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IOBEHIJIbHU OEPMATOMIO3MT.
NPO WO BAPTO NAM’ATATHU
AOPOCJZIOMY PEBMATOJIOIY?

OG6rpyHTyBaHHs. [OBeHiIbHWI AepmaTomio3nT (KOAM) — Tsxke pigkicHe
rnporpecyrye CUCTEMHE 3aXBOPIOBAHHS ayTOIMYHHOIO reHe3y 3 nepeBax-
HUM ypaXKeHHsIM r1ornepeyHoCMyractx M’s3iB, LLKIpY Ta CYanNH MiKpoLumvp-
KYJISTOPHOro pycna, sike po3BMBaETLCS y AiTevi 40 16-piyHOro Biky, aie He-
3Baxkarouum Ha TSXKKICTb, CMePTHICTb Bia KO/IM 3Ha4YHO HuxXYa, HX y NaLieHTIB
Z0POCI0ro BiKY 3 A€PMAaTOMIO3UTOM/M0/1IMIO3UTOM, TAKOX MEHLLIOK BABI-
4i € iHBanign3adLis y nawuieHTiB AnTa4oro Biky. KOIM mae neBHi iMyHOs10ri4-
Hi Ta KJiHIYHI BiAMIHHOCTI PO3BUTKY Ta rnepeobiry y Aitevi nopiBHsIHO 3 0CO-
6amun gopocoro Biky. MeToau gocnipgXxeHHs. Ha nigcrasi nitepatypHux
JAaHux y CTatTi HaBeAEeHI Cy4yacHi ysIB/IEHHS LLOAO €TIoOorii Ta naTtoreHe-
3y, onvcaHi giarHocTnyHi kputepii IOAM; npoBeaeHe 3icTaBAEHHS KJTiHIY-
HUX Ta 1a00PaTOPHUX MPOSIBIB | YACTOTU iX BUSIBJIEHHS Y NaLiEHTIB ANTSIHO-
ro Ta Aopocsoro BiKy, MiaKpecsieHi OCHOBHI BIAMIHHOCTI AndepeHLiriHoT
AaiarHoctukn. HaBeaeHi yHigpikoBaHi TepaneBTuUyHi cTparTerii BiarioBigHO
Z10 pekoMeHaaLlivi MbXHapOoHUX peBMaToJIoriYyHux acoLialivi. BUCHOBKU.
BpaxoByro4v noToyHi TepaneBTudHi MOXJIMBOCTI, nauieHTv 3 lO4M ctaHo-
BUTUMYTb BCE Bi/IbLLY YACTKY Cepes nauieHTiB i3 3anaabHUMy Mio3uTamuy.
Lle o6rpyHTOBYE NOTPEOY Yy NOAANLLUNX AOCIAXKEHHIX MEHEAXMEHTY XBO-
pux i3 IOAM ans nokpalleHHs PiBHS HaAaHHS MeanyYHOI JOrnoMorv 1a Bif-

JZaneHnx Haciakis XBopoo.

BCTYN

fOBeHinbHUN pepmatomiodut (IOOAM) — Tax-
Ke pigkicHe nporpecyi4ye CUCTEMHE 3aXBOPKOBAH-
HS1 @yTOIMYHHOTrO r'eHedy 3 NepeBaXKHUM YPaXeHHSM
nonepeyHOCMyracTmx M’a3iB, LLKIpW Ta CYANH MiKpO-
LMPKYNSATOPHOIO pycna, ke pO3BUBAETLCS Y OiTEN Bi-
Kom go 16 pokis (CLUA no 18 p.) [1].

ENIAEMIOJIOrIA

3axBopioBaHicTb Ha KOM € ocTaTto4yHO He BU-
BYEHOI0 | KONMBaeTbes Bio, 2,2 0o 4,2 Ha 1 MnH giten,
3 AKX MeHLwwe 5% CTaHOBIATb BUNAAKN 3 YPAXKEHHAM
nuwe M’a3iB (NONiMio3nT), WO 3HAYHO MEHLUE, HiX
y LOPOCJIOMY BiLli, B IKOMY 3aXBOPIOBaHICTb y Cepes-
HboMYy cTaHoBUTb 20 Ha 1 000 000 HaceneHHs, a Yac-
ToTa noniomiosnTy carae 29-65% [2]. JemorpadiyHi
nocnimxeHHs, npoeeaeHi B CLUA [3], BigmiyatoTb eT-
HiYHi BIAMIHHOCTI 3aXBOPIOBAHOCTI, sIka € HANBINbLLIO
ONs AiTei eBponeoigHoi pacu Ta HaliMeHLLOoo A5 0cib
NaTMHOAMEPUKAHCBKOr0 NOXOMKEeHHSs. [owmnpeHicTb
IOOM Takox ayxe Hudbka — 4-6 Ha 100 Tuc. auTa-
4YOro HaCeNIeHHS | € 3HAYHO MEHLLIOID, HiX Taka aep-
MaTomiosnTy y gopocnux (30 Ha 100 Tnc.). 3aranom
xBopi Ha IOM cTaHoBNATL NULLe 7% cepen, yCix Bu-
nagkis 3ananbHux mionartin. KOJM po3BnBaeTLCS Hal-
yacTiwe y Aitein MonoaLworo Biky, NpU4oOMy BU3Haye-
HO ABa YMOBHi niku oebioTy OAM: y 3-5 Tay 7-9 pokis
BignosigHo. Ha BiamiHy Big, nopocnux, OAM Bigmiva-
I0Tb YacTiwe y gis4atok (2:1) [4], Biopi3HAETHCSA BiKO-
BUI PO3NOAIN y AOiTEN Pi3HOI cTaTi: cepeHin Bik Aia-

rHo3y KOM ctaHoBWUTb 6,7 poKy Yy AiB4aToK i 7,3 poky
y xsion4ukis [5]. B neBHUX perioHax (Hanpukniag, ocT-
piBHi Aep>xaBu, Taki sk BennkobputaHist) BUSIBNEHO e
OinbLU BUpaXeHi reHaepHi BigMiHHOCTI (5:1) [6]. MoB.i-
OOMISAETHLCS, WO CNiBBIOHOLWEHHSA AOiB4aTOK | XJ10M4mM-
KiB Npu paHHbOMY AeOI0Ti (0 3 pokiB) BiNbLU BUpaxe-
He (3,5:1 nopiBHaHO 3i cTapwoto rpynoto 1,4:1) [7].
Ane HeobOXigHO BiA3HAYUTU, LLLO NPOTArOM OCTaHHIX
LEecATUNITb, KONV BeOEeTbCHA aKTUBHE BMBYEHHS OM,
MOKAa3HMKMN 3aXBOPIOBAHOCTI, MOLLUMPEHOCTi Ta AEMO-
rpadiyHi xapakTepucTMKU LWOAO BiKy AebloTy Ta reH-
[EepHOro CniBBiAHOLLEHHS CYTTEBO He 3MiHuAucs [3].

Baxxnneo BigMiTUTK Te, WO CMEPTHICTb XBOPUX
Ha KOM 3HA4YHO HUMXYA, HIX Yy OOPOCHAMX MaLiEHTIB
3 1epMaToMio3nTOM/MoNIMIO3UTOM | CTAHOBUTb MEH-
we 3%, TakoX y NauiEHTIB OUTSYOro BiKy BOBIYi MEH-
woto € i inBaniansauis (0o 40%), Wo 3yMOBNIEHO yO0-
CKOHaJIeHHAM NigX0oA4iB A0 BUSIBIEHHS | NiKyBaHHS 3a-
XBOPIOBAHHSA B OCTaHHi poku [8, 9].

OCHOBM ETIONOrIT TA NATOEHE3Y

9K i BCi 3aXBOPIOBAHHS ayTOIMYHHOO reHesy, KO4M
HE Mag€ 4YiTKOro eTioNOri4YHOro YMHHUKA. He3axaoun
Ha YMCNEHHI NOBIAOMIEHHS NPO BUSIBNIEHHS METOA0M
eNeKTPOHHOI Mikpockonii BipyconoaibHnX 4acTUHOK
Yy M’30BUX BOJIOKHaxX xBopux Ha tOJM, ocTaTo4HO Moro
BipyCHa eTiosnorisi aHi CEPONOriYHNMMU, aHi BipyCONOriy-
HUMK MeTogaMu He niaTeepaxeHa [10]. 3aebinbLuo-
ro eKCnepTu BBaXalOTb iIHPEKLi (KOKCaki-BipyCK, eH-
TepoBipycu, CTPENTOKOKM, napBosipyc B19) Tpurep-
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HUMU YNHHMKAMU PO3BUTKY L€ ayTOIMYHHOI XBOPOOU
y nauieHta 3 NeBHO NeHETUYHOIO CXMIbHICTIO [11-—
20]. Cnig nigkpecnuTtn, Wo 3a3HaveHri Tpurepm OOAM
(Taxi 9k BipyCHi iHdekLUii Ta ynbTpadioneTose BMMNpPO-
MiHEHHS1, 0cOBOIMBO B perioHax, 6amx4mx 4o ekBaTo-
pa) TakoX BiApPi3HAIOTHLCS Bif, iHILLiOIOYNX YUHHUKIB Oep-
MaTomio3nTy y gopocnunx [16]. Kpim Toro, noBeneHo,
L0 PO3BUTOK iHDEKLIMHOIO CMHAPOMY B nepui 6 mic
B, Ae6IOTY 3aXBOPIOBAHHSA MiABULLYE PUSMK peLanB-
Horo nepe6iry KOAM [21]. B akocTi ogHOro 3 Tpurep-
Hux dakTopis OOM po3rnsaaeTbes i 3abpyAHEHHS Ha-
BKOMMLLHBLOIO cepenosmia [18, 19].

Y kpaiHax, ae BiabyBaeTbCs 3MiHa BCix ce30HiB (Po-
cia, CLUA), paHiwe (y 1980 p.) BigMiyeHa BECHAHO-
OCIHHS1 CE30HHICTb HAPOXKEHHS AiTeN, y AKUX 3rogom
possmBaeTbes OM, 4oro 3apas He BigMiyaloTb BHa-
cnigok rnobanbHoro notenniHHA [22]. Lo reHeTUYHUX
npeamkTopiB MiABULLEHOIO pU3nKy po3esuTtky KOAM
HanexaTtb HasBHicTb HLA DRB1*0301-DQA1*0501,
a Takox TNF-a -308A, PTP N22 R620W ta Gm 3, 23,
5,13 aneniB y ocib eBponeoigHoi pacu [23-26]. | Ha-
Bnaku, BuseneHHs DQA1* 01 ta DQA1 F25 moxHa pos-
rnagaTy 9K 3axucHUM GakTop, Y HOCIIB IKOro 3axBo-
PIOBAHHS 3a3BM4Yan He pPo3BMBAETbCH [24]. Bigomo
TakoX, L0 HaANYyacTIWNMU iIMyHOT€HETUYHUMUK Map-
kepamu KOOAM e noegHaHHsa HLABS8 i DR3, Toai sik ans
nonimMio3uTy, aCOLLINOBAHOIO 3 CUCTEMHUMM XBOpOba-
MW CMONYYHOT TKaHUHK, BiNbll XapakTepHe NoeaHaH-
Ha HLAB14 i B40 [26].

MposigHoto naHkoto natoreHedy IOJM € possu-
TOK MOPYLUEHb IMYHOJIOM4YHOT TONIEPaHTHOCTI Ta iMYHO-
onocepenkoBaHoi BackynonaTii cyanH apibHoro kani-
6py (puc. 1).

YTBOpEHHS
HEO0aHTUreHIB

MembpaHo-atakytouuii
KOMMNNEKC 0 EHAOTENIANbHOTO
QHTUTEHY 3 aHTUTINOM
1a C5-9-koMnoHeHTamm
KOMMNEMEHTY

R "

Bukug 6ionoriyHo-
AKTUBHWUX PEYOBUH
Ta LMTOKIHIB

PyiiHyBaHHs
Miodibpun

Hekpo3s
eHpoTenilo

Puc. 1. Y3aranbHeHa cxema natorexesy t04M

BusasneHHsa y kpoBi xBopux Ha tOOM nimdoum-
TiB, LLIO pearytoTb Ha aHTUIreHN CKENETHUX M’A3iB, a Ta-
KOX HasiBHICTb NiMdoumMTapHOi iHdiNnbTpauii B ypaxe-
HUX M’d3ax, CBi4aTb NPO MOXJIMBY YHaCTb Y NaTtoreHe-
3i XBOPOOU KNITMHHO-0MOCEPEKOBAHOI IMYHHOIT peakLlji.
JoseneHo, wo y GopMyBaHHI AECTPYKTMBHOIO BaCKy-
nity npu IOAM akTnBHY yyacte 6epyTb T-nimdoumnT-
xennepn-1, -2i-17, aki iHPINbTPYOTb M’A30BY TKAHWUHY,
CTUMYJIOIOTb JTOKQIbHUI CUHTES IHTENElKiHY-2 | dpakTo-
py Hekpo3y nyxnH (PHIM), wo iHiujioloTe CUCTEMHY 3a-
nanbHy Bignosiab [27].

B ocTaHHi poku ocobnuvBa yBara B4EHUX NpuUkyTa
L0 poni AeHOPUTHUX KITITUH Yy M’a3ax, SKi y BigNoBigb
Ha penikauilo BipyCHUX HYKIE€IHOBMX KUCNOT NPOAy-
KYIOTb iIHTEPDEPOH | TUNYy, WO 3yMOBIIOE rinepakTu-
BaLLil0 iIMYHOKOMMETEHTHUX KJITUH i PO3BUTKY ayTo-
iMyHHUX peakuin [28]. CborogHi NpoaoBXY€E BUBHATU-
Cs ponb NpupogHux Kinepis [29] B natoreHesi IOAM,
a Takox PTPN22 (BapiaHT R620W akoro nos’a3aHnii
3 NiABULLIEEHNM PU3NKOM PO3BUTKY XBOPOOU). 3a3Hade-
Hi OCATHEHHS 3yMOBUN CNPOOU BUKOPUCTAHHS 3 fli-
KyBasIbHOIO MeTolo 61oKkaTopiB iHTEPdEPOHIB Ta MO-
nekyn, ski 3aaTHi 610KyBaTy rinepakTmBauiio Makpoda-
riB Ta NPUPOLHUX KiNepis, y TOMY YACAI CiaflOBMICHUI
iMyHOrnobyniHonoaidoHuin nektuH-1 (Siglec-1) [30].
Cyril Gitiaux npunyckae, Wo MigBULLLEHHS PiBHS iH-
TepdepoHy y xBopux Ha KOOAM Ta edpekTUBHICTb Big-
MOBIAHOT Tepanii MOXyTb ONOCEepPeaKOBaHO NiaTBep-
L>KyBaTW POJib BiPYCHUX iHDEKLINM K TpUrepis po3Bun-
Ty HOOM [31].

HeyTo4HEHOI0 3annwaeTbesa poab B-nimpounTis
y naToreHeai gaHoi xeopobu. OcKiNbkn BOHW YTBOPIO-
I0TbCSl B KICTKOBOMY MO3KY MPOTArOM YCbOrO XWUTTS
NIOANHN | 6epyTb y4acTb Y GOpPMYBaHHI Ta niaTpUM-
Li a0anTUBHOIO iIMyHITETY, aedekT B-kniTnHHOI TONE-
PaHTHOCTI NPM3BOANTb A0 CUHTE3Y ayTOaHTUTIN, AKi iH-
OYKYIOTb PO3BUTOK 3ananeHHs i HACTYMHY AEeCTPYKL,i0
TKaHWH. OKpiM LbOro, NopyLUeHHs B-KNiTMHHOT KOCTU-
mynauii T-nimdoumTis Biirpae GyHOoaMeHTanbHy posb
Yy PO3BUTKY PaHHiX cTafi ayToiMyHHOI Bignosiai [32].

BuaHavanbHy ponby GOpMyBaHHI 9K ryMOpasibHUX,
Tak i KNITMHHMX ayTOIMYHHUX peakuin npn KOOM mae
asuwe mikpoximepnamy [33]. OCKinbkn y AEAKMX XBO-
puX y CTIHKax BHYTPILUHbOM’A30BUX CYOMH BUSIBIIEHI
BiAKNAAEHHS iMyHOrNOOYNiHIB, NpunyLeHa HasiBHICTb
cneundivyHnX ayTopeakTUBHUX aHTUTIN.

MopanbLwi AOCNIOKEHHS MoKa3anun, Wo NpoayKLis
Mio3nTCcneundiyHMX ayToOaHTUTIN KOPENIOE 3 HOCIN-
CTBOM NeBHUX HLA-aHTureHiB, xapaktepHux ans tOAM.

ICHYIOTb YMCNEHHI OOCHIAXEHHS, SKi 4O3BONSAIOTb
BUSIBUTW POJIb MEBHUX ayTOAHTUTIN y po3BuTky tOAM
(Tabn.1) [34].

Tak, aHTUCUHTETa3Hi aHTuTINa (aHTU-ARS), MilleH-
HIO WOO0 SKUX € uUTONIasmMaTnyHi TpaHcnopTHi PHK-
CUHTETasu, BigMivatoTb pigwe y giten 3 lOAM, gk i aH-
TUTINa 0o aaepHux renikas (aHTn-Mi-2-aytoaHTuTina),
AKi BUSIBASIOTb NPU BUPAKEHUX LLKIPHUX | MOMIpHUX
M’A30BUX nposiBax. Bigomo, 1o GinbLu Hix y 25% no-
pocnux i3 3anasnbHOK MionaTiel BuUaBneHHa TIF1-y
i aHTN-NXP-2 NoB’a3aHi 3 BUHUKHEHHSAM 37101KICHOI MyX-
NvHM npoTtarom poky [35]. Y Ton xe yac aHTn-TIF1-y
(p 155/140) ayToaHTuUTING, SKi Y AOPOCNNX BUSBNSIOTb
npu napaHeonnacTM4HMX aepmaromMiosnTax, Bigmiya-
I0Tb B AMTSIHOMY BiLli YaCTilLe Ta aCoLii0BaHi 3 PO3BUT-
KOM Heonnasin 3Ha4yHo nisHiwe nebioty OAM, BXe
y popocnomy Biuj [35]. Y aiTel snoHCbKOro noxXoaxXeH-
HS YacToTa BUSIBJIEHHS aHTUTIN OO FreHa MenaHoMun
MDA-5 npw IOOM csrae 28% [36—-38] nopisHsiHO 3 6%
y KpaiHax 3axigHoro cBiTy [39]. Y aiteit Bikom oo 5 po-
KiB ayTOaHTUTINA 40 SAEPHUX MATPUKCHUX BiNKiB (aHTU-
MJ (p 140)-aBTOaHTUTINIA) YACTO aCOLLIMOBaHI 3 KanbLy-
HO30M Ta PO3BUTKOM TSXKKUX OECTPYKTUBHUX YPaKEHb
LLTYHKOBO-KMLLIKOBOIO TPaKTy 3 KpoBoTedamu [40, 41].
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TaOnuus 1
YacToTa BUSIBNIEHHS ayTOAHTUTIN y XxBopux Ha FO[IM Ta popocnux 3 sepmatomiosutom/nonimiosutom [34]
AyToaHTuTINO AHTUreHU-MilleHi Kniniyni acouiauii %y piteit %
y AOPOCHNX
3aranom 65 80
AHTUCUHTETA3HI LiutonnaamatunyHi TpaHCNOPTHI  AHTUCWUHTETA3HMIA CUHAPOM <3 20-40
(aHTn-ARS, Jo1) PHK-cuHTeTasn y cTapwomy Bili 20 90% npu aHTUCMHTETA3HOMY
CUHLAPOMI
AnTn-Mi-2 flnepHi renikasu LLIKipHi i nOMipHi M’A30Bi ypaxeHHs 5-10 10-50
AHTn-SRP CurHanpo3nisHaBanbHi gingHku  lonimio3ut, rinepdepmentemis, HekpoTuay- <1 2
l04a mionaris, TAXKMiA febioT
AHTN-ARS Awmitokucnotn TPHK TsXKe LWKIipHE YpaXeHHs, WBKaka nporpecis 2 20-30
AHTN-SAE Y6ikBiTMHNOAIOHI @H3UMU LLIKipHi nposiBu <1 5
AnTn-TIF1-y TpaHCKpUNLLiAHWIA BHYTPILL- ®oToceHcubini3aLlisi, WKipHi Nposieu, fino- 18-30 7-21
(p 155/140) Hill pakTop anctpodii
HoBoyTBOpEHHS
NXP2/aHtu-MJ AnepHi MaTpukcHi 6inku KanbumnHo3 15-20 1,6-17
(p 140)
AHTU-MDAS AcouiitoBaHi 3 reHoM MenaHo-  [porpecytoye ypaxeHHs nereHb y gopocanx  7—38 1-33
(CADM-140) mu PHK-renikasu
AuTn-HMCGR 3-rigpokcu-3- 3acTocyBaHHs CTaTUHIB, TAXKWIA nepe6ir 1 6-70
METUATYTapUIKOEH3UM
A-pepykTasa
Autn-Cni1A Jedocdopunasu, Hykneosnn — BupaxeHna cnabkictb 11-35 4-21

MoHOpocdar

3aranom BuUsBNAEHHA ayToaHTuTin npm tOAM Big-
MivaloTb piglle, NpoTe BOHO acouiioBaHe 3 GinblLu
TPpMBaANUM i TAXKUM nepebirom 3axBOploBaH-
HA [42, 43]. Byab-aKi TUNW ayTOAHTUTIN BUSBASIOTb
npu KOAM npoTarom ycboro nepiofy CrioCTEPEXXEH-
HS1 HE B YCiX XBOPMUX, L0 CYTTEBO OOMEXYE iX AiarHoc-
TUYHE 3Ha4YeHHs. Y nauieHTiB 3 He3BNYANHUM Nepe-
6irom xBOpobU PEKOMEHYETLCS BU3HAYEHHS TaKOX
Mio3nTtacouiioBaHux aHTUTIN (aHTU-PmScl, aHTn-
U1-RNP, aHtn-La (SSB), aHTn-Ro (SSA) Ta aHTu-
Sm), Wwo mMoxe 6yTn KOPUCHUM AN YTOYHEHHS Ai-
arHody y BMnagkax 3 nepexpecHMMn CUMHAPOMaMu.
Y 80% Bunagkis y cmposaTui kposi aiten 3 OM pee-
CTPYIOTb aHTUHYKJIeapHi aHTuTina [44], wo moxe no-
SICHIOBATU iX CXWUJIbHICTb 40 PO3BUTKY NONIBAIEHTHUX
ayTOIMYHHUX peakLin.

3a3HayeHe Npu3BOANTb A0 BULLOI 4aCcTOTU BU-
SIBNIEHHS HEPEBMATUYHMX ayTOIMYHHUX XBOPOO y na-

uieHTiB 3 KOOAM, aki He 3aBXau CBOEYACHO BUSABNS-
I0Tb. 3 0gHOro 60Ky, Lue Moxe 6yTN 3yMOBJIEHO TUM,
L0 iX CUMATOMM MACKYIOTbCS NpU3HaveHoto npm tOAM
iMYHOCYNpPEeCMBHOIO Ta NpoTuU3anajibHO Teparni-
€to [45, 46], 3 iHLLOr0 — MHOXMHHI ayTOIMYHHi 3aXBO-
PIOBaHHS € XapakTePHMM NPOSIBOM YACIEHHNX CUHOPO-
MiB NOPYLUEHHS iIMyHHOI perynsauii (myTauii B reHi AIRE,
rannoHepocTtaTHicTb CTLA-4 a6o LRBA Ta nocuneHHs
dyHKuii Stat3 Towo) [47]. MpocnekTUBHWIA aHani3 Ko-
ropTv 3 590 naujeHTis peectpy tOAM B antauin nikapHi
imeHi X. Jlypi y Yukaro, CLLA, npoaemMoHCTpyBaB, LWo
4yacToTa MHOXWHHOIO ayToiMyHITEeTY 6€3 ypaxyBaHHS
overlap-CMHOPOMIB 3 IHLUVMMM PEBMATUYHUMU XBOPO-
6amun ctaHoBuna 8,7%, HayacTiLLMMK cepen, peLuTi
BUSIBNEHUX Yy NauieHTiB 3 O M ayToiMyHHMX 3aXBOpPIO-
BaHb OynM BiTUNIro, Leniakia Ta Tupeoignt [46]. Y3a-
rasibHeHi OCHOBHI naToreHeTn4Hi nposieu OM npea-
CTaBJieHi Ha puc. 2.

BiaknaneHHs cnonyyHoi TKaHHK
B EHOMI3ii Ta nepumiii

TLR3 ak wo iHi
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Puc. 2. ImyHonatorenes I0IM 3a Q. Wu et al. (2017) [34]
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norngan HA NPOBNEMY
NATOMOP®OJIOrIA

licTonoriyHe nocnigyxeHHs 6ionTaTiB M'A3iB Ha nep-
LIMX eTanax Mio3nTy A03BOJISIE BUSIBUTM iX iHDINbTpa-
Lito nimpounTamm, 03HaKkm BaCKysiTy, Bakyoi3aLio
eHpoTenito, TPoM603un, AINSAHKN HEKPO3Y M’A30BUX
BOJIOKOH, HabpsK, rinepnnasiio, NocuneHHsa garoum-
TO3Y 3pYyMHOBaAHUX MIOLUMTIB | pereHepaLito M'a30BUX
@ibpun. PiBpo3 Ta XMPOBY iHPINbTPALL0 BigMivaloTh
npwv NPOBeAEHHI AoCNioXeHHs B BiNbLU Mi3HIX cTadisax
xBopoOu. MNMpoTe gocnigxeHHs GionTaTiB WkKipwn, Ha-
BiTb B HEYPaXEHMUX OiNSHKaX, TaKOX MOXE XapakTe-
pr3yBaTUCA BACKyNiTOM Y Pi3HMX CTaLigx NOro pos-
BUTKY. Came BMpaxeHiCcTb BaCKyniTy BigpisHae OAM
BiO, 4EPMATOMIO3UTY Y AOPOCAUX i OO3BOMSE Bigo-
KPEMUTU rOCTPUA NPOLEC (3 HasBHICTIO iIHINbTPaLLi
TCDA45RA+-nimpoumtamun, CXCL13 Ta 3a3Ha4EHUMU
3MiHaMW CyauH) Bi, XPOHIYHOIO YPaXKeHHS (KOsn BiAMi-
YaloTb 3MEHLLIEHHS KifIbKOCTi Kaninspis, aeuLLa Gidbpo-
3y, M’a308Bi iHdapkTn) [48-50]. Came TOMY y BUNag-
Kax Ni3HbOi NPOBAEMHOT ANPEPEHLINHOT AjarHOCTUKN
B AUTSIMOMY BiLLi 36epiraeTbCsa CEHC BUKOPUCTaHHS Oi-
oncii Wkipn ons yTOYHEHHS aiarHo3y abo TakTUKK No-
[anbLUOro slikyBaHHS.

OCOBJIUBOCTI
KJIIHIYHOT KAPTUHU IOAM

KniHiyHi o3Hakn i cumntommn KOM, Ak i Bcix cuc-
TEMHUX 3aXBOPIOBAHb CMOJTYYHOI TKAHUHW, pi3HOMa-
HiTHI. [loci giarHocTuka XxBopobu r'pyHTYETbCH 30e-
BinbWworo Ha peaynbTatax KiiHiYHOro Ta nabopa-
TOpHOro obcrtexeHHs. 3a gpaHumun Patwardhan ta
cnisaBToOpiB giarHo3 IOJAM moxe 3aTpumyBaTucs
Malixe Ha niB poky (Tak, Bik Ae6lTy CTAaHOBUTb B Ce-
peoHbomy 81,97+46,63 mic, ToAi 9K BiK AiarHosy
87,97+45,9 mic) [51]. Mpuryomy y aiten MoNoaLwoi Bi-
KOBOI rpynu TpMBanicTb 3aTPUMKN AiarHo3y Lie Binb-
wa (5,6 mic npotn 4,5 mic BignoeigHo) [52]. besymos-
HO, Ni3Hille ajarHoCTyTbcs Oinblu nerki Gopmu 3a-
XBOptoBaHHs [53].

KniHiyHa kapTuHa KOAM mMoxe iCTOTHO BapitoBaTtu
3anexHo Bif, BapiaHTy noro aebioTy. HayacTiwmnmmn
ckapramu B 0e610Ti XxBopobu y fiTen € 6inb y m’a3ax
(18%); cnabkictb (82,1%); NOPYLLUEHHSA XO4N; NOPY-
weHHSA koBTaHHA (10,3%); ancToHia (14%); sucun
(82% — renioTponHuin, 56,4% — mManspHuii), BUHMKA-
I0Tb peakuii @oTouyTnmBocTi (7,7%), opanbHi BUpas-
Ku (2,6%), apTtpanrii (18%) abo aptput (12,8 %) [54].
lMpoTe € geski ckapru, Ski He BiAMIYaloTb Y 4OPOCAUX
XBOPUX, HANpuKnag, 3p0CTaHHS YacTOTY pecnipaTop-
HMX 3aXBOPIOBaHb. TAKOX Yy AUTAYOMY BiLli YacTille BU-
SBNSIIOTb FOCTPUI NOYATOK 3aXBOPIOBAHHS 3 JIMXOMaH-
KO0, BUpaXeHM 60/1bOBMM COMaTUYHUM CUHAPOMOM
Ta 3MeHLWeHHAaM Macu Tina [34, 54]. Jluwe B oanHNY-
HUX BUNagKax, Ha BigMiHYy Big, gopocnux, npun IOOM
B ne6toTi BiaMivaloTb cuHapom PeinHo.

MpoBigHMM Y KniHiYHIN kapTuHi KOOAM € mionatuy-
HWVi cuHapoM. BiH cknagaeTbea 3 Mianrii, 601040CTi
Ta 3MiHM KOHCUCTeHL,i M’a3iB Npuy nanbnaii, M’a30BOi
cnabkocTi [55, 56]. Y noganbwomMy y OitTei WBMOKO
PO3BMBAETLCSA rinOTPOQdia M’ a3iB.

M’a30Ba cnabkicTb 3ymMOBNiEHA HEAOCTATHICTIO
CKOPOTANBOI PYHKLITM’A3iB | € HANYACTILLMM NepLUnM
NPOsIBOM MiOMAaTUYHOrO CUHAPOMY Yy AiTen. BoHa xa-
pakTepunsyeTbCsa 3HA4YHUM OOMEXEHHAM CaMOCTil-
HUX PYXiB: AUTNHA HE MOXE CaMOCTIHO BCTATW, CiCTH,
MiOHATV HOTY HA CXOAMHKY, YTPUMYBATU AKUIACH Npes.-
MeT y pyui, po3dicyBaTucs, ogartucs 6e3 oonomo-
rn Towo. NpobnemMoto BUSBIEHHS M’A30BOI clabkoc-
Ti 'y AiTen MONOALWOro Biky € BiACYTHICTb MOX/IMBOCTI
CaMOCTIHO NOCKaPXUTUCS, YacTo BGaTbky TpUBaNUi
yac HernpaBWIbHO TPaKTYIOTb CUMMNTOMMU, BBAXalOTb
OVTUHY JTIHWBOIO, TUXOIO (OUTUHA CUOUTb, HE FPAaE B ak-
TUBHI irpn) abo HaAMIPHO akTUBHOIO (BHACIAOK YOro
anTuHa napae). NocTtynoBo MOXe PO3BUHYTUCS ypa-
XXEHHA M’A3IB LWNT, NPU AKOMY OiTU HE MOXYTb HaBiTb
yTPUMYyBaTW rOfIOBY, 3 NpMBOAY YOro 6aTbkn 3BepTa-
I0TbCS A0 NikapiB-HEBPONOriB. 3any4eHHs [0 NnpoLecy
M’a3iB FOTKM NPU3BOAUTL A0 agucdarii, KONy BUHMKaE
nonepxyBaHHSA Mif, Yac KOBTAHHSA, 3aTikaHHA Xi B HO-
COBY MOPOXHMHY, acripauid. YpaxeHHs M’a3iB ropTaHi
BUKJINKAE ANCPOHIIO 3 NYrHABUM BIATIHKOM rofiocy Ta
OXPUMNJICTIO, AKY TaKOX 4aCTO BBaXalOTb MPOSBOM XPO-
HIYHOI NaToNorii HOCOrNOTKU. HanBaXK4nMm Npm ypaxkeH-
Hi CKENEeTHNX M’A3iB € YpaxXeHHS MiXXpebepHUX M’a3iB
Ta giadparmMmu, 9ke NPrU3BoAnTb 00 SMEHLLUEHHS XUT-
TEBOI EMHOCTI JIEFEHb | PO3BUTKY BTOPUHHUX YCKaa-
HeHb 3 6OKY OpraHiB AMXaHHS 3anafibHOro XapakTepy,
BHAC/IQOK YOro AiTW CNOCTEPIralTbCs TPUBAIO NyJib-
MOHonoramm abo imyHonoramm 3 Nnpueoay peuvams-
HUX MHEBMOHIN.

KniHiyHi 03HaKn, NOB’A3aHi 3 CUCTEMHUMM BaC-
KyfnonaTtiaMmu, € ueHTpanbHuMu y giarHoctuui O4M.
Mpw IOOM LwKipHWi cUHAPOM Yy BUINSAI [epMaTuTy
Ha BIOKPUTUX YacTUHAX Tina € LOCUTb YaCTUM CUMIMTO-
MoMm. Eputema npu KOM HanyacTiwe nokanidyetbes
Ha 0061144 MiXk BEPXHBOIO MOBIKOK Ta OPOBOIO, HACTO
rnoeaHaHa 3 HabpPsIKOM HaBKOJ0 o4eli. Taki LLKIpHi 3MiHN
BiOPI3HAIOTHCS 3HAYHOIO CTINKICTIO, CUHIOLUIHMM BIATiH-
KOM, MOXYTb CYNPOBOAXKYBATUCS NYLLEHHAM | cBEpOe-
xeM [57]. lHoaj aepmaTnT Mae CKBaMO3HUIN XapakTep
i Haragye aToniyHniA aepmatuTt, cebopeto abo ncopi-
as, yepes WO NaLieHT MOXYTb TPMBao 3aTprumyBa-
TUCSA NI, CMOCTEPEXEHHAM ONTAYUX anepronorie Ta
nepmaronoris. Bucun npm KO M moxe nouvproBatmucs
Ha LU0 | FPYOHY KNITKY, BEPXHIO YaCTUHY CMVHW | BEPX-
Hi KiHLiBKN, XUBIT. [lyxe xapakTepHi eputema dione-
TOBOIO KOJIbOPY Ha PO3rMHANIbHNX MOBEPXHAX BEPXHIX
KIHLIBOK Yy BUr NS4 LUMPOKOT CMYru, [epeBOBUAHE NiBe-
0o, nepndepunyHi HabpPsKM KUCTEel Ta CTorM, No4YepPBO-
HiIHHS1 HABKOJIOHIrTbOBMX BaNNKIB Ta CUMATOM [TOTTPO-
Ha. Bucuny giteii moxe 6yt noniMopdHUM: BOgHOYAC
Ha LLUKIpi € pi3Hi eneMeHTn Ta BOrH1LLA rino- i rinepnir-
MeHTauji (nonkinogepmis). Moxnuei BorHuuesa abo
ToTanbHa anoneuia Ta ANCTPOdIYHE YPaKEHHS HIrTiB.
BcTaHOBMEHO, WO NOYATOK BUCUMY Ta MIO3UTY MOXE
6yt HeogHo4vacHUM npu KOAM [58]. OcTaHHi poboTn
CBig4aTb NPO MOXMBICTb LLUKIPHOMO YpaxeHHs y 17,9%
B 0e610Ti 3i WKipHUMK nposiBamn 6e3 M’A30B0i cnab-
KOCTi [3]. BBaxkaeTbCH, L0 i30/1bOBAHE YM Nepenyoye
LKipHe ypaxkeHHs npu KOOM 6inbLue npytamaHHe 0co-
6am agincbkoi nonynsauji. POrHOCTUYHI YMHHUKM NMPO-
rpecyBaHHsa amionaTtunyHoro KOAM noci YiTko He ineH-
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TngikosaHi. JocnigHnkamu BigMiyeHo, wo y 42,86%
BUNAAKIB i30/1bOBAHOIO LUKIPHOIO YPAXEHHS MOXYTb
nNpoTAroM TpmBanoro vacy (6inbwe 10 pokiB cnocrte-
PEXEHHS) HE PO3BMBATUCA M’A30BE YPaXXeHHS YK Nif-
BULLLEHHS aKTUBHOCTI ¢epMEHTIB Mionidy B CMpoBaTt-
ui kpoBi [59].

MatorHomoHivHnm gnsa tOOM € Take cneundivyHe
YPaXeHHs, 9K NOsiBa KaJlbUMHATIB y M’s13ax. $lIk npaBu-
110, KanbUMHATUN BUABASIOTb Y OiINSHLI HUKHIX KiHLIBOK
(NMMTKOBI M’A3K, cTerHa), B MicLSIX rocTPoT abo XpOHiy-
HOI TpaBMaTn3auji M’a3iB (Ha NiKTAX, KOMiHaX, Nanbusx),
B MiCLAX BHYTPILLHbOM A30BUX iH’ €KL (Ha CigHWN-
usx) [60]. dopmMyBaHHS MHOXUHHUX KasbLMHaTIB A0-
[ATKOBO YCKNAAHIOE PYXU ANTUHU Ta MOXE CYMpPOBO-
[DKYBaTUCS YTBOPEHHSAM HOPULb, 3 MPUBOAY AKNX MPO-
BOAATBCS HEOAHOPA30BIi XiPYPriyHi BTPYYaHHS.

YpaxeHHsi cyrniobis y xsopux Ha FOOM xapaktepu-
3YETHCH PO3BUTKOM HELECTPYKTUBHUX aPTPUTIB, Ha-
yacTiwe opibHMX cyrnobis, 3i LUBUAKMM HGOPMYBaAHHAM
CYXOXWJIKOBO-M’A30BUX KOHTpaKTyp [61].

YpaxkeHHs BHYTPiLWLHiX opraHis npu OOM Busens-
I0Tb pigLe, HiXX NPU iHWKX PEBMAaTUYHUX XBOPOOaXx.

YpakeHHs1 nereHb Moxe NPosiBASTUCS Y BUTNSAi ro-
CTPOro Andy3HOro afbBEONITY, IHTEPCTULLIANIBHOIO Ne-
reHeBoro ¢ibpo3sy, ekcnipaTopHOi 3aanLLKK Npu ypa-
XXEHHI giadparmMmanbHux M’ sa3iB, BTOPUMHHUX HECneumn-
®iYHNX MHEBMOHIN. YpaXXeHHs fiereHb € OCHOBHOIO
NPUYMHOLIO neTtansHOCTI npy KOOM [62, 63].

YpaxeHHs1 cepus MOXyTb MaTU Pi3HUI XxapakTep —
BiJ, CHYCOBOI TaxikapAii 40 TSXKOro MiokapanuTy 3 ypa-
XEHHAM MPOBIAHOT CUCTEMU Cepus, NOPYLUEHHAMU
pUTMY i 3aCTIHOKO CEPLLEBOIO HEAOCTATHICTIO [64].

CyauvHHI MopyLIEeHHS BiA3HA4YalTbCs NMPakTUYHO
Yy KOXXHOro xsoporo Ha KOAM, npoTe B pi3HOMY CcTyne-
Hi, NpeacTaBneHi kaninsapuTamMmm OI0Hb, CITYHACTUM Ji-
Beo abo iHdapKkTamu HIrTboBOro noxa. FeHepaniso-
BaHe YPaXXeHHs CyOMH XxapakTepHe ONn4 OiTen OOLWKiNb-
HOrO BiKY, HaCTO CYNpPOBOAKYETLCS 60IEM B ypaXKEHMNX
30Hax, HEKpPO3amMu, BUPA3KOBUMMU i THIMHUMK NpoLe-
camu [65].

YpakeHHs1 HpOK BUSIBASIIOTb PIAKO, iX MPOSABU KO-
BalOTbCH BiJ, MPOTEIHYPIi 4,0 HEDPOTUYHOIrO CUHAPOMY
i rOCTPOIi HNPKOBOT HEQOCTATHOCTI [66, 67].

YpaxxeHHs1 HepBOBOI cuCTEMM BIAMIYAIOTb YaCTille,
nepeBaxHO y BUrNaai NONiHEBPUTIB, 3piaka — eHue-
daniTie i3 Cy4OMHUMU CUHOPOMAaMMU | BOTHULLEBOIO He-
BPOJIOMiYHOO cUMNTOMaTUKO [68].

YpaxeHHs opraHis TpaBJieHHs Ha4acTille NPosAB-
NFETHCS MOPYLLUEHHAM MOTOPUKK CTPaBOXOQy 3 O3Ha-
Kamu gmucoarii, pigwe (Npy CUCTEMHOMY BaCKyiTi)
po3BMBalOTLCA NepdopaLis KNWEYHMKY, LLTYHKOBO-
KMLLKOBI KPOBOTENI i XXnpoBui renatos [69].

YpaxeHHs1 cnm3oBux 060/I0HOK BiAMIYAIOTb Y BCiX
xBopux Ha KOM, HanyacTille po3BMBaOTLCH CNeLumn-
@IYHWI MHFIBIT, piaLLe — KOH’IOHKTUBIT, HAbpSsK nigHe-
OiHHS i rONOCOBUX 3B’A30K, L0 NPU3BOANTL A0 ANCHO-
Hii, MOXYTb BUHMKATW BYbBITU | puHiTK [70].

Y pasi Bucokoi aktuHocTi KOM Big3HavyaeTbes
nimoonposigpepatnBHNY CUHOPOM.

Cumntomatuka i nepebir IOOM BigpisHAOTbLCS
BiZL 4epMaToMiO3nTY y LOPOCANX NALEHTIB, 30Kpema,
3a/Tly4EeHHSIM OANCTaNIbHUX M’A3iB KiHLIBOK, LLO Xapak-

norngan HA NPOBNEMY

TEePHO ANg AiTeN MONOALWOro Biky Mpu TSXKOMY ne-
pebiry x8opobu; BinbLL BUCOKOK HYacTOTO PO3BUTKY
TAXKKOr0 KanbUUHO3Y; 4aCTUM POPMYBAHHSM CTINKUX
CYXOXWUITbHO-M’I30BMX KOHTPAKTYP; BiACYTHICTIO aco-
uiauii 3 HeonnacTUYHMM Npouecom (Tabn. 2).

Tab6n. 2

BigmiHHoCTi cnekTpy KniHiyHux nposeie OJM Ta aepmaTtomio3uty
y Bopocnux [67, 73, 74]

YacToTa BUSBJIEHHS KNiHIYHOrO CUMNTOMY

Kniniynnii Llepmatomio3aut
CUMNTOM IOAM (%) (3a C.M.
Pearson) (%)
Jinxomarka 16-39,3
YpaxeHHs m’a3iB 100 100
Cnabkictb 92-95 100
Binb 25 49
Atpodii 34,2 53
YpaxeHHs cyrnobie ~ 23-64 32
(apTpwuT 6)
KonTtpaktypu 9 32
YpaxeHHs wkipn 70-94 40
YpaxeHHs cnu3oBux 6
000510HOK
KanbunHos 30-40 (>MM, >acdpukaHcbkoro 10-20
NOXOAXEHHS)
YpaxeHHs nereHb 5-50 80
IHcTepcTMLianbHe ypaxeHHs 3,8
YpaxeHHs cepueso- 32,8 3a JaHUMM iHCTPYMEH- 20-50
CYAVHHOI cucTeMn TabHUX BOCNIAXeHb (BIPOrigHO
pigwe apTepianbHa rinepTensia)
CuHapom PeitHo 9.1 21
Backynit 2,6
[acTpoiHTecTMHanbHi  5-37 49
YpaxXeHHs!

Baxnneum gnsg po3yMiHHSA BIAMIHHOCTI KJTiHIYHNX
nposigie npu KOAM Big nepmMmaTomMio3nTy y AOPOCINX
NnavLieHTiB € 4YaCTUN PO3BUTOK OKPEMUX YCKNaOeHb:
3aTPUMKM PISNYHOro PO3BUTKY SIK 32 MACOI0 Tina, Tak
i 32 NiHINHKMM POCTOM, BiNbLL YaCTUIA PO3BUTOK IHTEP-
CTULianbHOI XBOPOOW NIereHb; HAbpskiB, BUNAAiHHA BO-
Nlo0CCH, NOPYLLUEHHS CepL.eBOi NPOBIAHOCTI, 3HUXEH-
HS1 LLITIbHOCTI KiCTKOBOI TKaHWHW; ninoamnctpodii [59,
67,71,72].

9K i y 4OPOCNUX NaUiEHTIB, NepLUIMM Ta CTaHOapT-
HYM KPOKOM [jarHOCTUKU € JOCHIOXEHHS aKTUBHOCTI
M’130BUX PEPMEHTIB Y CUPOBATLL KPOBI.

Ockinbku po3sutok KOAM y gitein MonoaLwoi Biko-
BOi rpynu BiAOYBA€ETLCA HA TNi NepeBaxaHHs Hecne-
umMdiyHOT iIMyHHOI Bignosiaj Ta nia 6inbLUMM BMIMBOM
reHeTUYHUX YYHHUKIB, 3aKOHOMIPHO, LLLO Nepebir XBO-
pobu y aiTe MonoaLworo Biky MaTuMme 0Cob/IMBOCTI.

PeTpocnexkTtnBHuM gocnigxeHHam Sarah Tansleya
and Lucy R. Wedderburnc [34] noka3aHo, L0 ocobnn-
BocTtamu OOM y pitein monoaLworo Biky 6yno nepe-
Ba)XaHHS OiBY4aTOK, BiACYTHICTb CE30HHOCTI Oe0loTy,
OiNbll YacTUI NNXOMaHKOBUIA CUMHOPOM (73% npoTu
35% y piten Bikom cTapLle 3 pokiB Ha MOMeEHT aebto-
Ty), MarXxe BABidi BMLLA YaCcTOTa POOMHHOIO aHaMHe-
3y, O OOTAXEHMIN ayTOIMYHHOK NaToNorieto, piawe
BUSIBJIEHHS reflioTPONHOI epuTeMun (He BUABNANAcCS
y 36% vy Biui go 3 pokis npotn 13% y aiten crapwo-
ro BiKy), CMHAPOM [OTTpoHa (BiACYTHIN y 47% Aiten
MOJIOALLOro BiKky NpoTu 6,8% y aiTel BikoM cTapLue
3 pokiB Ha MOMeHT AebtoTy), 3MiHK Kaningpockonii
(He BMsIBNEHO y 63% AiTei monoaLwoi BikOBOi rpynn),
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nornapn HA NPOBNEMY

HUXXYOL0 Byna akTUBHICTb KpeaTuHkiHasm (y 73,6% 3a-
nvanach B Mexax HopMm), acrnaptatamiHoTpaHcoe-
pasu (HopMasbHi piBHI BioMideHi 'y 76,3% aiTel Bikom
no 3 pokiB) abo anbaoonasu (y 78,9% cnocrepexeHi
HOpMasbHi Noka3Hukn) [34]. MpoTey aite MonoaLwo-
ro Biky aBTopamMu BigMi4€HO YacTilLlM PO3BUTOK aHe-
Mii (47%), NiaBULLEHHS LUBUOKOCTI OCiAaHHS epuTpPO-
umTiB (LLOE) (63%) [34].

BU3HAYEHHA AKTUBHOCTI TA OLLIHKA
MNONINWEHHA CTAHY NPU IOAM

CbOrogHi AnTs4di peBMaToNorn 3anyyeHi B YACIEH-
Hi AOCNIOXEHHS WO000 ONTUMI3aLlii KinbKiCHOro BU3Ha-
YeHHSs1 aKTUBHOCTI peBMaTu4HMx xBopob. MepjiaTpuy-
HOO PEBMATOJIONYHOIO MIXKHAPOOHOK A0CiIOAHNLBKOK
opraHisauieto (Paediatric Rheumatology INternational
Trials Organisation — PRINTO) 3anponoHoBaHe pyTuH-
HE BMKOPUCTAHHS AUTSYMMK peBmartonoramm 4 Ha-
CTYMNHUX KPUTEPIiB KiHIYHO HEAKTUBHOIO 3axXBOPIO-
BaHHS, 3 AKUX y AnTuHM 3 FOOM matoTb 6yTn HasBHi 3:

1. AKTUBHICTb KpeaTuHKiHa3n B cmpoBaTLi Kpo-
Bi 150 MO/n,

2. OuiHka 3a ANTAYOIO LWKANO0K OUiHKK MiO3UTY
(CMAS, aka 3a 14 no3uuismMmn KinbkicHO 3a 4aCOBUMM
MPOMIXKKAMM Y1 SKICHO OLHIOE MOXNBOCTI ANTUHN
yTpUMyBaTK Ta NigHiMaTn KiHLiBKN/rONOBY, BUKOHYBa-
TN CaMOCTIlHO NobyToBI pyxun) >48 6anis,

3. PyyHe TecTyBaHHa Mm’a3iB 8 rpyn (MMT-8) >78;

4. OujHka nikapem ctaHy xsoporo 0-2 [75].

CMAS ta MMT-8 — ocHoBa 6inbLUOCTi KNiHIYHMX
OLHOK CUIN Ta BUTPUBANOCTI M’a3iB y aiten 3 IOAM.
CraHpapTtum3auis CMAS ana nocsarHeHHs 52 6anis 6yna
po3paxoBaHa Ha 300pPOBUX AiTen Bikom 4—-9 pokiB [76].
MpoTe y 300poBuUX AiTen BikoM 4—5 pokiB 3a3Buyan oo-
caraeTbes nuiie 46 6anis [77]. A ockinbkny 26,3% Bu-
nagkis KOAM giarHoCTyeTbCS Yy Biui 00 4 POKIB, iHTEP-
npeTauia gaHnx CMAS moxe 6yTu yTpyaoHeHa [78].

[nsa naujeHTiB Bikom 5—7 pokiB po3pobneHa okpe-
mMa cuctema ouiHkm (PROMIS), npnyomy BCTaHOBNE-
HO, LLIO OLiHKa CTaHy AUTUHN BaTbKamMm He 3aMiHIOE Mo-
BHICTIO OLLiHKY CBOrO CTaHy camMoto AUTUMHOto [79-81].

lMpoBeaeHe NopiBHANbHE JOCIOKEHHS NoKa3ano,
LLLO KPUTEPIi MOKpaLLEHHS, 3anponoHoBaHi MixxHapoa-
HOIO FPYNOIO 3 OLIHKKM Ta KNiHIYHOrO BUBYEHHS MiO3U-
Ty (IMACS), 6inbLu yyTnusi npm FOAM, Hix y Bopocnnx
XBOpPUX Ha aepmatomiosnT (99% npotn 89% ansa Mmi-
HIMaNbHOro MOKpaLLaHHs), NPUYOMY Yy OiTEN MEHLUY
Bary mae ouiHka MMT-8, 6inbLuy — oujiHka CMAS, rno-
6anbHa oujiHKa Nikaps Ta akTUBHICTb GEPMEHTIB MioSli-
3y B cMpoBarTL,i KpoBsi [82].

CoorogHi npu KOOM NponoHYETLCS BU3HAYATU PSS,
00aTKOBUX IMYHONOTIYHMX BioMapKepiB, BKOHYaOun
iHTepdepoH-a, iHTepnenkiH-17 i myTauii y reHax-pe-
rynsaropax B IKOCTi MOTEHLUIMHUX MapKepiB akTUBHOC-
Ti lOOM [14, 83].

Kpim Bimomux aHTn-Ro-52, y piten 3 1OM BusB-
neHi HoBi 6iomapkepwu, acoujiioBaHi 3 TAXKUM nepeobi-
rOM, PO3BUTKOM iHTEPCTULLIAIbBHOIO YPaXKEHHS SIereHb
Ta guriTanbHUMU BUpaskamu, 3okpema Taki, aK iHTep-
newikiH-6, -18 Ta peputnH [38, 84-86].

OvuTtaumm peBmartonoram BapToO chiBnpautoBa-
TV 3 CYyMiXXHUMUK axiBusMn 3 MPUBOAY NCUXONOTiY-

HUX Npobnem y giten 3 KOOM (NiABMLLYETLCS HECMO-
Kil1, PO3BMBAKOTLCS MCUXOTUYHI peakLi, BioMivyaloTbCs
pecouianisauisi, 3H/WKEHHS PiBHA OCBITU Ta Nepcrekx-
TWB MaLiEHTIB).

KJIACUDIKALIAHI KPUTEPIT

Y OMTA4OMYy BiLi XPOHIYHI igionaTVYHi 3ananbHi Mio-
naTii, 00 Akux HanexunTsb KOM, € BigHOCHO HeoaHOPIA-
HMMW NOPYLUEHHAMM. 3rigHo 3 MixHapoaHO Kiacu-
dikauieto xBopob (MKX) X nepernsay OOM BigHece-
HUN 0O CUCTEMHUX 3aXBOPIOBAHb CMOJTY4HOI TKAHUHN
(aepmatononimiosnt M.33 (M33.0 — toBeHinbHMI aep-
MaToMio3uT)). 3aranbHOMPUNHATUM € BUOKPEMJIIEHHS
cepen KOAM dpopm 3 ypaxkeHHsM Tiflbkn M’a3iB (Noi-
Mio3uT). 3rigHo 3 MKX XI nepernaay FOOM Hanexatu-
Me 00 pyopukn 4A41 igionatnyHa 3ananbHa MionaTia:

4A41.01 — 10BEHINbHUI AEPMATOMIO3NT;

4A41.0Z — pepMaToMio3nT HEYTOYHEHWIA;

4A41.1 — nonimiosnT.

B akocTi kpuTepiie giarHody OM pnoci Bukopuc-
TOBYIOTbCSH KpuTepii 3a Bohan and Peter, 1975, uytnn-
BIiCTb IKMX Y AiTel cTaHOBUTbL 98,9%, cneun@idHicTb —
90,3% [87, 88].

Micna Toro ak MixkHapoAHMM MPOEKTOM KpUTe-
piiB knacudikauii mio3uTiB (International Myositis
Classification Criteria Project — IMCCP)/AmepukaH-
cbknM Konepxem pesmatonorii (American College
of Rheumatology — ACR/EBponencbknm anbsH-
com acouiauin pesmartonorie (European Alliance of
Associations for Rheumatology — EULAR) y 2016 p.
3anponoHOBaHi HOBI KnacudikaLinHi KpuTepii 3ananb-
HUX mionarini, y 2018 p. negiatpnyHa pesmartooriyHa
MixkHapoaHa gochnigHuubka opradidauis PRINTO iHi-
LitoBana po3pobky HOBMX KNnacudikaLinHux KpuTepiis
IOM, 00 9KnX 3anNpPONOHOBAHO BKJIKOYUTY PE3YNbLTATU
MarHiTHO-pe30oHaHCcHOi Tomorpadii (MPT) m’asiB, OLLiH-
KY KanbLMHO3Y, HAasABHICTb BMPa30k, onuc Gioncii, Ha-
SBHICTb Amncaoarii, AUCTOHIT, Mianrii, AeTanizauito 3mMiH
enekTpomiorpadii (EMI), BusABneHHa Mmio3nTacouino-
BaHWX ayTOQHTWUTIN, AaHi yNbTPa3BYKOBOI AjarHOCTu-
kn (Y3) m’'agiB, kaningapockonii, piBHS HEONTEPUHY.
MpoTe BMsBNEHO, WO peneBaHTHUMU npu KOOM 3a-
NNWAKTLCA NNLWE NAaTOrHOMOHIYHUIA BUCUM Ha LIKi-
pi, NigBuLLeHHs pepMeHTiB Mionidy Ta M’a30Ba cnab-
KicTb [89-92].

AndepeHuinHa agiarHoctuka lOM Bigpi3HAETb-
ce Big AndEpPEeHLIHOro NoLwyKy y 40POCANX Ta 4acTo
MOYMHAETLCA 3 BUKJTIOYEHHS 30BHILLHIX, N03aM’A30BUX
NMPUYMH M’A30B0I cNabkoCcTi — NOpYLUEHb eNeKTPOoniT-
HOr0 0OMIHY (3HVXXEHHSI BMICTY B KPOBI Kanito, KanbLiito,
MarHit0), eHOOKPUHHUX 3aXBOPIOBaHb (rinepTupeos, ri-
nepnapatmpeos, rinodpocdartemisi, NOpyLLUEHHS 0OMi-
HY BYI/1IEBO/IB Ta iHLLIMX XPOHIYHUX CTaHiB, WO Cynpo-
BOIKYIOTbCS TKAHWHHOIO MNOKCIE), CUHAPOMY Masib-
abcopbuii 3 pediumtom BiTamiHiB E i D. Takox y giten
MOJIOALLOro BiKy Cfig, 060B’A3KOBO BUKIOYATK HEe3a-
nanbHi mionatii (M’A30Bi AUCTPO®Ii; MionaTii; MiOTOHIY-
Hi CMHOPOMM; NepioanYHI Napanidi; xeopobu 3 nepe-
BAXXHVM YpaXKEHHSIM PYXOBOIO HEMPOHA) Ta XBOpoou,
3YMOBJIEHi NOPYLUEeHHSIM MeTabosi3aMy B M’a3ax, NepLL
3a BCe, MOPYLUEHHSAM yTunidauii raoko3n abo xmpis
(Hanpwuknapg rnikoreHod). Baxnuneo nam’arartu, o ro-

YKPATHCbKUM PEBMATONOTIYHNUN XYPHA o Ne 4 (86) » 2021



CTpUIA BUPaXeHUin 60N1bOBUIA CUHAPOM 3 BUKJTIIOHEHHSIM
aKTUBHUX PYXiB MOXE BUHUKATU Y ANTUHN 3 iHDEKLIN-
HOIO NoniHerponarieto. Y pasi BUSIBIEHHSA 03HaK Mio-
nigy i 3ananbHOro Npouecy B M’a3ax andepeHLUinHni
OiarHo3 NpoBOANTLCS 3 IHWIMMKW MionaTiaMu (Mpuv No-
niomieniTi, Tokconnaamoasi, TPUXiHENbO3I, LMCTULEP-
KO3i, exiHOKOKO3i, a TakoX TyOepKy1bo3HMX Ta BipycC-
HUX MiO3UTax TOLLO).

Mipxoaun po tepanit OAM. [Jo BMHalOeHHS
rntokokopTukoigie (FK) TpetuHa giten 3 KOAM nomu-
panu ogpasy, TPeTUHA Manu KasbLUMHO3, NIULLE TPETU-
Ha BMXMBAIN, NpoTe Manu Taxki Hacnigkn [34]. Mana
KinbkicTb xBopux Ha IOM i gooci cyTTEBO YTPYOHIOE
NPOBEAEHHS KITIHIYHUX AOCNIOXEHb Ta NPU3BOAUTL
N0 crnpob CNOHTaHHOI0 3aCTOCYBaHHS NiKapCbKNX 3a-
co06iB. 3 1970-x pokiB cTaHOaapTHUM fikyBaHHaM IOAM
Oyno WwoAeHHe BBEOEHHS BUCOKUX 003 nepopasb-
Hux MK, Wwo npoaoBXyBanocs A0 OOCATHEHHS KIliHi-
KO-nabopaTopHOro NoninLIeHHs, Aani Bkpai nosib-
HO NPOBOAMIIOCS 3HMXKEHHS 0,0O0BOI A03U. Taka cxe-
Ma npuaHadeHHs 'K 36epirae akTyanbHICTb Y AUTSAYIN
peBMaTONoriyHI NpakTuui i goci. MNpuyomy 3arasnb-
HUI kypc 'K mae TprBaTtn He MeHLwe 2 pokis. BHacni-
[OK Takoro TPUBasnoro NpM3HaYeHHs y 6inbLIOCTi naw,i-
€HTIB pO3BMBalOTLCA NOOIYHI edpekTn Tepanii K (acen-
TUYHI HEKPO3M KICTOK, OCTEOMNOPO3 Ta 3aTPMMKa POCTY
Towo) [93-96].

B ocTaHHi pokn 3’aBunucs nepLui npoToKoAM Niky-
BaHHA KOAM. AnbsHC OoCnigXeHb ANTAYOro apTpuUTy
Ta iHWKX peBmaTnyHnx xopob (CARRA) 3anponoHy-
BaB MOYaTKOBi pekoMeHaauji woao nikysaHHsa O4M
CepeaHbOi TAXKOCTI Ta Tepanito NepeBaxHO LUKIPHO-
ro 3axsoptoBaHHs [97].

3a gaHmm oTpruMaHoro GakTUYHOrO 3aCTOCYBaH-
HA nikiB y 320 giten 3 OAM nepernsHyTo nikyBaHHA Ta
ctBopeHi ACR-pekomeHpauii (2016 p.) Ta KoHceHcyc-
Hi pekomeHpauii EULAR 3 BegeHHs xBopux Ha OOAM
(2017 p.), aki yHidikyBann nigxoam [0 iX NikyBaHHS.
B ocTaHHix 3a3Ha4eHo, Lo NikyBaHHs nauieHTis 3 FOM
€ CKJIaZIHOO KJTiHIYHOO 3aaa4elo Ta MOBUHHO BiaOyBa-
TUCH B cneuianisoBaHux 6aratonpo@inbHUX LIEHTpax
(4D, 100%). KpiMm KOHTPONbOBAHOIO Di3NYHOrO Ha-
BAHTAXEHHS Ta OiETU, OOHIEID 3 BRXINBUX 3arasibHNX
pekoMeHaaLi € BUKOPUCTaHHSA COHLLE3aXMCHUX 3aCO-
6iB (4 D, 100%) [98].

Mpenapatamu BMOGOPY MeaMKaMeHTO3HOI Tepa-
nii KOAM 3anuwaeTbCs NPU3HAYEHHS BUCOKUX 003
'K (nepopanbHe abo BHYTPILLHbOBEHHE BBEEHHS)
(1B-A, 100 %). 'K nprsHayaioTb Npy BCTAHOBJEHHI Aja-
rHogdy OM ycim xBopum. Bucoki goam K (=1 mr/kr
Macwu Tina) cnig npuaHadaT BXe Npu cepenHbO-TAX-
knx dopmax 0OOM (2A B, 100%). Cnig HapaTn nepe-
Bary BHYTPILUHbOBEHHOMY iX BBEAEHHIO, SKLLO € CyM-
HiBM OO0 MOXNNBOCTI ix abcopbuii (3 C, 100%). MNo-
KasaHHAMW 00 NMpoBeAeHHs nynbc-Tepanii npu IOOM
€ 30iNbLUEHHS BUpPaXeHOCTi aucdarii, poO3BUTOK ab-
BEOJITY, HEMOXJIMBICTb YCYHEHHSI MIONAaTUYHOIO KpW-
3y cTtaHgapTHUMK go3amum K. 3anuwaeTtbcs peko-
MeHOO0BaHNUM TpMBae NpU3Ha4YeHHs CTapTOBOI 403K,
sike Moxe cTaHoBUTU 1-4 i BinbLue micsauis (4D, 100%).
KaTeropmyHo npoTrnokasaHa noBHa BigMiHa KOPTUKO-
CTepoifiB, ki NpnaHayeHriy nosi 1 Mr/kr/noby 3a npen-

nornap HA NPOBNEMY

HI30/10HOM i BULLLE NPOTAromM 2—4 Mic Nicns AOCArHEeHHS
TepaneBTUYHOro edekTy. TakoX AOUISIbHO BIAMITUTH,
wo y giten 3 IOAM moxe noripwyBaTncs BCMOKTY-
BaHHS MepopanbHOro NPeaHi30siIoHy, WO KOPENIOE
3 nokasHukamu kaninspockonii [99]. PekomeHayeTb-
CSl 3aCTOCOBYBATWN 3axXMCT LUyHKa 6aokatopamm H,-
peLenTopiB Ta iHriGiTopamu NPOTOHHOI NOMIMK.

JosepneHo, wo MK npu KOAM 3HUXYIOTb CMEpPT-
HicTb 3 30 0o 5% [94, 100]. Hainbinblw AOUiNbHO fiky-
BaHHA KOAM B TAXKMX BMNaaKax noYynHaT 3 BHYTPILL-
HbOBEHHOIO BBEAEHHS BUCOKMX 003 METUNPEOHI30-
JIOHY, L0 3a0KYMEHTOBAHO B baratoHaujioHanbHOMY
pocnipxeHHi PRINTO [101]. Mo6iyHi peakuii nynbc-
Tepanii y aiteit MoxyTb OyTu cneundiyHumm i He ByTin
iIIEHTUYHUMM HebaXkaHUM ABULLIAM Y AOPOCANX NaLli-
EHTIB (FiIHEKOMACTIS1, BUPaXeHi TPOdiyHI MOPYLLIEHHS
LIKIpW, MCUXOTUYHI peakuii 3 BUPaXeHOo arpecielo,
iHPEKLiNHI 3aXBOPIOBAHHS, LLLO BUKJIMKAHI aTUMOBOIO
dnopoto) [102, 103].

MokasaHHAMK 00 NpU3HaYeHHs 3acobiB 6a3nCHOI
xBopobomoangikyrodoi Tepanii y niten 3 OOAM € Ha-
SIBHICTb MApKepPIiB HECMPUATIMBOIO NPOrHo3y, HeJo-
cTaTHS ePeKTUBHICTb ab0 HEMOXMBICTb MiABULLEH-
Ha no3un K. Lli pexomeHaauii ceigyaTh, WO 40AABAHHS
MeToTpekcaTy abo uuknocnopuHy A go Tepanii 'K npum-
3BOAMTb 0 KPaLLOro KOHTPOJIO 3aXBOPIOBAHHS, HixX
MoHoTepania 'K, a kpawmii npodinb 6e3nekun cnpusie
BMOOpPY KOMOIHaLLii MeTOTpekcaTy i npeaHi3onoHy (1B,
A, 100%) [98]. BBeneHHs meToTpekcaTy nicna 1997 p.
LO3BONNIO BUKOPUCTOBYBATU HMXYI go3un K gnga
KOHTpOSO 3axBoptoBaHHSA [ 104, 105]. OcTaHHIMK peko-
MeHAAUiIMU MiAKPECIIOETHCS, WO 3aCTOCYBAHHS Me-
TOTpekcaTy chig no4mHaTv 3 4o3n 15-20 Mr/m? Ha TUX-
neHb (MakcumasbHa 003a He Mae nepeBuLLyBatn 40 mr
Ha TWXAEHb). BapTo 3ayBaxxnTu, WO NPV AaHi NaTono-
rii 4iTAM NPOTMNOKa3aHe BHYTPILLHLOM’iI30B€ BBEAEH-
HS MeToTpekcaTty, 6axkaHo B f,e6toTi XBOpOOM Npu3Ha-
yaTu noro nigwkipHo (4 D, 100%) [98]. Mpwn goTpuman-
Hi TEXHIKM BBEAEHHS KaNbLUWHATX B MICLISIX BBEOEHHS
He dopMylTbCA, NpoTe edDEeKTUBHICTb Npenapary i
TEMNU PO3BUTKY ePEKTY iICTOTHO BULL MOPIBHAHO 3 ne-
popanbHUM NPUNOMOM METOTPEKCATY Yepes BUCOKY
4acTOTy ypaXeHHsi opraHiB TpasneHHs npu OM, wo
3YMOBJIIOE 3HUXXEHHS 6i0A0CTYMHOCTI Npenapari., AKi
3aCTOCOBYIOTbCSA MEPOPASIBHO.

MauieHnTn 3 pakTopamMmm BUCOKOro pU3nKy noOBU-
HHi NPOX0AUTM 0BCTEXEHHS Ha HasIBHICTb renaTuTy
B i C, npu BUSIBNEHHI AKMX AOUINBHO 3aMiHUTN METO-
Tpekcart Ha iHWwui NnpenapaT 6a3uncHoi Tepanii [106].
Takox 0o HecnpuATAnBUX edeKTiB METOTPEKCATY Ha-
niexxaTb ypaKeHHs1 pecnipaTtopHOro TpakTy Ta 3ymnuH-
ka pocTtyy aiten [107].

KO y NauieHTa BigMiyeHo HeaaekBaTHY BiAMNOBIAb
Ha Tepanito, iHTeHcudikaL,is nikyBaHHA 3 BKIIIOYEHHSAM
XBOPOO60OMOANDIKYIOHMX MPOTUPEBMATUYHUX Npenapa-
TiB MOBMHHA NMPOBOANTUCS MPOTAroM nepumx 12 Tmx
Big 0,e60Ty XBOPOOU NiC/IA KOHCYNbTALLi 3 eKCNEPTHUM
ueHTpom (4 D, 100 %) [98].

Y naujieHTiB, AKi He NepeHOCATb MEeTOTPEKCAT, NOro
3aMiHIOIOTb Ha iHWKWIA 6a3ncHUin npenapat (LUKIo-
cnopuH A abo mikodeHonaty modetun) (3C, 100%).
MikodeHonaty modeTmnn moxe 6yTM KOPUCHOLO Te-
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nornapn HA NPOBNEMY

panieto Npm ypaxeHHAxX M’a3iB Ta LUKipW (BKIOYao4yn
kanbumHo3s) (3C, 100%) [98].

MikogpeHonaty mogeT peKOMeHOyI0Tb NPU3Ha-
yaTu KOoxHi 12 rog B 0o3i 20 Mr/kr macu Tina (mak-
cnmanbHa foboBa A03a HE Ma€e NepeBuLLyBaTH
1000 Mr), NpoTe He iCHYE TOYHMX AaHUX, B KOrO 3 XBO-
pux Ha KOM BiH maTnume nepesaru [108, 109]. Xoua ue
HE € 3arajibHOBM3HaHNM, NMPU3HAYEHHSA Npenaparis Bi-
TamiHy D Moxe 3HM3nTN ePeKTUBHICTb MiKOpeHonaTy
modeTuny npm FOAM [110], wo € npuBogom ans 3aHe-
MOKOEHHS, OCKIiNbKW NiaTPMMKa piBHSA BiTamiHy D B op-
raHiami xgopux Ha tOIM € KpUTUYHO BaXXJINBOIO.

TakposiMyc 3HA4YHO pigwe 3acTocoByBanu
npu IOOM, BiomiyeHo, WO BiH 6yB epeKTUBHUM Yy na-
uieHTiB 3 aHTuTinamm go HMGCR [111, 112].

LinknocnopuH A € 3acobom apyroi ninii npy KOOM
i MpM3Ha4YaeTbCAa nNuwe TOoAi, KONW iHWi npenapaTu
He nanu pesynbTtaTiB, 0coBANBO NP CTIKOMY LLKIPHO-
My cuHgpowmi [113]. HewopnasHe paHooMi30BaHe Kili-
HiyHe pocnimxeHHs 139 nauienTis 3 HOAM y 22 kpaiHax
nopiBHAN0 3 NnaHuW NikyBaHHS: Nicns nynbc-Tepanii me-
TUANPEAHI30I0OHOM AiTK OTpMMyBanu abo 2 poku ne-
pOpanbHOro 3acToCyBaHHSA NPEAHI300HY, abo npea-
Hi30/I0H 3 MeTOoTpekcaToM, abo kKomMbiHaLio npen-
Hi30JI0HY 3 LMKI0OCNOPUHOM A. AHani3 oTpMMaHux
pesynbTarTiB nokasas, Lo KOMBiHOBaHa Tepanis B 060X
BUMNaZKax BUABMIACS KPaLLLOO NOPIBHAHO 3 MOHOTEpPA-
nieto NpenHi30/0HOM, ane 6inbLua KinbkKicTb MOBIYHMX
peakuin BigMi4eHa npu 3aCTOCYBaHHI LKIOCAOPU-
Hy A[114]. TakoxX AOCAIAHVKY BIiAMITUAN, LLO NpuU MNia-
BULLLEHOMY PIBHi NiNiAiB y cMpOBAaTLL KPOBi 36iNbLUyBaB-
CS1 KNIPEHC LUMKIOCMOPVHY A, WO 3yMOBJIIOBANO 3HN-
XXEHHSA Moro edekTnsHoCTI [114].

MocTirHi NposBK 3 OOKY LWKipY Ta KaibLMHO3 Bi-
nobpaxatloTb aKTUBHICTb 3aXBOPIOBAHHSA, TOMY iX Ta-
KOX CNif, yCcyBaTn 3a PaxyHOK NiABULLEHHSI CAICTEMHOI
imyHopnenpecii (4D, 3C, 100%) [98].

[nsa nauieHTiB 3 TXKMM CTyNeHeM akTUBHOCTI 3a-
XBOPIOBAHHSA (TAKMM K TSKKI 3aNly4EHHSI BHYTPILLIHIX
opraHiB abo BMpPa3KoBE YPaXEHHS LUKipW) Chif pos3-
rSHYTU MOXJ/IMBICTb A0AABAHHS A0 J1iKyBaHHS BHY-
TPiLHBbOBEHHOro unknopocpamigy (3C, 100 %). Llen
npenapar yCniwHO 3aCTOCOBYETLCS 4SS JliKyBaHHS
Tskkux KOAM y no3i 500 Mr/m2 KoxHi 2 Tux 3 pasu,
MoTiM NMpu3HadaeTbes 750 Mr/m? KOXHI 3—4 TUX Lns-
xoM 3—-4 BeeneHb [115]. Ha xanb, uuknodocdamin ne-
MOHCTPYE BKpar PyMHIBHUI BAIVB HA PENPOAYKTUB-
HY CUCTEMY Ta KapaioTokcuyHum edekt [116, 117],
o Hebe3rneyHo i1 0bMexXye Moro 3aCTOCYBaHHS y An-
TA4YOMY BiL,.

liapokcuxnopoxiH npu KOOM camMocCTiiHO He BU-
KNIMKae goctaTtHboro edpekty [118], npoTe 1rioro BNane
Ha iIMYHHY CUCTEMY (3HWXEHHSI CUHTE3Y iHTepNenKi-
HiB-1, -6 Ta pakTOpa HEKPO3Y NYXJIMH-A, 30aTHICTb
6nokyeatn TLR7/9 Ha oeHOPUTHUX KNiTUHaX nnas-
MOUMTIB, 3MEHLUYIOYN BUKUL, iIHTEPDEPOHY-1), aHTuU-
TPOMBOTUYHMI edekT, HOpManisawis ninigHoro o6-
MiHY 3YMOBJIIOIOTb NPOOOBXEHHS MOr0 3aCTOCYBaH-
Hs npw KOAM Ha eTani 3By>xeHHs Tepanii [118-120].

lpenapat BHYTPILLHLOBEHHUX IMYHOr/100Y1iHIB
MOXYTb BYTU KOPUCHMMM Y BUNAOKax Pe3ncTeHTHO-
ro 3axBOPIOBaHHS, 0COBMBO KON MPOBIAHUM € ypa-

XeHHs wkipu (2B-4 C, 100%) [98]. NepenbayyBaHui
MexaHi3M ix Oji nonsarae B ocaayeHHi MembpaHo-aTta-
Kytoyoro komnnekcy C5beC9 Ha engomigii kaningapis.
BHYTPIiLWHBbOBEHHI iIMyHOrNOGYNiHKM PEKOMEHAYETLCS
BBOAUTM MO 1-2 r/kr macwu Tina womicsus [121], cbo-
rogHi B CBiTi BAKOPUCTOBYIOTb GOPMM ANAK NiALLKIPHO-
ro BBEAEHHS A1 MOXJTMBOCTI NiABULLLEHHS 003 [122],
AKi B YKpaiHi Wwe He ooCTynHi. PyTuHHE iXx 3aCTOCYyBaH-
HS Ta NPU3HAYEHHS NMPU IHTEPCTULLIANIbHOMY YpaXeH-
Hi nereHb He pekomeHayeTbea [123]. Micns roro 3a-
CTOCYBaHHS Yy AiTEN LUKIPHI NPOSiBM MOXYThb 36epira-
Tnca [97].

BpaxoByto4m BULLLEEONKUCAHI iIMYyHOJOTiYHI 0coban-
BOCTi y xBopux Ha IOAM, BnHukna iges won0 oo-
LiNbHOCTI 3acTOCYBaHHSA 6ios10riyHOi Tepanii, 3okpe-
Ma, npenaparTiB, MiLLEHHIO a5 9kux € B-nimpountn,
O MOXYTb MOTEHLINHO MOAYMOBATU CUHTE3 NaTo-
reHHux aytoaHTuTin. e y 2002 p. Bneplie Levine
ony6nikyBaB iHpOpMaLLito NP0 3aCTOCYBaAHHSA PUTYK-
cumaby npu nikyBaHHI gepmMmaTtomiosnty. MNMogane-
Wi ONMUCKM NOro NMPU3HAYEeHHSA CpuUsaamM ToOMy, WO
y 2012 p. BiH 6yB pekomeHaoBaHuit ACR ans 3acTto-
cyBaHHs npu tOAM y Bunagxax, siki 6ynum pedpakrepHi
no Tepanii MK, uMroctaTnyHMMM 3acobamu i BHYTpILL-
HbOBEHHUMM iMyHOrnobyniHamu. Y 2013 p. C.V. Oddis
HaBiB pe3ynbTaTu OLiHKK ePEeKTUBHOCTI i be3neku pu-
Tykcumaby 3a peayfbTaTaMu paHa0Mi30BaHOro Mno-
OBiIMHOro cninoro nnaued0-KOHTPOIbOBAHOMO AOCHi-
IXXKEHHS y OOPOCNUX | OiTen 3 aKTUBHUM MIO3UTOM,
aBxey2016 p. onybnikoBaHi HOBi KOHCEHCYCHi peKo-
MeHpaLji 3 BeaeHHsA xBopux Ha KOM, B skux 3anpo-
MOHOBAHO PO3rnsaaaTu pUTykKcumabd aK af’toBaHTHY
Tepanito ans nauieHTiB 3 pedpakTepHnum 4o nonepe-
OHbOI Tepanii nepebirom xsopobwu. MNigkpecneHo, Wwo
LOCSrHEHHST pe3ybTaTiB Micisg MOoro BBeAeHHsS 00-
LLINIBHO O4iKyBaTK A0 26 TUX (piBeHb [,0Ka30BOCTI 1B
Ta D BignosigHo) [98, 124].

Mpu 3acToCyBaHHI puTykCMMaby y fiTei peko-
MEHLAOBAHUN peTEeNbHUN MOHITOPUHI CUPOBATKO-
BOrO PiBHS iMyHOrno6yniHy G, ocobnvMBo B nepLumnii
pik (rinoramarnobyniHemis BigmiveHa B 30-50% Bu-
nagkiB), y AesiKUX MauieHTiB BUKOPUCTOBYETbCS 3a-
MicHa Tepanis BHYTPilLHbOBEHHMMW iIMYHOF06Yi-
Hamu [125]. CborogHi putykcumab ycrilwHo 3acTo-
COBYETbCS A9 NikyBaHHA nauieHTiB i3 IOAM [126],
Moro epekTUBHICTb MOXHA OLHUTK 3a OLiHKOO BU-
ABNEHHA B B-KkniTnHax KicTKOBOro MO3Ky KpyroBux
OHK (KREC) [127]. 3a nepwumm 3BiTamn BENVKOrO
MYJIbTULEHTPOBOIO PaHAOMI30BaHOIO KJTiHIYHOIO [,0-
CNiOKEHHS 3 OUiHKM ePEKTUBHOCTI pUTYKCHUMaby K
Yy AOpOCAunX, TaK i y aiten i3 pedpakTrepHUMnM Mio3un-
TamMmu, BUSBJIEHHS Y XBOPUX MiO3UTCRELNDIYHNX aH-
TnTIN (NpoTtn Jo-1 abo Mi-2) Ta Monoanii Bik nawieH-
TiB (KOAM) nepepnbayanu Kpally peakuito Ha pUTyK-
cumab [127, 128].

ICHYIOTb MPONO3KLT LOAO BUKOPUCTAHHA aHTU-
®HI1-npenaparis npu IOAM. ®HIM-a BU3HaHUA Bax-
JIMBUM UMTOKIHOM B naTtoreHesi KOJM, noro anenb
308A acouijtioeTbesa 3 BinbLu CTiIMKMM 0 iIMyHOCYyMnpe-
CMBHOT Tepanii nepebirom 3axBOPIOBAHHA Ta Kajlb-
umHo3om [129-131]. AHTn-DHI-Tepania moxe 6yTn
npuaHadeHa npu Tsxkkomy nepebiry OAM, npuyomy
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[0BefeHo, LWo aganimymab Ta iHdnikcumab matoTe ne-
peBary Haf eTaHepuenTom (3D, 92%) [98].

Y nepjatpuyHin npakTuui 6,10kaTtopy KasibLieBux
kaHasiB 3acTocoByOTb Npu OAM y pasi HassBHOCTI
BicLepanbHOoi natonorii, cuHapomy PenHo, npu ne-
reHeBill Ta HUPKOBIN rinepTeHsii (abo ang ix npodi-
NakTukun). 3a3Buryar BasoauaaTaTtopu 3acTOCOBYOTb
y NOEAHaHHI 3 ge3arperaHtamMn. B aKOCTi nikyBaHHSA
KanbLMHO3Y HaBiNbLIy I0Ka30BY 6a3y CbOrOAHI Mae
3acTocyBaHHS jHribiTopiB octeobnacTis [132].

Y tepanii IOAM WMPOKO BUKOPUCTOBYIOTb 3aCO-
Ov cumMmnToMaTUYHOI Tepanii (3acobu ons nikyBaHHSA
0CTEONopPO3y, penapaHTHi, kKapaioTpodiyHi Ta rena-
TONPOTEKTOPHI NpenapaTun, BiTaMiHOTepanis, npena-
paTv rOPMOHY POCTY TOLLO) Ta XipyprivyHe NikyBaHHS.
Ceepbix MoXHa nikyBaTy MiCLEBO i nepopasnbHO 3a
LOMNOMOrol0 aHTUricTaMiHHMX NpenapariB.

Hemae BMCOKOro piBHg 40Ka3iB o0 Yacy npunm-
HeHHs Tepanii FOM; ogHak AKLWO NALEHTY BiAMIHEHI
IK'i BiH 3HaxoamTbCs B pemicii xBopobu, OTpUMYO4M
MeToTpekcat (abo anbTepHaATUBHUIN BA3UCHWIA Npe-
napart) NpoTAromM MiHiMmym 12 Mic, Moxe po3rnaaaTtm-
Cs NUTaHHA NpunuHeHHs Tepanii (4D, 100%) [34, 98].

HANPAMKUW NOAAJIbLUNX AOCNIOXEHDb
E®PEKTUBHOCTI JIIKYBAHHSA

3apas NpoaoBXYTbCA AOCNIOAXEHHS LWOAO BU-
3Ha4YeHHs epekTUBHOCTI Ta 6e3nekn 3acobiB Hiono-
riyHoi Tepanii npu KO4M.

JoBeneHo, wo abarauent 30aTeH 3MeHLyBaTK
KiNbKiCTb akTMBOBAHMUX T-NiMMOLUTIB WWASXOM 610KY-
BaHHA curHany 4eped CD80 i CD85 Big aHTUreHnpe-
3eHTaUiHOI KNITUHW, NPOAOBXYETLCS HAbIP NaLEHTIB
Yy AOCNiAXEHHS Moro 3actocyBaHHa npu lOAM [133].

Cnpobu BUKOPUCTAHHSA iHriGiTOPIB IHyC-KiHa3
0a3yloTbCH Ha iX BNACTUBOCTHAX MPUTHiYyBaTU CUH-
Te3 iHTepdepoHiB 1-ro Tuny. TodaunTnHIO (6n10-
KaTtop fHyc-kiHa3 1-roi 3-ro Tuny), 6apuumTUHIO
Ta PYKCONITUHIO (sKi 6NOKYIOTb SHYC-KiHa3n 1-ro ta
2-ro TMny), B AaHMI Yac TECTYIOTbCS Ha Tepanes-
TUYHY ePEeKTUBHICTb MPU TAXKKOMY OEPMaTOMIO3UTI
y Aopocnux. Hapasi e noBigoMAeHHs, o 6apnumnTin-
Hi6 yCcnilHO 3aCTOCOBaHMN NPW NlikyBaHHI KibKOX Ai-
Ten is OOAM [134].

JleHabacym € nepopanbHUM CUHTETUYHUM aroHic-
TOM peuenTopa kaHabiHoifiB 2-ro TMny, NOro BUKO-
pucTann B AOCNiAXeHHSAX 2-1 dasun AN 3MeHLLEHHS
BUPAXEHOCTIi WKipHUX npossis [135].

Pob6oua rpyna 3 nutaHb IOM B mexax PReSS
e-congress (BepeceHb 2021 p.) npoaHanidyBana oaHi
46 nocnigxeHb KOAM Ta airna BUCHOBKY NPO HE06 -
XiOHICTb BanigauinHMX OOCIAXEHDb WOo40 YyTIMBOC-
Ti 6iomapkepis KOAM, CTBOPEHHS anNropmUTMIiB ecka-
nauii Tepanii, NPOTOKONIB NikyBaHHSA Tsxkoro tOM.
Takox 3anponoHoBaHo nepernag SHARE-rangnanny
3 BMKOPUCTAHHAM CTaHAAPTHUX NpoLeayp Ta ornag,
TAXKUX KIHIYHUX BUNAOKIB.

Mepe6ir

BpaxoByouM HUHILWHI MOXINBOCTI AiarHOCTUKN
Ta nikyBaHHs, NporHo3 KOM cyTTeEBO NOKpaLLVBCS.

MNepebir KOOM neMOHCTpPyBaB MNO3UTUBHY TEH-
neHuito 3a octaHHi 60 pokiB. 9kwo oo 1950-x po-
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KiB noMupanu TpetuHa nauieHTiB [5, 87], To Tenep
CMEpPTHICTb xBOpUX Ha KOAM 3Ha4yHO 3HM3unacs [7].
[MporHoCTMYHMX PakTopiB BCe LLe Bpakye, OCKINbKN
ON3aiH JOCNiOXEeHb CYTTEBO BiAPI3HAETLCS Ta HESI-
CTaBHWUI Y PiBHUX OOCNIAHULBKUX LeHTpax. Josene-
HO, LLLO CTaTb i paca He € 3Ha4YyLLMMN 4119 BUXKMBAHOC-
Ti nauienTiB [34, 136].

Ane, Ha xanb, NPOrHo3 y xsopux Ha KOAM € He 3a-
BXOM CAPUATAMBUM K LLLOAO XUTTS, Tak i opMyBaH-
HS TAXKNX yCK1aaHeHb XBopobu. ocnigHnkamu Bia-
MidyeHo, Wwo y 34% nauieHTiB 36epiratoTbcs cnabkicTb,
y 53% — wkipHi nposin, y 10-70% po3BMBaETLCA
KasnbLMHO3 (PU3MK AKOrO 3POCTaE Y XNIOMNYUKIB BiKOM
0o 5 pokiB, B Aknx € aHTU-NXP2-aHTuTina ta 36epira-
€TbCcs depmMmeHTeMis nosue 6 mic), y 10-30% paiten
3 IOOM peecTpytoTbesa ninogucTpodii (pPU3KK SKNX
BULLMIA Y pasi BUSBNIEHHS MOpYyLLEeHb NinigHOro obMmi-
Hy), 10% xBopwux Ha KOAM matoTb 3aTPUMKY PiSNYHO-
ro po3BuTky [34].

Mpn TpuBanomMy CNOCTEPEXEHHI MALIEHTIB
A. Ravelli (2010) nocTiiHO aKkTUBHE 3axXBOPIOBAHHS
3adikcoBaHo y 41,2% naujeHTiB, y 40,7% — 3HMXeE-
HY GYHKLUiOHaNbHY 30aTHICTb, KanbUNMHO3 — Yy 23,6%,
ninogmuctpodii — y 9,7%.

NeTtanbHicTtb Npu KOAM Bucoka i ctaHoBUTb 3,1%,
TOAI K Y XBOPUX 3 TOCTPUM YPaKEHHSAM JIEreHb CS-
rae 74% [5]. BigmiueHo, WO NauieHT MoaoALOoro
BiKYy HA MOMEHT AebloTy Manu KpaLuuii NPOrHos, i ye-
pes3 5 pokiB MiCna BCTAHOBMEHHS AiarHO3Yy akTUBHE 3a-
XBOPIOBAHHS B HUX BigMivanu pigwe (9% vy aiten 3 ge-
6toTOoM Yy Bilj 00 3 pokiB nopiBHAHO 3 35,7% Yy niTen,
sIKi 3axBOpIian y Bilj cTaplie 3 pokiB), i yepe3 10 po-
KiB (9% npoTun 45,1% BigNOBIAHO) Y HUX piaLle BUSB-
NAAN TAXKKI YCKIaaHEeHHs, Taki 9K 0CTeoHeKpo3 [5].

IHWi aBTOPU [54], aki cnocTepirann 39 xBopux
Ha KOOM npoTtarom Ginblue Hix 10 pokis, BiamMiTUN,
woy 70,97% pitein 3 FOOAM nicnsa nikyBaHHS oTpuma-
HO MO3UTMBHY KIiHiIYHY BignoBiab, ane nuwe 19,4%
[OCArnM NoBHOI kiiHiYHOT pemicii, y 33,33% nauieH-
TiB BiAMiYEHO MOHOUMKIIYHWI Nepebir Ta BiICYTHICTb
CMMNTOMIB HANPUKiHLi CNOCTEPEXEHHS, TOAI K Y pe-
LUTW BUSIBJIEHO YCKNaAHEHHS, a'y 35% — peuugnem
xBOpoOu. baraTtoBapiaHTHUIN aHani3 nokasas, L0 Xi-
HOYa cTaTb, HEraTUBHWUI 3HaK Mayepca Ha noyaTky 3a-
XBOPIOBAHHA Ta GOTOYYTNUBICTL BYyNM CNPUATIVNBUI-
MU pakTopamMm AOCArHEHHS MOBHOI KNiHIYHOI peMicii.

Baxn1BOIO CbOroaHi BBXaAETLCH PO3pobKa Kpu-
TepiiB OUIHKWN iHAMBIAYaNnbHOrO NPOrHO3y nauieHTa.
3a pekomeHpauigamu MixHapogHOi acouiauii 3 Bu-
BYEHHSI MiO3UTY, A0 NALEHTIB 3 BUCOKNM PU3UKOM
HecnpusaTaneoro nepebiry KOAM BigHeceHi Taki 03Ha-
Kn: TaXKa PyHKUIOHaNIbHa HEOOCTATHICTb (BM3Ha4a-
€TbCS NMPU HE3JATHOCTI ANTUHU CaMOCTIHO BCTaTU
3 J1iXKKa); HN3bKi NMOKA3HUKN M’A30B0O1 CUJIN; HASABHICTb
acnipaduii abo gucdarii (4o HEMOXNMBOCTI KOBTATW);
LLTYHKOBO-KNLIKOBWUI BACKYNIT (9K BUABNEHO iH-
CTPYMEHTaNbHUMM OocnigxeHHaMn abo Ha nigcTa-
Bi HASIBHOCTI KPOB’SAHMX BUMOPOXHEHb); MIOKapauT;
napeHxiMaTo3HEe YPaXXEHHS NIereHb; YPaXeHHs LeH-
TpanbHOi HEPBOBOT CUCTEMU (3HMXEHHSA PIBHA CBI-
noMocTi abo cyaomun); BUpasku LWKipy; HEOOXiaHICTb
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NPOBEAEHHS iIHTEHCUBHOI Tepanii; BiK AUTUHN MEHLLE
1 poky [4, 136-138].

Ha nymKy ekcnepTiB, aHani3 iMyHOJIOriYHMX 0CO06-
JINBOCTEN Y OANTUHU TAKOX MOXE fJaTu 3MOry npo-
rHO3yBaTV PO3BUTOK TUX YW iHLLINX KNiHIYHUX NPOSIBIB
XBOpPOOWU Ta ii nepebir. MNpoTe AoUiNbHO BiA3HAYUTN,
LLLO CbOrOiHi HEMae O0CTaTHIX 40Ka3iB AJ151 PEKOMEH-
Jauin 1oao BU3HAYEHHS ayTOAHTUTIN Ang ctpatudi-
KaLii pnu3nky Yepes BiACYTHICTb NEPEBIPKU AaHNX Y Na-
LLIEHTIB PIBHUX ETHIYHUX Fpyn.

Y3aranbHioo4n BulleonucaHe, xoTinocsa 6 Bia-
MiTuTK, Wwo KOAM po3BMBaETLCA Yy HE3PINIOMY Opra-
Hi3Mi ANTUHWN Ta MA€E MEBHI FTEHETUYHI Ta IMYHONOriY-
Hi 0COBNMMBOCTI, a TaKOX MEBHi KJiHIYHi BiAMIHHOCTI
Bi 4epMaToMiOo3UTY AOPOCNX: YacTille — rocTpui
abo NigrocTpuin No4YaToK 3 IMXOMaHKOK, 3MEHLLEH-
HAM Macwu Tina B OeOloTi 3aXBOPIOBAHHS, pialle Bif-
MivaloTb Nepebir 3 BUKIIIOYHO M’ 30BMM YPaKEHHSM,
OinbLL NOLIMPEHi BaCKyniT, BUCOKA YacToTa yblLiepa-
Lii, BUpaXXeHi Mianrii, MOXIMBE 3a7y4eHHs gucTanb-
HUX M’A3iB, BiNiblL YaCTe 3anyy4eHHs B NMPOLEC BHY-
TPILWHIX OpraHiB, BUCOKa YyacToTa PO3BUTKY KasbLm-
HO3Y, POPMYBAHHS CTINKUX CYXOXWUbHO-M’A30BUX
KOHTPAaKTYp, BiACYTHICTb acouiaLiii 3 HeONAaCTUYHUM
npouecom. Baxnnemm € CyTTEBE NOKPALLAHHS MPO-
rHo3y nepebiry KOAM B ocTaHHi poku, WO NPU3BO-
AnTnMe 8o 30iNbLUIEHHS YaCTKNU XBOPUX HA AepMaTo-
MiO3UT 3 NOYaTKOM Yy OUTUHCTBI cepen yCix 3analb-
HUX MionaTin.

Lle obrpyHTOBYE NOTPeby y noganbLUnX AOCHI-
DKEHHSAX MeHeOXKMeHTy xBopux i3 KOAM gna nokpa-
LWEeHHS PiBHA HagaHHS Meau4HOi A4onoOMOrv Ta Bu-
BYEHHS BigaaneHnx HacniakiB xsBopobu.

Cnncok BUKopucTaHoi nitepatypuv Ha camTi
www.rheumatology.kiev.ua

IOBEHWU/1bHbI AEPMATOMMOS3UT.
O YEM CNIEAYET NOMHUTDb
B3POCJIOMY PEBMATOJIOIY?

O.A. OwnsiHckasn'2, H.C. LLleB4eHKkO®*,
10.B. bensisckas®

"HaymoHaibHbI YHUBEPCUTET OXPaHbl 340P0BbSI
YkpauHbi imenun M1.J1. LLynvka
°TY «MIHCTUTYT neanaTtpuu, akyLepcTea
W TMHEKOJI0r Y UMEHU aKkaaemMuKka
E.M. JlykbsiHoBovi HAMH YkpauHbi»
5XapbKOBCKUIT HALIMOHAJIbHBIV YHUBEPCUTET
umeHn B.H. KapasuHa
‘'Y «MIHCTUTYT OXpaHbl 310POBbS AeTel
v nogpoctkoB HAMH YkpauHbl»
SIY HHLY «MIHCcTuTyT Kapanoaorum uMeHmn
akag. M./[l. Ctpaxecko» HAMH YkpaviHbl

Pesiome. Ob6ocHoBaHue. KOBEHUbHbI
aepmarommnosunT (KOL4M) — Taxxenoe peakoe rpo-
rpeccupyroujee cuctemMHoe 3aboseBaHne ayTo-
UMMYHHOro reHesa ¢ npevmMyLLeCTBEHHbIM M0-
paxeHneM rnonepeyHo-nosioCaTbiX MblLLL|, KOXU
M COCYZI0B MUKPOLMPKYJISTOPHOIO pycna, KoTo-
poe pasBuBaeTcs y getev 4o 16-1eTtHero Bo3-
pacrta, Ho, HECMOTPS Ha TSXECTb, CMEPTHOCTb

ot KOAM 3Ha4YnTesIbHO HUXE, YeM y NaLneHTOB
B3pPOCJI0ro Bo3pacTta Cc 4ePMaTOMUO3UTOM,/ M0 -
MWO3UTOM, TAKXe BABOE PEXE OTMEYaeTCcs MHBa-
man3aumns nauneHToB AeTckoro Bo3pacrta. KOAM
UMEET OrnpeaesIeHHbIE UMMYHO/I0OrM4E€CKNE 1 KN -
HUYECKNE pasinynsi B Pa3BUTUMN U TEYEHUN ep-
MaTtoMmo3unTa y AeTer no cpaBHEHUIO C LaMu
B3pocsioro Bo3pacta. Metogbl nccnenoBaHus.
Ha ocHoBaHuy nutepatypHbIX AAHHbIX B CTATbE
rnoaaHbl COBPEMEHHbIE MPEACTaB/IEHNS] OTHOCU-
TE€JIbHO 3TUOJIOrNU 1 naTtoreHesa, onucaHbl Au-
arHoctuyeckue kputepumn IOM; npoBeaeHo co-
rnoctaB/IeHNE KITMHNYECKMNX 1 11a60paTopPHBIX Mpo-
SIBJIEHWI M YaCTOTbl UX BbISIBJIEHUS Y MaLMNEHTOB
AEeTCKOro v B3pOCJ/I0Oro Bo3pacTa, nog4yepKHyThbI
OCHOBHbIE OT/INYUSI AN HepeHLmaibHOM ANarHo-
ctukn. lNMpuBeaeHb! yHnuLMpoBaHHbIE Teparnes-
TUYeckme cTpaTeruy Ccor/iacHoO pekomMeHgaumsam
MeXAyHapoaHbIX PEBMAaTOIOrM4YE€CKNX accoum-
auwvi. BeiBoabl. Y4nTbiBas Tekylyme tepares-
TU4Yeckne BO3MOXHOCTU, nauneHTsl ¢ KOAM co-
CTaBASOT BCE BO/IbLUYIO [OJI0 CPEAN MNaLNEHTOB
C BOCNaanTesibHbIMU MUO3UTamu. 310 060CHO-
BbIBAET HEOOXOANMOCTb Aa/IbHENLLINX MCCNen0-
BaHWi MeHeaxMeHTa 60/1bHbIx ¢ KOLAM ansi yny4-
LLIEHMS] YPOBHST OKa3aHWsl MEANLIMHCKOM MOMOLLM
Y OTAasIeHHbIX MOCAeACTBUI GO/Ie3HEN.

KnioueBble cnoBa: netun, 0epmMaToMnosunT,
0CcOBEHHOCTN.

JUVENILE DERMATOMYOSITIS. WHAT
SHOULD AN ADULT RHEUMATOLOGIST
REMEMBER?

O. A. Oshlianska™?, N.S. Shevchenko?®*,
Yu.V. Bilyavska®

"National University of Health Protection
of Ukraine named after P.L. Shupika

2SU «Institute of Pediatrics, Obstetrics and
Gynecology named after Academician
E.M. Lukyanova NAMS of Ukraine»

SKharkov National University named
after V.N. Karazin

4SU «Institute of Health Protection of Children
and Adolescents of the National Academy of
Medical Sciences of Ukraine»

58U NSC «Institute of Cardiology named after
acad. M.D. Strazhesko» NAMS of Ukraine

Abstract. Reasoning. Juvenile dermatomyositis
(JDM) is a severe rare progressive systemic dis-
ease of autoimmune genesis with a predominant
lesion of the striated muscles, skin and blood ves-
sels of the microvasculature, which develops in
children under 16 years of age, but, despite the
severity, mortality from JDM is significantly low-
er than in adult patients with dermatomyositis/
polymyositis, disability of pediatric patients is also
twice less common. JDM has certain immunologi-
cal and clinical differences in the development and
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course of dermatomyositis in children compared
with adults. Methods. On the basis of the litera-
ture data, the article presents modern concepts
of etiology and pathogenesis, describes the diag-
nostic criteria for JDM; the comparison of clinical
and laboratory manifestations and the frequency
of their detection in pediatric and adult patients
was carried out, the main differences in differential
diagnosis were emphasized. The unified therapeu-
tic strategies are presented according to the rec-
ommendations of the international rheumatolog-
ic associations. Conclusions. Given current ther-

nornap HA NPOBNEMY

apeutic options, JDM patients will account for an
increasing proportion of patients with inflamma-
tory myositis. This justifies the need for further re-
search on the management of patients with JDM
to improve the level of medical care and the long-
term consequences of diseases.

Key words: children, dermatomyositis,
specifities.
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PEQEPATUBHA IHOOPMALIYA

FiraHTOKNITUHHUI apTepiiT: ponb ANCPYHKLIT
Tregs y natoreHesi 3aXxBOpPIOBaHHSA
lMigrotyBana AHHa XvLb

FraHTokniTmHHMA apTepiiT (FKA), BioomMuin Takox sk
XBOpPOOa XOpTOHA, € XPOHIYHMM 3anasibHYM 3aXBOPIO-
BaHHSIM rPaHy1IEMaTO3HOMO XapakTepy, L0 YPaxye Benn-
Ki KDOBOHOCHI CYAVIHM LLIKIpW FONoBu, Wi Ta pyk. KA 3a-
3BMYait BiAMIYaOTb B OCIO Moxmnoro Biky (>50 pokiB), BiH
XapakTepU3yeTbCS 3aSTy4EHHSIM OO NATOMOrYHOro Npo-
Lecy ckpoHeBoi apTepii [1]. CyyacHi gaHi ceigyaTb, LLO
'KA € HannoLMpPEHILLIoK HOPMOID CUCTEMHOIO BaCKyJli-
Ty, SIka ypaxkye 0cib noxusoro Biky, 3 MikoM 3axBopoBa-
HocTi y BiLj 70-80 pokis [2]. BignoBigHo A0 pekomMeHaau;in
BputaHcekoro ToBapucTea pesmaronoris (British Society
for Rheumatology — BSR) giarHocTuika I'KA Bkitouae npo-
BeleHHs1 Gioncii ckpoHeBoi apTepii (qoBxmHa >1 cm) abo
yNbTPa3BYKOBY fjiarHocTuKy (Y3/[1) CKpOHEBOI Ta NaxoBoi
apTepiii, abo obuaga L Tectn [3]. Hessaxatoun Ha ycni-
XM Cy4aCHOi MeauLMHK, M OOCi 3a/LLAI0TLCS HelaeHTn-
dikoBaHNMM No4aTKOBI TpUrepu po3eutky KA. B eTiono-
rii 3axBOPIOBaHHA PO3rNALal0Tb POSb TAKUX YHHUKIB, K
BipyCK (30Kpema BipyC NpoCTOro reprecy, BipyC BiTps-
Hoi Bicnn, napeogipyc B19), Ta GakTepianbHUX areHTiB,
y KOMGiHaLlii 3 BIKOBUMW OCOBMBOCTAMM XBOPOro. Tak,
pesynbTati HEeLWOAaBHBOrO CUCTEMATUYHOIO Ornsay 1a
MeTaaHanidy gaHnx BU3HaA4YMIM, L0 KIIOHOBUMU HaKTO-
pamu, FKi acouirioBaHi 3 po3suTkom KA, € iHTepmiTyto-
Yya KyJfibraBiCTb KiHLJBOK, iHTEPMITYlO4a KyNbraBiCTb XY-
Ba/IbHVIX M’A3iB, BTpaTta NysbCy Ha CKPOHEBI apTepii, pi-
BEHb TPOMOOLMTIB, 6iNlb NPW NasibMaLlii CKPOHEBOI apTepii,
LIBNAOKICTb OCigaHHA epuTpoumTiB [4].

MaTorenes KA no4ynHaeTbCHa B aABEHTULLT 3 akTU-
BaUji AEHOPUTHUX KNITWH, Aani 3ananbHUi NpoLec ye-
pes3 LIMTOKIHOBMI KAaCcKaz, LUBMOKO NOLLMPIOETLCS Ha Ce-
penHin wap apTepii, Ae BigbyBaeTbCcsa Nponidpepauis
neromioumTiB, AKi, MOPYLLYKOHN LLINICHICTb BHYTPILHBLOI
enacTu4yHOi MeMbpaHu, MIrpytoTb Y NPOCBIT CYyANHN,
L0 i npmn3BoamMTb A0 ii okto3ii. Came ToMy KiiHiYHa Kap-
TnHa KA noB’a3aHa 3 iLueMI€E0 ypaXeHOoro CyauHHOro
GacelriHy. KniTuHHI MexaHiaMu akTuBaLii AeHOPUTHUX
KMITVUH NOB’A3aHi 3 TUM, L0 aKT1UBaLLisi OCTaHHIX CTUMY-
noe audepeHujioBaHHs Ta nponidepadito T-nimpoumnTia
y BCiX LLapax CyANHHOI CTIHKU Yepes CUHTES YNCIIEHHUX
LUMTOKIHIB — iHTepnewkiHis (1J1)-6, -18, -23, -32 Ta -33.
Mpr upOMY NEPLUVIM Y AHINLI naToreHHnx T-nimgounTis

€ CD4+-T-nimdoumnTti, ki y BEAKIN KiNTbKOCTI MICTATLCS
B [iNsIHKaxX BaCKyiTy CYANHHOI CTiHKM naujieHTiB i3 KA.
BeaxaeTbcs, wo B natoreHedi KA BaxnvBy posb Bi-
airpae came gmncbanaHc Mix nposananbHumu CD4+
T-xennepHuMn KnitmHamu (Th), To6To KnitnHammn Th i
Th17,iT-cynpecopwu (Tregs). Ha cyyacHomy eTani Big-
CYTHS1 IOCTATHS KiNbKIiCTb AaHMX, SKi 6 NigTBEpANIN POSib
Tregs y po3sutky KA. 3okpema, pedynbtaTn ABOX A0-
CNigyKeHb NOBIAOMISNM MPO 3MEHLLEHHS KinbKOCTi Tregs
y nauieHTiB i3 KA, w0, ogHak, He NoB’aA3yBaso ix 3 ak-
TuBHicTio (KA [5, 6]. Pe3ynbTati iHWOro HewwonaBHbLO0-
ro AOCHIOKEHHS BUSHAYWIIN, LLLO SMEHLUEHHS KiflbKOCTI
Tregs acouitoeTbes 3 pemicieto KA [7].

MpoBeneHo OOCNIOXEHHS, METOK sikoro 6yno Bu-
3Ha4MTN ponb ancoyHkuii Tregs B natoreHesi KA [8].
3aranom y gocnimkeHHst BkitodeHo 41 nauieHta 3 KA
(B akTmBHI dopmi (N=14) Ta y cTagii pemicii (n=27)) Ta
28 3poposux oci6 (30). Y Beix naujieHTiB giarHo3 KA 6yB
niaTBepmkeHn Gioncieto ckpoHeBoi apTepii (N=3) abo
3MiHaMW CyOMHHOI CTIHKM 32 aHVMW YIbTPa3BYKOBOI Bi-
3yanizauii cyaunH (n=38). PerynaTtopHi T-knitnHu Bigbupa-
nmcs 3i 3paskiB KPOoBi B AeHb B3ATTS Biomartepiarny, i no-
TiM NiAOaBanvca TPAHCKPUNTOMHOMY Ta GEHOTUNIYHOMY
aHanisy. AHania TPaHCKPUNTOMHUX FreHiB BUSIBUB 27 re-
HiB, SKi AndEepEHLINoBaHO perynoTbes B Tregs, oTpu-
MaHux Big, naujeHTiB 3 NKA ta 30. Cepepn, HUX ineHTUI-
KyBa/iM pakTopy TPAHCKPUNLi, riKONITUYHI hepMeHTH
Ta megiatopu nepenadi curHanise IJ1-2. BueHrm Boanocs
niaTBEPANTI, WO NpUrHiYeHHst npoteiHy FOXP3 Ta pery-
natopHoro dakTopa iHTepdepoHy 4 Ha GifIkOBOMY PIBHI,
HeedEeKTUBHICTb iIHAYKLT NepeBaXHMX NOBTOPIB MiKOMpo-
TeiHy A (GARP) Ta CD25, a TakOX 3HVDXEHWI T-KNITUHHWIA
peuentop (TCR), onocepeakoBaHnin MPUNIMBOM Kaslb-
uito, € npuimnHamMmn amcdyHkuii Tregs npu MNKA. LLTy4He
iHriOyBaHHA rnikonisy B Tregs, oTpuMaHux Big, 30, npu-
3BEJI0 0 BUSIB/IEHHSI MPAKTUYHO BCiX MOPYLUEHb B Tregs
npv MKA, 1110 J,O3BOSIE NPUNYCTUTU, LLIO MOPYLLEHHS aK-
TUBHOCTI MMIKONITUYHVX DEPMEHTIB Biirpae Kito4oBY POJib
y natoreHesi KA.

Migrpynosuii aHania BUSBUB Y MaLIEHTIB, AKi OTpU-
MYIOTb JliKyBaHHS ToLMAisymabom, BigHoBneHHs TCR-
0OnocepeaKoBaHOro NPUMNJMBY KasbLjiio Ta CynpecOopHOI
dYyHKUIT Tregs, L0 3yMOBJIIOE Nepexia, akTMBHOMO 3aXBO-
PIOBaHHSA B peMicito.Pe3ynbtaTy Liboro aHanisy BU3Hauu-
1N, WO MOPYLUEHHS aKTUBHOCTI MIKONITUYHNX PEPMEH-
TiB, MIMOBIPHO, Bifirpae kto4oBy posb y natoreHesi KA.
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