOrpecyBaHHA NaToNOrYHOMO NpoLecy
Ta GopMyBaHHA AedOopPMYHYOro apTPUTY 3 PAHHBO iIHBANIAN3ALLIEID AUTUHMN.

3pobneHi BUCHOBKM, WO OBEHINIbHUI igionaTUYHUIA apTPUT 3 CUCTEMHUM MOYATKOM € TAMKKOK NaTosIorieto, Ta
notpebye NoAanbLWoro NorMnbeHoro BUBYEHHS L€l Npobiemn, onTUMI3aLLii anropuTmy AiarHOCTUKM Ta iHAMBIAY-
a/bHOrO Nigxoay A0 NiKyBaHHA.

KnwouoBsi cnosa: 0BEHINbHWUI igioNaTUYHMIA apTPUT 3 CUCTEMHUM MOYATKOM, AiTW, KNiHiKa, AiarHOCTUKA, NiKy-
BaHHA.

SYSTEMIC JUVENILE IDIOPATHIC ARTHRITIS: ETIOLOGY, PATHOGENESIS, CLASSIFICATION, CLINICS, DIAGNOSIS,
TREATMENT. MODERN ASPECTS. LITERATURE REVIEW

Koniushevska A. A., Vaizer N. V., Taran I. D.

Abstract. The article is devoted to the current state of the problem of Systemic Juvenile Idiopathic Arthritis. A
historical insight into the concept of the disease and its definitions is made. The literature review of the modern
concept of epidemiology, etiology, pathogenesis, classification, course, clinic of Systemic Juvenile Idiopathic Arthritis
is presented.

It is emphasized that the diagnosis of Systemic Juvenile Idiopathic Arthritis is the most difficult, especially when
the joint syndrome is absent or delayed, or mild, or may have arthralgia, and the clinical picture is dominated by
hectic fever, rash and internal organ damage.

The modern criteria for the diagnosis of Systemic Juvenile Idiopathic Arthritis are presented. A comparative
characterization of the ILAR and Yamaguchi criteria was performed. Yamaguchi’s criteria do not make arthritis
mandatory for the diagnosis and treatment of systemic juvenile idiopathic arthritis, which makes these criteria more
sensitive, facilitates early and timely diagnosis and timely treatment.
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The latest data on the possibility of treating the disease are highlighted in detail: glucocorticosteroids,
nonsteroidal anti-inflammatory drugs, immunosuppressants, genetically engineered biological drugs. Particular
attention is paid to international experience in the use of genetically engineered biological drugs in the treatment
of Systemic Juvenile Idiopathic Arthritis: IL-6 inhibitor — tocilizumab, IL-1 inhibitors — anakinra, canakimumab, and
in case of ineffectiveness of IL-6, IL-1, — rituximab — chimeric monoclonal antibodies to CD20 + (B lymphocytes). The
prospects for the use of Jak inhibitors in patients with refractory Systemic Juvenile Idiopathic Arthritis are discussed.

The appropriate appointment of aggressive therapy in the early stages of Systemic Juvenile Idiopathic Arthritis
can prevent complications, prevent the progression of the pathological process and the formation of deforming
arthritis with early disability of the child.

It is concluded that Systemic Juvenile Idiopathic Arthritis is a severe serious pathology in children and requires
further in-depth study of this problem, optimization of the diagnostic algorithm and individual approach to
treatment.

Key words: Systemic Juvenile Idiopathic Arthritis, children, clinic, diagnosis, treatment.
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