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MDKAUCUUNNIHAPHI NPOBJIEMA

AOCNIAXEHHA
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PanHs MMizHs bes
KoMBiHaLis Kombinauis e3eTumiby
3 e3eTmibom 3 e3eTUMIBOM
He JNOCATHYTO LiNbOBKX PiBHIB
JlocarnyTo uinbosux pisis (XC NMHLL,
<1,4 mmonb/n, abo <55 mr/an Ta sHnxerHs 250%)

Puc. 1. Yactka nauieHTis i3 winboBum pisBHem XC
JINHLL, npu cnocrepexeHHi npotarom 1 poky

[lopiBHSIHO i3 MalieHTaMu, SIKUM €3eTUMi0
npusHavyanu pano, pusuk MACE y Tux, xTo ot-
pUMYBaB JI0JaTKOBY TepaIlilo Mi3HO, OYB BULIUM
Ha 1-My Ta 2-My poui micisa IM, ane cratucTaHO
He3HauyLIuM Ha 3-My poiii. CBO€IO 4eproio B yyac-
HUKIB, 1110 B3arajli He MpUMau e3eTUMi0, pU3MK
OyB BULIMM Ha 1-My, 2-My Ta 3-My poKax Iicis
IM. Oxkpim TOro, CKOpUroBaHUi KoedillieHT pu-
31Ky MACE mpotsirom Tpbox pokiB cTaHOBUB 1,14
(95% nosipumii intepsan [[11] 0,95-1,41) y nartieHTiB
i3 Mi3HIM IpU3HaYeHHIM e3eTumioy Ta 1,29 (95% 1
1,12-1,55) — Ge3 e3eTumioy.

KyMynsiTUBHa 3aXBOPIOBaHIiCTh 3a YOTUpMaA
BU3HAYEHUMU BTOPUHHUMHU KiHIIEBUMHU TOYKa-
Mu Oysa noxpioHolo. HaiiBuiuuii pusuk Hecrnpu-
STIMBUX PE3YJIbTaTiB CIIOCTEPiraBcs y Malli€HTiB
Ha JIiKyBaHHi 0e3 e3eTUMiOy MOPiBHSIHO i3 TUMH,
KOMy TIpernapar Mpu3Hayaid Ha pAHHbOMY eTarli.
g CC-cMepTi KoedilieHT pU3UKY yepe3 Tpu
poku craHoBuB 1,64 (95% 1 1,15-2,63) 3a mi3-
HBOTO MPU3HAYEHHST KOMOiHOBaHOI Tepartii Ta 1,83
(95% A1 1,35-2,69) — 6e3 ezeTuMioy.

'V HasBHiit Koropri (35 826 yuacHukis Ta 2570 BU-
nankiB MACE) i 3-piuHoi pi3HUIIi pU3UKiB Mepexin
BiZl MOHOTeparii CTaTUHOM JI0 CTpaTeTil paHHbOI
KoMOiHallii moTpeOyBaB OM JIiKyBaHHS 53 Malli€HTiB
(95% A1 32-125), m106 3ano6irri ogHomy MACE.
CBOE€10 Y4eproro nepexid Bil Mi3HbOI 10 paHHLOI
KOMOiHOBaHOI Teparii moTpedyBaB OM JiKyBaHHS
143 nauientis (95% A1 44-167) nns 3anoGiraHHst
onHoMy MACE. Ile o3Hauae, 110 SIK61 BCi XBOpi
MpoaHasi30BaHOI MOMYJISLiT OTPUMYBAIN PAHHIO
koMmb6inoBany JI3T 3amictb 16,9% oci6 Ha paHHiit
KoMOiHOoBaHiii, 18,1% Ha mi3Hiii Ta 65% 6e3 e3eTH-
MiOy, MOXHa 0yJ10 0 3a100ir T PO3BUTKY J0AATKO-
Bux 477 Bunaakis MACE.

O6roBopeHHs

VY nociimxeHHi 3a ygacTio 35 826 maui€eHTiB,
SIKi MpUITMaNK CTaTUHM IiCNIg HEIIOAaBHbBOTO
IM, Gyno oTpuMaHO TpH KJIIOYOBI pe3yabTaTH
1010 yacy rnovyarky komoiHoBaHoi JI3T muisixom

NAU€EHTIB, AKi OTPMMYBANM PAHHIN €3eTUMIE
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Yac i3 momeHTy BURMCKH (pOKH)

Puc. 2. Mepesaru paHHbOro NPU3HAYEHHS e3eTumiby nicnsg IM wopo 3HukeHHs yacrotu nisHix MACE
Mpumitka: * MeToa eMynboBaHOro kniHi4HOro BUNPOBYBAHHS, IKMA FO3BONSE MIHIMI3yBATH BAMB 3MILUGHNX PaKTOPIB.

JI0JlaBaHHs €3eTHMi0y 10 CTaTUHIB BUCOKOI iH-
TEHCUBHOCTI:

1. fIx 3a paHHBOTO, TaK i M3HBOTO MPU3HAYCH-
Hs1 €3eTUMiOY OYJI0 BiI3BHAUYEHO OYiKyBaHO OiIbIIY
YaCTKy Mali€eHTiB, ki nocarany pisasg XC JITTHILI
<1,4 MmMoJb/n (<55 Mr/mt), MOPiBHSIHO i3 BiICYT-
HICTIO I0aTKOBOI Tepartii.

2. 3acTocyBaHHsA KoMOiHaIii mpemapaTiB
(e3eTuMiOy Ta cTaTMHY BUCOKOi iHTEHCUBHOCTI)
y MeXax paHHbOI Tepallii acoLiBanocs i3 Oi1bII
3HAUYYLIMMU aOCOTIOTHUMU Ta BiTHOCHUMU Tiepe-
Baramu oo 3HxeHHs yactotu MACE nopis-
HSTHO i3 Mi3HBOIO cTpaTerieto (puc. 2).

3. IIpubnu3HO IBi TPETUHU MALIIEHTIB HE OTPU-
MyBaJIM €3eTUMi0 HaBiTh uepe3 16 MicswiB micus
IM, i came BoHu Manu HaiiBummii pusuk MACE
ta CC-cMepTi.

JonaBaHHS 10 CTaTUHIB e3eTUMiOy micasa IM
3a0e3neuye Hxk4i ninboBi piBHi XC JITTHILL, Hix
1Ie MOXJIMBO 32 MOHOTepaIlii CTaTMHAMU, Ta MOKpa-
1rye MOpoJIoTiio aTepOCKIePOTUIHUX OJISIIIOK.
Lle nae MexaHiCTUYHE MiAIPYHTS JUISI 3MEHILIEHHST
arepockiepotnyHux CC-ropiit, sike 0yJ10 MPOIEeMOH-
CTPOBAHO Y KJIIHIYHUX AOCTIKEHHSIX KOMOIHOBAaHOT
JI3T. Hanpuxnan, y nocnimkerHi IMPROVE-IT no-
JTaBaHHSI €3eTUMiOY 10 CUMBACTaTUHY B OCi0 i3 roc-
TpuM KopoHapHuM cuHapomoM (I'’KC) mokpariry-
BaJIo MporHo3. E3eTumi6 nmoynHamm 3acTocoByBaTH
npotrsrom 10 gHiB micng moii, Ta 66% malieHTiB
paHime He mpuitManu cratuHu. Lle o3Hauano,
IO PaHHIO KOMOIHOBaHY Teparito hakTUuHO OyJ10
MPU3HAYEHO OiTbIIOCTI XBOPHUX, i PE3Y/IBTaTH CTATH
JIOKA30M KOPUCTi TAKOTO IMTiIXO.Y.

Tox oTpuMaHi pe3ynbraTu copMyBaau OC-
HOBY ISl HAJaHHS IJ100aTbHUX PEKOMEH Aalliid,
SIKi 3aKJIMKAIOTh 10 NOCSTHEHHS MOKa3HUKa
XCJIIMHII <1,4 mMonb/a (<55 mr/mn). OgHak
y TIOTOYHMX KJIIHIYHMX HACTAHOBAX, HATIPUKIIAL,
€Bporelicbkoro Topapuctsa kapaionoris (ESC)
2019 p., BKa3aHO Ha AOLINbHICTb JOJaBaTH €3€-
TUMIO Jule y pa3i HEJOCITHEHHS LiJIbOBOTO
piBHsg XC JITTHII Ha MakcuMaabHO MepeHo-
CUMiii 103i cTaTuHY. Taka MOKPOKOBA CTpATerist
nepenbavyae MoyaTKoBe MPU3HAUEHHS CTATUHY,
BuMiptoBaHHs piBHa XC JITTHIL yepe3 Kinbka
TUXHIB 1 Jiule TOAi eckanauito Tepamii. ¥ pe-
IBHUX KJTiHIYHUX yMOBax Lie 4acToO 03HAYaE 3a-
TPUMAaHHA Ha KiJibKa Mic11iB, 1[0 TPU3BOIUTh
JI0 TPUBAJIOTO nepedyBaHHS MALiEHTIB y CTaHI
BUCOKOTO PU3HUKY.

VY nosumiitHomy nokymeHTi ESC 2022 p. 6yno
MPSIMO MOCTABJIEHO TTiJl CYMHIB TaKy TOKPOKOBY
TAaKTUKY i peKOMEHI0BAaHO MPU3HAYATH KOMOi-
HAIlil0 CTaTUHY Ta €3eTUMi0y Ille 10 BUITMCKHU
3 nikapHi micist TKC. Axxe nikapi Hepinko 3Bo-
JIKaOTh i3 miaBULIEHHSM iHTeHcuBHOCTI JI3T min
4ac MOCTTOCMITaJbHOTO CIIOCTEPEXEHHS, i B pe-
3yJbTaTi Nali€HTH PiIKO NOCSATAIOTh LiTbOBUX
piBuiB XC JIITHIII.

Kopucts 1iei TakTKM 0yJ10 TaKOX MinTBEp-
JKeHO NaHWUMU Mojbcbkoro peectpy I'KC,
BiAMOBIMHO 10 SIKUX PaHHE MPU3HAYSHHS KOM-
6iHoBanoi JI3T mix yac rocmitanizauii acoui-
I0BaJIOCS 3i 3HIDKEHHSIM CMEPTHOCTI Yepe3 Tpu
POKH Ha Maiixe 5% MOpiBHIHO i3 MOHOTEpAIli€lo
cratuHamu. [ToniOHi pe3ynbraTu Oyau TaKox

oTpuMani B Itanii Ta HiMeyuuHi, ne 3MiHa na-
pamuTMU HaJaHHS MEIWYHOI TOMOMOTH IS
BIPOBaIXEeHHS paHHBLOI KoMOiHoBaHOi JI3T
crpusiia 30iIbIIeHHIO KiJIbKOCTI Mali€HTIB, sIKi
pocsarnu Hizbosoro pisHg XC JIIMHIL, i 3Hu-
XeHHIo pu3uky CC-nomiii.

V IOTOYHOMY JOCTiIKEeHHI BIIepIIe B yMOBax
peanbHOl MPaKTUKU 00’€KTUBHO MOPiBHIOBAIK
PaHHIO Ta Mi3HIO CTpaTerii JoAaBaHHS e3eTUMIiOY
micas IM 6e3 ynepeaxeHb, MOB’sI3aHUX i3 «4a-
COM, 1[0 He MiAJIArae CrocTepekeHH0» (immortal
time bias).

OTpuMaHi pe3ynbTaT CBiTUaTh, IO «IliHA»
3BOJIIKAHHS 13 MPU3HAYEHHSIM CBOEYACHOTO JIi-
KYBaHHS € BUCOKOIO:

® BTPAvYa€ThCs MOXKIMBICTh IMIBUAKO 3HUSUTH
XCJITHILL;

® TIAIiEHTH 3aJTMIIAI0ThCS TOBIIE Y TPYIIi BU-
COKOTO PU3HKY;

o KinbkicTb noxiit MACE moruia 6 OyTu cyTTe-
BO MEHIIIOIO MIPY pAaHHbOMY TiIXO/i.

BucHoBKu

Binburicts mamienTiB micas IM motpebyoTh
npu3HayeHHs KoMOiHoBaHoOi Tepamnii. Ctpare-
Tilo JIiKyBaHHSI MOXHa CIIPOCTUTH i3 BilUYTHU-
MM IMepeBaraMu Ajis Mali€HTiB, SAKIIO CTaHAap-
toM JI3T micng nepeHeceHoro IM ctaHe paHHE
MPU3HAYEHHST CTATUHY BUCOKOI iHTEHCUBHOCTI
3 €3eTUMiOOM.

Migrotysana Haranis Heunnopyk

© )

Komenmap excnepma

Mapisa CepriiBHa Yepcbka, A.mepA.H.,
3aBiflyBa4yKa KOHCYJIbTATUBHO-
piarHocTuuHoro Biapinenns AY
«lHcTUTYT eHpOKpUuHOnoOrii Ta 06-
MiHy peuoBuH imeHi B.IN. Komica-
peHka HAMH YkpaiHu» (M. Kuis),
y Mexax AsTopcbkoi wkonu Mapii Hep-
cbkoi «LIPID-TIMES5.0», aka Binbynacs
LibOropiy Y YepBHi, NOAINMNACH CBOIMK
AYMKOMM LLIOAO NEPEBAr KOMBIHOBAHOI
13T 3 esetumibom.

Hacamnepen Mapis CepriiBHa Haragana mMexaHism aii
esetumiby. Tak, naHa monekyna 6nokye 6inok NPCIL1 y ku-
LIEYHWMKY, 30 PAXYHOK YOrO 3MEHLLYETLCS BCMOKTYBAHHSA XC
3 ixi Ta/a60o xoBui. Ak HACNIAOK, 3HUXYETLCA CUHTES NiNO-
npoTeiHis 3 anoninonpoteiny B-48, wo npusoanTs BO 3MeH-
LWEHHS X HagxomxeHHs no nedinkm. Ceoeo 4yeproto neyiHka
aKkTUBHilWe 3axonoe 3anuwkosi yacturku JITTHLLL, wo 3y-
MOBJIIOE 3MeHLWeHHs nyny sinbHoro XC. BignosigHo, nigsu-
wyeTbes suBepeHHs XC i3 kanom. Lle cnpuse nosutueHomy
kniHiuHoMmy edekTy, a came 3HmxerHio XC JIMHLLL i pusuky
PO3BMUTKY OTEPOCKIEPO3Y, A 3a HASBHOCTI OCTAHHLOIO —
NOMIMNUEHHIO NOFO KOHTPOSIO.

[lokasosi naHi cBinuaTh, LLO €3eTUMIO edeKTUBHUIA, 30KpE-
M@, Ik MOHOTepanis Ta y 0o3i 10 Mr cyTTEBO 3HUXYE PU3MK
possutky MACE (Bays et al., 2001). Kpim Toro, y nocnimxeHrHi
CuVIC 6yno nokasaHo, Wwo e3eTMmib y NOEAHAHHI 3i CTATUHA-
MM MOKPALLy€e GYHKLIOHAMbHI MPOrHO3M MOPIBHAHO i3 MOHO-
TEPAni€io CTATUHAMM LUASXOM NOMINWEHHS GYHKUIT eHAOTEN IO
CTEHTOBAHMX kopoHapHux apTepii (Takase et al., 2017).

Y naromy koHtekcti Mapis CepriisHa HaBena kinbka Te3 npe-
auaeHTa €EBponencbkoro TOBAPMCTBA atepocknepoay (EAS),
npodecopa B. Nordestgard, aki npossyyanu Ha uporopidHomy
Konrpeci EAS, a came:

o esetumib possonse 3unsutn XC JINHLL, na 15% wa Tni
30CTOCYBAHHS CTATUHIB;

® 30 NPUAMAHHS €3ETUMIBY PU3MK PO3BMUTKY ATEPOCKIIEPO-
TmyHMx CC-nogii sHmxyeTbea Ha 6%;

o edEeKTUBHICTb €3ETUMIBY NEPEBAXAE HOM, MOTO NOBIYHUMM
ABULLAMM, LLO POBMTS HOTO HE3NEYHOIO OMNLIEID AN AOAATKOBOMO
sHmxeHHs XC JIMHLL, y nauienTis, ski BXXe NPUMAMAIOTb CTATUHM.

Lo crocyeTbca 3aCTOCYBAHHS €36TUMIBY B MEXAX NEPBUHHOIT
npodinaktukn atepocknepotuurmnx CC-nogii, naxi Yepcoka
HOBENA PE3yNbTATH KOTOPTHOTO AOCIIAXEHHS, B SKOMY NPOBO-
LUNOCS MOPIBHSAHHS CTATUHY HU3bKOT/MOMIPHOT IHTEHCMBHOCTI
3 e3eTMMIBOM T MOHOTEPANIT CTATUHOM BUCOKOT IHTEHCMBHOCTI
Y NMEePBUHHIN NPOdINAKTULI CEPLEBO-CYANHHMX 3AXBOPIOBAHb

Ta cmepri (Jun et al., 2024). Tak, BYeHi QiAWAM 0O BUCHOBKY,
WO KOMBIHALS CTATMHY B NOMIPHIM 103i 3 e3eTMMibom Byna
€PEKTUBHILLOI, HXX BUCOKOIHTEHCUBHMIA CTATUH: PUSUK CMEPTI
3Huauscs Ha 12%, inbapkry — Ha 19%, kiHuesoi kombiHOBA-
Hoi Touku — Ha 16%. Otxe, kombiHoBaHA Tepanis Moxe 6yTu
NpMBABIMBOIO QNLTEPHATUBOK, OCOBIMBO AN NALEHTIB 3 06-
MEXEHOI MEPEHOCUMMICTIO CTATUHIB Y BUCOKMX JO3AX.

FoBopsuK Npo BTopuHHY npodinaktuky CC-nogii, excnept-
KQ NMPOKOMEHTYBANA pe3ynbTath gocnigxeHHs M. Leosdottir
et al. (2025), npencrasneni Buie. Jk BXe 303HA4ANOCH, METOKO
HAYKOBLjB BYNO 3'ACYBATH, U4 MOKPALLYE PAHHE MPU3HAYEHHS
e3eTMiby NporHos naujextis nicns IM wopo maibytrix CC-no-
nin. byno BuABNEHO, LLO COME PAHHE AOACBAHHS €3eTUMiIBy
[0 cTatuHoTepanii nicng IM 3abesnedye 4OAATKOBMX 3AXMCT
Bia ManbyTHix CC-katacTpod i MAE PO3MARATMCS SK YACTUHA
CTAHAAPTHOI CTPATETIT BTOPUHHOT NPOdINaKTUKM.

Pesynstati HaBEAEHOTO [OCHIAXEHHS 3MIHIOIOTE Cy4ACHY
NapaaMrmy Woao Bubopy BTOPUHHOI NpodinakTuku. Tak, cig
BiAMOBMTUCS Bifi TUTPYBAHHS JO3 CTATUHIB O HOMBULLMX, HOTO-
MICTb 0IPQA3Y NMOYMHATH 3 KOMBIHOBAHOTO Migxomy e3eTmi6 +
CTOTMHM Y MALLIEHTIB i3 BUCOKMM PUIUKOM.

Ha sasepienns, Mapia CepriisHa Haragana, Lo €aMHmum
npeacTaBHukom esetumiby B Ykpaiti € npenapat JIino6oH su-
pobHuutea 3AT «PapmauesTuirmin sasog EMNC» (YropuumHa).




PEBMATOJIOTIAA

PEKOMEHOALII

OHoBNEHI pekoMengaull uiogo apMakono2i4Ho20 NIKYBAHHA
ncopiamuYno2o apmpumy

PekomeHpauii Eeponeiicbkoi aHtupeemaruuHoi niru (EULAR) 2023 p. wopo nikyBaHHs ncopiatuuHoro aptpury (McA) 6ynu
Bneplue npeacraeneHi B uepeHi 2023 p. Ha Eeponeiicbkomy KoHrpeci peemaronorie B MinaHi (Iranisa). Odiuiina ny6nikauis
HACTAHOBM Big6ynacs B 6epesHi 2024 p. MeTolo OHOBNEHHS pekomeHaalii woao tepanii McA 6yno BUCBITIEHHS HOBUX
MexaHi3miB gii npenaparie Ta AAaHMX cTOCOBHO ePpeKTUBHOCTI i1 6e3neKu BXXe HaSBHUX NiKapcbKux 3aco6is. MonoxxeHHs,
wo 6ynu po3po6bneHi Ha OCHOBi CUCTEMATUYHOIO OrASAY NiTEPATYPU TA KOHCEHCYCHOT AYMKM MiXKHOPOAHUX €KCNEepPTiB,
BKJIIOHAIOTb CiM ocHOBHMUX npuHuuniB i 11 pexomeHaauin wono papmaxkorepanii McA. Y nokymeHTi HaBeaeHi crparerii
NiKyBAHHSI HeCTepoiagHUMM NpoTusanansHumu npenaparamm (HM3M), 6ionoriunummu 3aco6amm Ta iHriGitopamm aHyc-
Kina3sm (iJAK) 3anexHo Big ¢opmm 3axBoploBaHHS. 30Kpemd, 3anponoHOBAHE BUKOPUCTAHHS MPAKTUYHOrO niaxoay

A0 BepeHHs nauieHTis i3 McA 3 ornsay Ha cynyTHI naronorii, 9K-oT 3ananbHi 3axsoploBaHHs kuweyHuka (33K) Ta yeeir.
Mpeacraensemo Ao BAWOi yBaru ornsp, KNo4OBUX NOJIOXKEHb HACTUHOBM,

V nikyBaHHi IIcA octaHHiMu poka-
MU OYJI0 TOCSITHYTO 3HAYHOTO MPOTpecy.
3okpeMa, OyJiM pO3BUHYTI HOBI KOHIIEI -
1ii, IK-TO AyXe paHHS miarHocTuka I1cA
Ta ripe-IIcA, a TakoX BCTaHOBJIEHI 11iJ1i Te-
parmii Ta 3aCTOCyBaHHS KOMIIJIEKCHOTO MijI-
XOMy 110 JIiKyBaHHSI CYIyTHiX 3aXBOPIOBaHb
(Zabotti et al., 2023; Lubrano et al., 2023).
dapmaKoJIOTiYHi MOXITUBOCTI PO3IIMPUITU -
sl 3aBIISIKU CXBaJIEHHIO HOBUX JIiKapChKUX
3aco0iB, 1110 HalllJIEHi HA pi3Hi MeXaHi3Mu
nii 3a IIcA Ta rcopia3y LKipu.

Jlo mipemnapatiB, 3aTBEPAKEHUX IJISI JIiKY-
BaHH# [IcA, cboromHi HajgexaTb (Tabxa. 1)
(Kerschbaumer et al., 2024):

1. 3BUYaiiHi CUHTETUYHI XBOPOOOMO/IM -
(¢ikyBaJbHi aHTUpPEBMATUYHIi TperapaTu
(3cXMAPII), Taki ik MeTOTpeKcaT, Cyibda-
caja3uH i jepayHoMi.

2. Bionoriuni XMAPII (6XMAPII), 1o
BKJIIOYAIOTh iHTiOITOpY (hakTOpa HEKPO3y
nyxiauH (i®HIT) — sk opuriHaibHi, Tak i 0i-
ocuMinsipu, inriditopu 1J1-17 i 1JI-12-23/
1JI-23-p19, a Takox inriditopu CTLA4
(UMTOTOKCUYHUIA aHTUTEeH 4, OB’ sI3aHU
i3 T-nimMmboruTamu).

3. AreHTH, 1110 iHTiIOYIOTbH SIHYC-KiHaA3y
(JAK), ak-Tto TodauuTuHiO Ta ymamauu-
TUHIO, abo ¢ocdomiecTepasy 4-ro Tuiy
(®OE4) — TapretHi cuHTeTnyHi XMAPII
(tcXMAPII).

Ha nopmartok, 3’sIBUIMCS HOBI JaHi 11010
O0e3neku BukopuctaHHs iJAK, orpuMaHi
y BEJIMKOMY PaHIOMi30BaHOMY KOHTPO-
JIbOBAHOMY JOCJIiIXKEHHi BILUIUBY Todalu-
TUHIOY TIpu peBMaToigHoMy apTpuTi (PA)
(Ytterberg et al., 2022; EMA, 2023; FDA,
2023). I3 yacy ocTtaHHiIX peKOMeHaallii
EULAR 11010 ¢apmMaxkogoriyHoro JikyBaH-
Hs [1cA 2019 p. rany3b CyTTEBO 3MiHMIACA.
Tomy onoBnennst HactaHoBu EULAR 1mozno
nikyBaHHs [IcA 6yno cBoeuacHum (Coates
et al., 2022; Coates et al., 2023).

Ile OHOBIEHHS CTOCYETHCSI CUCTEMHOTO
¢apmakonoriyHoro jgikyBaHHs IIcA 3 ak-
LIEHTOM Ha OMOPHO-PYXOBi MPOSIBU 3aXBO-
PIOBaHHS, a TAKOX OXOIUTIo€e criekTp TIcA,
BKJIIOUHO i3 BILUIMBOM Icopia3y LIKipH, 1o3a-
CyIrJIO0OBUX TIPOSIBIB Ta CYMYTHIX IMAaTOJOTii
Ha BuOip Tepamii I1c A.

Y YuHHI HaCTaHOBI MOJOXEHHS 1110J0
JIiIKyBaHHS Maui€eHTiB i3 [ICA MaloTh Bifmo-
BifiHI piBHI TOKA30BOCTi Ta CTYIEHi peKo-
MeHalliii. OHOBJIEHI aCleKTH BKJIIOYal0Th
7 3araJbHUX MPUHIIUIIB (TTOPiBHSAHO i3 6
y 2019 p.) i 11 pexomeHawuiit (mopiBHsI-
HO i3 12 'y 2019 p. yepe3 3AUTTSI NYHKTIB),
cepel AKUX Juile 4 3aTUIIUINCS HE3MiH-
HUMU. [3 cemu 3araibHUX MPUHLUTIIB TPU
3aMIIuIrcs 6e3 3MiH, Tpu Oyiu nepedop-
MYJIbOBaHi i OMH 10/aHO.

IlopiBHSIHHS 3MiH i3 peKOMeHaalisIMU
2019 p. mpeacTapaeHi B TaOauILi 2.

JazanwHi npunuunu

IlcA € cemepozennum i nomenuiitno msxc-
KUM 3aX80PIOGAHHAM, W0 MOXMCE nompe-
Oysamu myabmuoucuunAinaprHo2o nioxooy
00 aixysanns (0e3 amin).
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Xoua TIcA € noTeHI1iitHO TSKKOIO MaTO-
JIOTI€10, HE Y BCiX Malli€EHTIB PO3BUBAIOTHCS
TsikKKi popmu 3axBoproBaHHs (FitzGerald
etal., 2021; Kerola et al., 2022). Mynasruauc-
LMTUTIHAPHUIA TIiIXin 1o BeneHHs oci i3 [IcA
€ e(DeKTUBHUM 3aBASIKM CITiBIpaLli MiX JIi-
KapsiMU pi3HUX crieliaabHoCTel Ta npode-
cioHajaMu rajy3i OXOpOHM 310pOB’s, AKi
MaroTh BinnmoBigHuit nocsin (So et al., 2021;
Wendling et al., 2022).

Tepania oci6, wo cmpaxcdaromo na IlcA,
Mmae Oymu cnpamosana Ha 3abe3neveHns
Halikpawoi donomozu ma 6azyeamucs
Ha cniabHoMmy pimenni nayienma i Aika-
PA-pesmamonoea, 3 ypaxy8anuam edex-
muenocmi, Oe3nexu, 6apmocmi AiKy8aHHs
ma no6ax)cans Xeo0pozo.

Leit 3arayibHUi MpUHUMI OYB 3MiHEHU I
nopiBHsHO i3 2019 p. byno nonaHo mo6a-
>KaHHS TMaIlieHTa SIK eJIEMEHT, IKWii HeoO0-
XiTHO BpaXoBYBaTH, i HaroJIOIIEHO Ha BaX-
JIMBOCTI CHIJILHOTO YXBaJICHHSI pillieHb JJIsI
MaKCUMi3allil MPUXUJIbHOCTI A0 JIiIKyBaHHS
Ta iforo e()eKTUBHOCTI 3 OTHOYACHOIO MiHi-
Mi3alli€lo YCKJIaHEHb Yepe3 HEKOHTPOJIbO-
BaHe (aKTUBHE) 3aXBOPIOBAHHS Ta MOXJIMBI
nob6iuHi edekTu npemnaparis (Smolen et al.,
2019; Caso et al., 2020).

Pesemamoaocu e paxisuamu, axi maromo ne-
PeBAdICHO 3alMAMUCA AIKYBAHHAM NPOAGI6
i3 oKy onopHo-pyxo06020 anapamy 6 na-
uienmie i3 IlcA; 3a kainiuHo 3nauyujo2o ypa-
JHCeHHA WKIpU peemamonoe i depmamo.noe
noeunHi cnienpauyroeamu npu diaznocmuuyi
il mepanii 6usAB.AeHUX YPAINCEHD.

Tabnuus 1. Mepenik npenaparis,
3aTBeppXeHux ans l'liKYBaHHﬂ
McA, srigwo 3 EULAR (2023)
fhn LD Hasea npenapa
XMAPI BNNUBY penapary
Metotpekcar
3cXMAPT] JledpnyHomig
Cynbpacanasut
Ananimyma6
Lepronisymab
OHM Eranepuent
IHdnikcmab
lonimMymab
1N-12/23 Yerekinyma6
6XMAPTT i
T-17A ICKceKlgyMo6
exykiHymab
N-17A/F bimexizymab
lycenkymab
1-23-p19 Pizankisymab
CTLA-4 Abatauent
OLE4 Anpeminact
TCKMAPT " TodaumtnHib
JAK :
YnogauutuHi6
Mpumitkn: CTLA4 — aHtureH 4, acouirioBanmii i3 T-nimpouuramm.
*IJAK HeobxigHO 3 06epeXHICTIO MPU3HAYATH NALIEHTAM BIKOM
265 pokiB, TM, XTO € HMHILLHIMK Q6O KoO. iMu TP MM
KYPLAMM, 3 GHOMHE30M QTEPOCKIIEPOTHHHOTO CEPLIEBO-
CYAMHHOTO 30XBOPIOBAHHS A60 iHLIMMM NOB’A3AHMMM 3 HUMM
PaKTOPAMM PU3MKY, 3 HLIMMU YUHHUKAMM PU3NKY 3NOSKICHUX
HOBOYTBOPEHb, O TAKOX i3 BIGOMMMM PAKTOPAMM PU3MKY BEHO3HOI
tpomboembonii.

Jlikapi-peBMarosioru 3abe3nevyoTh Haii-
Kpamuii morisn 3a mauieHtamu i3 IIcA
Ha OCHOBI IXHBOTO JOCBiIy poOOTH i3 Gara-
ThbMa IIpernapaTaMH IJ1s Tepallii peBMaTUYHUX
Ta OMOPHO-PYXOBMX 3aXBOPIOBAHb, BKJIIIOYHO
i3 BAXXJIMBUMU acTlieKTaMU 0e3MeKu Ta HasiB-
HicTIO cynyTHiX matosoriii. KoHcynpraiii
3 IepMaToJioraMu, a iHOAi i iHIIMMU cIie-
LiajgicraMu, MOXYTb OyTH KOPUCHUMU B OK-
PEMUX KJTiHIYHUX CUTYaLlisIX.

Bbyno 3pobneHe He3zHauHe mepedop-
MYJIIOBaHHs, 1100 HaroJOCHUTU Ha TOMY,
110 ypaXeHHs IKipU € «KJIiHiYHO 3Ha-
YYIIUM», a He «KJIiHIYHO BaxXKJIMBUM» IS
OiNBILIOI Y3rOXKEHOCTI 3 iHIIMMU TyHKTaMU
peKoMeHaalliii.

OcHo6HOIO MemoIo AIKY6aHHA nayicHmie
i3 IIcA € maxcumizauia axocmi scumms,
noe’azanoi 3i 300poe’am, WAAXOM KOH-
mpoaw cumMnmomie, 3anobieaHHa cCmpyK-
MYPHUM NOWKOONCEHHAM, HOpMAAIZAUIT
dyuxuiii i couiaavnoi yuacmi; ycynenns 3a-
NAAeHH € 8ANCAUBUM KOMNOHEHMOM 045
docacHenns yux yiaeii (Oes 3min).

g oTpuMaHHS 10AaTKOBOI iH(popmartii
JIMBITHCSI OHOBJIEHHSI pekoMmeHaaliii 2019 p.
(Gossec et al., 2020).

Ilpu aixyeanni xeéopux na IlcA caio 6pamu
00 ysazu KoxceH nposie ypanceHHss OnopHo-
PYX060i cucmemu i yxea.aroeamu ¢ionogioni
Pimenns wodo mepanii (6e3 smin).

[ oTpuMaHHS feTalbHilIo1 iHpopMa-
uii nuBiThcs oHoBaeHHS 2019 p. (Gossec
et al., 2020).

Ilpu aixyeanni nauyicumie i3 IlcA neo6-
XioHo épaxosysamu no3acyza0006i nposeu
(ypasxcenns wkipu, oueii ma i3 60Ky wayn-
K080-KUWKO08020 MPAKMY); CAI0 MAKONHC
Opamu 0o yeazu KomopOioni cmanu, AK-mo
oxcupinns, memaboaiunui cundpom, cep-
Ue6o-CyOunHi 3axe0pioeanns abo denpecis.

®opMyITIOBaHHS «OKUPiHHS» OYJI0 H0/1a-
He, OCKIUJIbKU OXXMPiHHS YacTO 3yCTPivyaeTh-
ca nipu TIcA i Moxxe BIUIMBAaTH Ha pe3yJIbTaTh
nikyBanHs (Porta et al., 2020; Leung et al.,
2023). OxupiHHS TIOB’sI3aHe i3 HAIMipHUM
BiKaleHHSM XUpPY B TiJli, TOAi SK MeTabo-
JIIYHUM CUHIPOM — 1€ CYKYITHIiCTh (haKTOpiB
PM3UKY, SIKi MiABUIIYIOTh iMOBipHICTb pO3-
BuTKYy CC3 Ta 1IyKpOBOTrO 11iabeTy 2-TO THUITY.
OXUPIiHHS € CYyTTEBUM YMHHUKOM PO3BUTKY
MeTa0OoJiYHOTO CUHIPOMY.

Henpecis Ta iHIII MOXJIUBI MpoOieMu
i3 TICUXiYHUM 3JI0POB’SIM MOXYTb BIUIMBATH
Ha BUOIp nikyBaHHS. LleHTpasibHa ceHCubi-
JIi3alis 10 CpUMHSATTS 000 4acTo 3YCTpi-
yaeTbcd npu [IcA i TakoX BIJIMBAE Ha pe-
3yJITaTU Teparii, 1110 MOXe YCKJIaHIOBATU
MeHeakMeHT ocib i3 IIcA (Trouvin et al.,
2022; Ballegaard et al., 2021).

Ilpu eubopi aixysanns caio epaxogysamu
numanns 6esnexu wo0o indugioyaibHux
Mmexanizmie 0ii 045 onmumizauii cniesio-
HOWeHHA Kopucmi ma pu3uxy gpapmaroao-
2iunoi mepanii (noeuii npunuyun).

bepyuu no yBaru HOBi JaHi 111010 Oe3MeKu
pi3HMX MeXaHi3MiB Jii IIpenapariB IJjs JIiKy-
BaHHS [IcA, ueit HOBMI 3araJbHUI MPUH-
1M OyJ10 3aMpornoHOBaHO, 11100 MiAKPECTUTH
BaXJIMBICTh ypaxyBaHHsI MUTaHb O€3MEKU 151
KoxxHoro nauieHTa (Ytterberg et al., 2022).

PexomeHgauii

JlaHi pekoMeHaallil 30cepelkeHi Ha cuc-
TeMaTUYHOMY (DapMakoJIOTiYHOMY JIiKYy-
BaHHI; TOMiYHi Ta He)apMaKOJIOTiuHi Me-
TOAM Teparii Takox BaxJuBi ipu [IcA, ane
He BXOJTh y npeacrapiaeHuit orsia. Ha pu-
CYHKY (auB. Ha cTop. 21) HaBeneHUIt y3a-
raJIbHEHU I aJITOPUTM 3aMTPOTIOHOBAHUX Ba-
piaHTiB JiKyBaHHS. [lesiKi NUTaHHS O6e3MeKu
OylyThb KOPOTKO BUCBITJIEH], ajie ISl MOB-
HOTO PO3YMiHHS TTPodiIio MoGiYHUX edek-
TiB Pi3HUX TpernapariB CJIiJi 03HAHOMUTUCS
3 IHCTPYKUisIMU LIOAO iX 3aCTOCYBAHHSI.

r JIikyBaHHA Ma€ OyTH cnpsiMOBaHe

Ha JTOCSTHEHHS peMmicii a0o, 9K ajb-
TepHATHBA, HA TOCATHEHHS HU3bKOI AKTHB-
HOCTI 3aXBOPIOBAHHS NLJISIXOM PEryJasipHOI
OIiHKH AKTHBHOCTi XBOPOOH Ta BiANOBia-
Hoi KopeKkiii Tepamii (15, 4).

st pexomenpanist (6e3 3MiH) Bigmo-
Bilae MpuHUMNAM JiKyBaHHS 10 AOCHT-
HeHHS MeTH (Smolen et al., 2018; Coates
et al., 2015). OckinbKK1 HEMA€ HOBUX Ja-
HMX Ha MiATpUMaHHS MiIXO0y «JIiKyBaH-
Hs 10 MeTu» npu [IcA, piBeHb n10Ka30-
BOCTi Ta CTyHiHb peKOMeHIallili TaKOX
3aJMiIalThes 6e3 3MiH. BUukopucTaHH
METO/IiB JIJId OLIHKY aKTUBHOCTI 3aXBO-
pIOBaHH$ OYJIO PO3IJISIHYTE B peKOMEH 1a-
LisX 1010 JiKyBaHHS 10 MeTu (Smolen
et al., 2018). BuzHaueHHs pemicii npu
IIcA 3anuinaeTbCcs NpeaMeTOM AUCKY-
ciii (Hagege et al., 2020; Landewe et al.,
2021). 1151 KOHTEKCTY LUX pEKOMeHAaliii
peMicisi Ma€ po3TasiiaTUCS SIK YCYHEHHS
3amajeHHs.

AKTUBHICTb TIATOJIOTIi CJIiJ peryasipHO
OIL[iHIOBATH JJISI KOKHOTO OKPEMOTO MPOSIBY
(s1K-TO cyrnobu, mKipa, eHTe3UT, JaKTUIIIT,
akciagbHa hopMa), a KOpeKIlis JiKyBaHHS
3ajiexxaTuMe Bil MepeBakaHHS MEBHOTO
MPOSIBY 3aXBOPIOBAHHS y JaHWUIl MOMEHT
(Orbai et al., 2017).

) [HII3II moxyTs 0yTH BUKOPHMCTaHi
JJI51 MOJIETIIEHHA CUMNITOMIB ypa-
JKeHHS OTOPHO-PYX0BOi cuctemu (1b, A);
Micuesi in’ekuii rmokokoprukoigis (I'K)
MOXKHA PO3MIAAATH 9K J0AATKOBY Tepa-
nir (35, C).
st pekoMeHIallist CTOCYEThCSI KOPOTKO-
CTPOKOBOTO CUMIITOMATUYHOTO JIiKyBaHHS.
Bona 6yna po3po6ieHa nuisixoM 00’ €qHaH-
HSI JBOX MOIEPeaHIX peKoMeHalliit 2 Ta 3,
B sikux okpemo posrisiganu HIT3IT ta 'K,
OCKiJIbKM O0MIBa MpernapaTy Mpu3HavyeHi
JIMIIE 17151 KOPOTKOCTPOKOBOTO TOJIETIIEHHS
cumnrToMiB. Byso npuitHsTe pilieHHs OiJib-
e He 3ranyBaTu cucteMHi 'K y myHkrax,
OCKIJIbKY JIaHi, 1110 MiATBEPAXYIOTh 1X IPU-
3HaueHHs npu [1cA, oomexeni. Kpim toro,
I'K matoTp 6arato MoTeHLIMHUX MTOOIYHUX
edekTiB, 0CO0JIMBO 3 ypaXyBaHHSIM BUCO-
KOI ITOLIMPEHOCTi KOMOPOiTHOCTI Ta ceplie-
Bo-cynuHHUX (CC) (pakTopiB pU3UKy Mpu
ITcA (Ferguson et al., 2019; Vincken et al.,
2022). OnHak B OKpEMUX BUMAAKAX CUCTEM -
He JikyBaHHS ['K Moxe OyTH KOpUCHUM 1St
NesIKUX TMalli€HTiB, 0COOJMBO MpU Moiap-
TUKYJISIpHUX opmax Ta/abo SIK MiCcTKOBa
Tepartis.

Ne 4 + 2025 p.
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Tabauus 2. NopiBHsaHHS pekomeHpaauiin EULAR 2019 i 2023 pp. wopo nikyBaHHs McA
Bepcis 2019 p. | 3minm | Bepcis 2023 p.
3aranbHi npuHuMNu
A [MCA € reTeporeHHUM i NOTEHLIMHO TSHXKMM 3AXBOPIOBAHHAM, Besamin | A [MCA € reteporeHHmM i MOTEHLIMHO TSXKIMM 30XBOPIOBAHHSIM, LLO MOXE
IO MOXE MOTPEBYBATU MyNbTUAMCUMIIHAPHOTO NiAXOMY A0 MKYBAHHS noTpebyBaTH MybTUAMCUMIIHAPHOTO MiAXOAY A0 MiKYBAHHS
Tepanis NCA mae 6yTh cnpsSMOBAHA HA 306€3NeYeHHs HAMKPALLOT Tepanist naujentie i3 MCA mae 6yTn cnpsMoBaHa Ha 3a6e3NeYeHHs HORKPALLOT
g |AonomoruTa 603yBATMCA HQ CMILHOMY PILLEHHI NAUIEHTA | NiKaps- Mepedop- g |AonomomTa 6a3yBATMCA HQ CMIMLHOMY PILLEHH] NAUIEHTA | NiKapA-pPeBMATONora,
PEBMATONONA, 3 YPAXYBAHHSM EEKTUBHOCTI, GE3NeKM i BAPTOCTI MynbOBAHO 3 YPOXyBAHHsIM epeKTUBHOCTI, Ge3neku, BAPTOCTI NiKyBaHHS T ynogobaHHs
NiKyBAHHS XBOPOro
PesmaTtonoru € baxisLamm, aki MAIOTb BIAMOBIAATH 30 NiKYBAHHS PesmaTtonoru € baxisLamm, ki MOIOTb NEPEBAXHO 30MMATUCA NIKYBAHHAM
C |onopHo-pyxosix npossis y nauientis i3 MCA. 3a kniHiyHo sHauywmx | Mepedop- C nposBiB i3 6oky OnopHo-pyxoBoro anapaty B nauieHTis i3 [CA; 3a kniHiuHo
YPOXEHb LUKIp1 PEBMATONOT | AEPMATONOT MOBMHHI CMIBNPALOBATU | MyNbOBAHO 3HAYYLLOTO YPAXEHHS LLKIPY PEBMATONOT | AEPMATONON NMOBUHHI CIBNPALIOBATH
npM AiArHOCTMU ¥ Tepanii BUABNEHMX YPOXEHD NPy AiArHOCTUUI # TepAnii BUABNEHUX YPOXEHD
OcHosHoto MeTolo nikysaHHs naujenTis i3 [CA € noninwenHs . Lo - .
. o . OcrosHoto meToto nikysarHs nauientis i3 [MCA € makcumizauis SKOCTI XuTTS,
AKOCTI XHMTTA LLUNAXOM KOHTPOMIO KNIHIYHKUX NPOABIB 3OXBOPIOBAHHA, ’ - . 7 . .
. . .o . NoB A3CAHOI 31 300POB AM, LLNAXOM KOHTPOJIO CUMMNTOMIB, 30I'IO6II'CIHH$|
D |3an06iraHHs CTPYKTYPHUM NOLIKOAKEHHSM, HOPMONI3aLLT dyHKLiM bezamin | D - RSN " .
B " ! CTPYKTYPHUM NOLUIKOIXEHHSM, HOpMani3auii GyHKLiK | coujansHoT yuacTi;
TA COUIANbHOI y4aCTI. yCyHeHHﬂ 30NANeHHs € BAXITMBUM KOMMOHEHTOM L.
Lo YCYHEHHS 3anAaneHHs € BAXIMBUM KOMNOHEHTOM AN [OCATHEHHSA LUKX LiINen
AOCSATHEHHS LX Linew
[Mpu nikysarHi xsopux Ha MCA cnig 6pati fo year KoxeH nposs . . .
pu iy P . P @jpronA oY ) 1P . [Mpu nikysarHi xsopux Ha MCA criig 6pat SO BT KOXEH NPOSB YPAXKEHHS!
E |ypaxeHHs onopHO-pyXOBOi CUCTEMM 1 YXBAMIOBATH BIMOBIAHI bes amiH E . . . N .
) OMOPHO-PYXOBOI CUCTEMM | YXBANIOBATM BIANOBIAHI PilEHHS LWOAO Tepanii
PiLLEHHs Woao Tepanii
Mpu nikysanHi naujentis i3 MCA HeobxinHo Bpaxosysat . L . .
P Y hau XIAHO BRAXOBY [Mpw nikysanHi naujenTis i3 MCA HeobxigHO BpaxosyBaTH No3acyrnoGosi Npossu
no3acyrnoGoBi NPOsBY (YPAXEHHS LUKIPK, OYEH TA LWNYHKOBO- ; P .
. ; L .| Mepedop- (ypakeHHst wikipu, oueit Ta i3 GOKY LNYHKOBO-KMLIKOBOTO TPAKTY); CNif TAKOX
F [knwkosoro TpakTy); Takox cnig BpaxosyBaTi KOMOPGiaHi CTaHM, Taki F - . R
LR . MynbOBAHO 6paTh A0 yBArM KOMOPBIHI CTAHM, SK-TO OXMPIHHS, METABONIYHMI CHAPOM,
K METABONIYHIMA CMHAPOM, CEPLEBO-CYAMHHI 30XBOPIOBAHHS 60 ) "
: CepLEeBO-CyANHHI 30XBOPIOBAHHS abo aenpecis
Aenpecis
[Mpu BUGOPI NlikyBAHHS! CIif BPAXOBYBATH NUTAHHS GE3NekH LLOAO HAMBILYANbHMX
= = Hosui G [MexaHi3miB 4ii ana onTUMIsauii CNiBBIGHOLEHHS KOPUCTI TA PU3MKY
dapmakonoriuHoi Tepanii
Pexomengauii
JlikyBaHHst Ma€ ByTv CNpsMOBAHE Ha AOCATHEHHs! pemicii abo, : -
p : JlikyBaHHS Ma€E BYTH CIPSMOBAHE HA [OCATHEHHS pemicii abo, sk anbTepHATUEA,
AK QNbTEPHATUBA, HM3bKOI OKTMBHOCTI 30XBOPIOBAHHS LLSXOM . . . e
P . ) i bes amin 1 |HO BOCATHEHHS HU3BKOT OKTUBHOCTI 30XBOPIOBAHHS LLISIXOM PETYNAPHOT OLHKM
PerynspHOT OLHKM GKTUBHOCTI XBOPOGM TA BIAMOBIAHOT KOPEKLi A " I
S QKTUBHOCTI XBOPOOM Ta BifNOBIAHOT KOpeKLii Tepanii
HM3MM moxyTb GYTH BUKOPHUCTAHI AN NONETLUEHHS CUMNTOMIB
TQ 03HAK YPOXKEHHS ONOPHO-PYX0BOTo anaparty. Micuesi iH'exuii O6'eanaro HIM3M mosxyTs ByTH BUKOPUCTAHI AN9 NONETUEHHA CUMNTOMIB YPOXEHHS
21 3 |rMioKOKOPTUKOIAIB Crlif PO3MSAATH sIk AOAATKOBY Tepaniio npu McA; 10 3MHEHO 2 |onopHO-pyx0BOi CHCTEMM; MICLIEBT iH'€KLIT IIIOKOKOPTUKOILIB MOXHA PO3MSAATH
CUCTEMHI MTIOKOKOPTMKOIAM MOXHQ 30CTOCOBYBATH 3 0BEPEXHICTIO K LOAATKOBY Tepanito
Y HOMHWXUI edeKTUBHIN 1O3i
Y naui€eHTiB i3 NONIAPTPUTOM Cif LUBUAKO PO3MOYATH TEPANIIO
XMAPTT, Hagatour nepesary METOTPEKCATY MPY KNIHIYHO Y novienTis i3 noniapTpUTom 060 MOHO-/ONITOAPTPHUTOM TA MOTAHWMM
3HQAUYLLMX YPOAXEHHSX WKipy. B oci6 i3 noniaptputom ab6o moHo-/ O6'eanaro MPOTHOCTUYHUMM GAKTOPAMM (SK-TO CTPYKTYPHI NOLIKOAKEHHS, MiABMLLEH
41 5 |oniroapTpMTOM TG NOFAHWMM MPOTHOCTUYHMMM GAKTOPAMM oy Soon 3 [mapkepu roctpoi daau, [AKTUAIT ABO ypaXeHHs HIrTiB) crlig SKHOMWBMALE
(sIk-TO CTPYKTYPHI NOLIKOMXKEHHS, BUCOKA LUBMAKICTb OCIAAHHS! posnouyatu Tepanito 3cXMAPIT i3 HagaHHAM nepesari METOTpekcaTy
eputpountie / C-peakTneHui GINOK, AAKTUAIT A60 yPaXEHHS HirTie) NS NALIEHTIB i3 KMIHIYHO 3HAYYLLIMM YPOXKEHHAM LLKIPK
cnig po3msHyTv Tepanito 3ScXMAPT
Y nauienTiB i3 nepudepuyHMm apTPUTOM i HEROCTaTHBO Bignosiano | PosaineHo
6 |Ha woHaimeHwe oanH 3cXMAPTT cnig posnodatv tepanito 6GXMAPTT. Ha aBi 4 Y nauiexTis i3 nepubepuUHM APTPUTOM TA HEALEKBATHOIO BIAMNOBIAAKO
SIKLLO € 3HAUYLLE YPOXKEHHS LWKIPKM, NEPEBAry MOXHA HORATH peKOMeH- Ha woHaimeHwe oanH 3cXMAPTT cnia posnoyaTu Tepanito 6XMAPTT]
inriGitopy 1-17 abo 1J1-12/23 nauii
Y nauieHTis i3 nepudepuyHmm apTPUTOM | HELOCTATHLO BiANOBIAAIO Y naujieHTis i3 nepudepuyH1m apTPUTOM TA HEQLEKBATHO BiAMOBIALIO
7 |Ha woHaimeHwe oguH 3cXMAPTT i o 6XMAPIT, abo konu 3MiHeHo 5 |Ha woHaiimeHwwe ognH 6XMAPTT, abo konu 6XMAPTT He nigxoauTs, cnig
6XMAPIT He nigxoguTs, cnig poarmanyTv iJAK PO3IMNAHYTU MOXIMBICTL 3acTOCYBaHHS 1JAK 3 ypaxysaHHsm nuTaHs Gesneku
Y nawieHTiB i3 nerko GOPMOIO 3aXBOPIOBAHHS TA HEAAEKBATHOIO Y nauieHTiB i3 nerko GOpMOIO 30XBOPIOBAHHS TA HEQAEKBATHOO BIAMOBIALIO
8 |[signosigaio Ha woHameHwe ognH 3cXMAPTT, konn 6XMAPTT abo Bes amin 6 |Ha woHaitmerwe ogmH 3cXMAPTT, konn 6XMAPTT abo iJAK He nigxopats,
i1JAK He nigxoasitb, MOXHQ pO3rAsHYTY 3aCTOCYBaHHS iHriGiTopa PLE4 MOXHQ PO3MISHYTH 3aCTOCyBaHH iHriGiTopa PAE4
Y NOLEHTIB i3 YiTKO BUPOXEHUM EHTE3UTOM TA HELOCTATHBOIO Y NOLEHTIB i3 YiTKO BUPOXKEHUM EHTE3UTOM TG HEFOCTATHLOO BIAMOBIALIO
9 [signosinato Ha HIM3IM abo Micuesi iHeuii miokokopTUKOiiB bes amin 7 |Ha HM3MM a6o micuesi iH’ekuii ratokokopTHKoiais chif po3raHyTH Tepanio
cnig posmsaHyTv Tepanito GXMAPTT 6XMAPT]
Y NALIEHTIB i3 NepeBAXHO AKCIANbHOIO GOPMOIO 3XBOPIOBAHHS y A . .
X . b . nauienTis i3 [1CA Ta KNiHIYHO 3HAYYLLMM QKCIANBHUM YPAXKEHHSIM
10 |3 HenocTaHoio BiANOBIALO Ha HM3M cnig posrmaxyTv Tepaniio . . . ; ) LT
0 - S 3miHero | 8 |iHepoctaTHboio signosinao Ha HIM3MM cig posrsaHyT Tepanito iHriGiTopamm
6XMAPTT, nepesaxto iIPHIT. Mpu sHauyLOMY YPOXEHHI LLKipy
LR N-17A, ®HM, 1-17A/F abo JAK
nepesary moxe 6ytu Hapawo iHribitopy 1J1-17
v BUGOPI MpenapaTy BiANOBIAHO A0 MEXAHI3MY Aii Crlif, BPOXOBYBATH
Hosa no3acyrno6osi nposeu, nos’s3aHi 3 McA. 3a KIiHIYHO 3HAYYLLOTO YPAXEHHS LKIpK
= = pekomen- | 9 |nepesary cnin HanasaTy inriitopam UJ1-17A a6o IN1-17A/F, 111-23 abo 111-12/23,
Aauis 3a yseity — antu-PHI moHoknoHanbHUm axtuTinam, 3a 33K — axtu-PHI
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HII3II 3a6e3meuyoTh CUMIITOMATUYHE
TOJIETILIEHHS B OCi0 3 OTTOPHO-PYXOBUMMU TTPOSI-
BaMH, ajie He € e(beKTUBHUMM TIPU TICOpia3i.
HIT3IT Ta micuesi in’exuii 'K € kopucHruMu
JUISI TUMYACOBOTO TIOJIETILIEHHSI CUMITTOMIB
Ta 3HVKEHHS MiCLIEBOTO 3alaJIeHHS i MOXYTb
BMKOPHUCTOBYBaTUCS B KoMOiHatii i3 XMAPIIT
3a noTpedbu. OnHaK HeoOXiTHO BpaxOBYBaTU
acIekTH 0e3IeKr, 0COOIMBO 3a MOTEHIIIITHO
TpuBasioro BukopuctaHHs HIT3IT.

IlepeBaxkHa OibIIICTh MAIIIEHTIB HE Ma-
I0Tb OTPUMYBATU JIiIKyBaHHSI BUKJIIOYHO
HII3IT (6e3 XMAPII) BianoBigHo A0 npo-
aKTUBHOTO Mmigxomay o Teparii IIcA no mocsr-
HeHHs MeTH. JIuiile malieHTy i3 ayxe Jerkoro
nepudepuuHo0 GOpPMOIO 3aXBOPIOBAHHS
a00 MepeBaKHO 3 EHTE3UTOM YU aKCiaTbHOIO
(bopMoI0 MOXYTH OTPUMATH TOCTATHIO KO-
puctb Bin MmoHoTepartii HIT3I1.

HagiTh y Takux BUITagKaX BUKOPUCTAHHS
CUMITTOMaTUYHUX 3aC00iB Ma€ 3a3BUYaii OyTr
KOPOTKOCTPOKOBHM, HANPUKJIal, 0OMEXEHUM
yotupMa TXHsIMU. [Tpu nepudepnuHomy

apTPUTi TPUBAJIICTD 3aJICKUTH Bil KOHCEHCYC-
HOI TyMKU HayKOBIIiB; 3a IEPEeBaXHO aKCialb-
HO1 (hOpMU BOHA Y3TO/KYEThCS 3 PEKOMEH/Ia-
ListMy MixXHapOIHOIO TOBApUCTBA 3 OLIIHKU
crionaunoaptputy (ASAS) / EULAR ans ak-
cianbHoro crioHmunoapTputy (akcCrA), ae ak-
TUBHICTb 3aXBOPIOBAHHSI TiCJIs1 YOTUPHOX THK-
HiB JTiKyBaHHS BBXKAETHCS BIICYTHICTIO YCIIiXY
teparnii HIT3I1 (Ramiro et al., 2023). 3 iH1oro
0OKY, 111 TTALIIEHTIB i3 MEPEBAXHO aKCiaTbHOIO
(opmoto maTosiorii, SIKi MaloTh 3HaYHE 3MEH-
IIEHHS KJTIHIYHUX CUMITTOMiB, MOXe OyTH 3a-
TnportoHoBaHe TpuBasie BukopuctanHs HIT3I1T
JUTS KOHTPOJTIO CUMITTOMIB 3 YpaxyBaHHSIM PH-
3WKiB i iepeBar. CJ1i 3a3HaYNTH, 1110 AaHi 100
edexruBHocTi HIT3IT mpu eHTe3UTi 0OMEXKEHI.
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Y nanienTis i3 noaiaprpurom ado

—J MOHO-/0JIiIrOAPTPUTOM Ta TOTAHUMH
NPOrHOCTHYHMMH (PAKTOPAMH (IK-TO CTPYK-
TYPHI NOIKOIKEHHS, MiABUIIEHI MapKepH
rocTpoi a3u, JAKTHIIT a00 ypazKeHHs Hir-
TiB) (4, C) ciig AKHAWIBHIIIE PO3MOYATH

tepamito 3cXMAPII i3 Haxannsam nepeBarn
MEeTOTpeKCaTy A NAIi€HTIB i3 KJIiHIYHO
3HAYYIIUM ypazkeHHsM mKipn (15, B).
Cepen malLli€eHTiB i3 mepudepuIHUM
apTPUTOM MPOBOAMTHLCS PO3Pi3HEHHS 3a-
JIEXHO BiJl KiIbKOCTi HaOpSIKIUX CyTja00iB
i mporHocTnuyHuUX ¢akTopiB (de Vlam et al.,
2021; Kishimoto et al., 2021). ¥ 2019 p. mo-
JIapTPUT Ta MOHO-/OJIiIr0ApTPUT i3 TTIOTAHUMU
MPOTHOCTMYHUMU MapKepaMK pO3TJIsiaaliv-
Csl OKpeMoO, ajie s SICHOCTI 11i IMyHKTHU OyJIn
o0’egHaHi B OHOBJIEHII HacTaHOBI. OJiro-
apTPUT BU3HAYAETHCS K apTPUT (HAOPSKITi
CyrIo0H1) 10 YOTUPHOX CYIJI00iB BKIIOUHO
(Gossec et al., 2020). Lle ¢popmynoBaHHS
CTOCYEThCS KJIIHIYHOI 1iarHOCTUKMU (a He Bi-
gyanizanii). [IporHocTuuHi akTopu BxXKe
Oy/v BU3HAYEHI paHille i 3aIMIIaoThcs 0e3
3miH (Gossec et al., 2020; Kerola et al., 2022).
PexoMeHnmoBaHe mBUAKE MPU3HAYEHHS
3cXMAPII napanensHo (a00 Maitxe ogHO-
YacHO) 3 MOYaTKOM CUMIITOMAaTUYHOI Tepa-
ITi1 K JJIsT TALIEHTIB i3 TTOTiapTPUTOM, TaK
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i3 OJIiIr0apTPUTOM i3 TOTaHUMMU TTPOTHOCTUY -
HUMU akTopaMu. XBOPi Ha OJIiIroapTpUT 6e3
MOTaHUX MPOTHOCTUYHUX (PAKTOPiB TaKOXK
MawoTb oTpumyBatu 3cXMAPII, ane nns
HUX HEMAE TaKOi TEPMiHOBOCTI, BpaXOBYIO-
YU COPUATIUBILIUN JOBTOCTPOKOBUM MPO-
THO3. [IJIs MallieHTiB 1aHOi KOTOPTH MOXHA
Binknactu npuzHayeHHs1 3cXMAPII 3 imo-
BipHUM BMKOPUCTAHHSIM CIEpIIy TiJIbKU
CUMIITOMATUYHOTO JIiKyBaHHSI.

KoHkpeTHO1 pekoMeHaalii ans tepamnii
JaKTUJIiTy HeMa€e. BBaxaeTbcs, 110 TaKTU-
JIT € KOMOiHalli€lo (0JIiro)CMHOBITY, TEHO-
CHUHOBITYy Ta eHTe3uTy. [lalieHTiB 3 i30J1b0-
BaHUM JAKTUJIITOM CJIiJI JIiIKyBaTH MOIiOHO
10 0oci0 3 osiroapTpuToM. JIiKyBaHHS BKJIIO-
yae pusHaueHHd iH’exuin 'Ky cyrnobu
ta 3cXMAPII, saxi mokazanu cBoio edek-
TUBHICTh Y MoOJIETHIeHHI gakTumity (Vieira-
Sousa et al., 2020).

IMepmium npusHauenum XMAPII mae
oytu 3cXMAPII (meToTpekcart, JedayHo-
Min abo cynbdacanasun). [IponoBxeHHs
npioputetHocTi 3cXMAPII BimoOpaxae
KOHCEHCYCHY IYMKY €KCIEPTiB, SIKi HagaIu
nepeBary CliBBiTHOIIEHHIO «KOPUCTb — PU-
31K — BapTicTh» 3cXMAPII, ocobauBo Me-
TOTpeKcaTy, HaJl TApreTHUMU TperapaTamu.
BiacyTHicTh HOBUX JaHUX, SIKi O BKazyBaau
Ha kopucTb 6/TcXMAPII sk nepioi JiHii
JIIKyBaHHSI, i HASIBHICTh HOBUX JI0Ka3iB 1010
MEeTOTpeKcaTy MiATBepAUIN e(PEKTUBHICTh
uporo npemnapaty npu I1cA (Kerschbaumer
et al., 2024; Coates et al., 2022).

VY pexomenpanisx EULAR iinerscst ipo
HEOOXiTHICTb TOTPUMAaHHS IiIAXOAY «JIiKy-
BaHHSI 710 TOCSITHEHHST METHU», 1110 Nepeada-
Yya€e 3HUXXEHHS aKTUBHOCTI 3aXBOPIOBAHHS
moHaiiMeHnmre Ha 50% TPOTATOM TPHOX
MiCSI1IiB Ta NOCATHEHHSI TepanmeBTUYHUX
1LIiJIelt TPOTSITOM IllecTU MicsiliB. Bianosin-
HO, He CJTil TPOJOBXYBaTH BUKOPHUCTAHHS
3cXMAPII, sxio TepaneBTUYHUX LiJei
He IOCSITHYTO. Y pa3i Hee(eKTUBHOCTI
3cXMAPII pekoMeHI0BaHO MPU3HAYUTHU
inmmit XMAPII, nanpuknan 6XMAPII. 3a-
rajioM JOIiIbHO OLIiHIOBAaTU €(DEKTUBHICTD
3cXMAPII Ta yxBanoBaTu pillleHHS TIPO
ioro mojanpliie 3aCTOCYBaHHS SIK MOHO-
Tepamnii abo Hi uepe3 12 TUXHIB BiInoBin-
HO JI0 TIXONY «JTiKyBaHHS IO TOCATHEHHS
Metu» (Smolen et al., 2018).

Xouya BUKOPUCTaHHS METOTpeKcaTy Mpu
TIcA 3a3Buyait IpyHTY€ETbCS Ha JAaHUX iHIIUX
iMyHO-0ITOCEepEeIKOBAHUX 3aXBOPIOBAHb, SIK-
oT PA Ta nicopia3s, TakoxX € JaHi II0A0 oro
eexrusHocTi npu [1cA. I1pu oMy Helio-
JaBHI MiATBEPIKYBaJIbHI JaHi obcepBalliii-
HUX Ta PaHAOMi30BaHUX KOHTPOJbOBAHUX
JIOCIiIXeHb CBiIUaTh Mpo Te, 110 YacTMHA
Mali€HTiB MO3UTUBHO pearyBaTUMeE Ha TIijI-
BUIIEHHS 03U MeToTpekcarty (Smolen
et al., 2023; Lindstrom et al., 2023).

banaHc «edeKTuUBHiCTHL — Oe3meKka»
METOTpeKCaTy CJiJl peTyJsipHO OIliHIOBa-
TH 3 OIVISIAY Ha 3arajbHUM MeTaOoaiuHuM
npodinp mamieHTiB i3 IIcA, mo moxe
HiIBUILYBAaTU PU3UK PO3BUTKY MOOIYHUX
eheKTiB, TAKUX SIK TeNaTOTOKCUYHICTh
(Wilsdon et al., 2019; Felten et al., 2022).
Ho3a MeToTpeKcaTy Ma€e OyTU JOCTaTHBOIO,
3a3Buyait 20-25 MT Ha TUXKIEeHb (TTPUOIN3-
Ho 0,3 mr/kr). JlonaTKOBO peKOMEHI0Ba-
He BUKOPUCTaHHS (POJaTHUX J0OABOK JJIsI
3MEHIIEeHHS MOOIiYHNX e(eKTiB METOTpeK-
caty (Liu et al., 2019).

IHmi 3cXMAPII (nedpyHoMin i cynbdaca-
JIJa3MH) € MOXJIMBUMU BapiaHTaMU JTiKyBaH-
H$I Ta MIPOJEMOHCTPYBaIU €(DEKTUBHICTh 3a
nepudepuuHoro aptputy mpu I1cA (Gossec
et al., 2016). HemaBHe nocmimkeHHS eheKTy
KOMOiHallii MeToTpeKcary i3 JedayHOMiaToM
MoKa3aja0 HU3bKE CMiBBiIHOILIEHHS ebhek-
TUBHOCTI i Oe31eKH, TOMY ii 3aCTOCYBaHHS
He pekoMmeHnoBaHe (Mulder et al., 2022).

MpogosxeHHs Ha HacT. crop.\
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Mouarok Ha ctop. 18 X\,

7 | Y nauienTis i3 nepucepuaHum apTpu-
TOM Ta HEaJeKBATHOIO BiAMOBIAII0

Ha moHaiiMenme oaun 3cXMAPII caix

po3noyatu Tepanito 6XMAPII (Ia, A).

Lls1 pekoMeHmallisl CTOCYEThCS MAlliEHTIB
i3 mepuepuIHUM apTPUTOM Ta OXOILIIOE
SIK 0Ci0 i3 MOHO-/0JIir0apTPUTOM, TaK i MOJIi-
apTputoM. OHaK y BUIaAKax 0OMeXeHOTro
nepu@epruyHoOTro ypaxeHHs1 0e3 MoraHux
MPOTHOCTUYHUX (haKTOPiB 3aCTOCYBAHHS
npyroro kypcy 3cXMAPII nepen nmoyatkom
tepamnii 6XMAPII a6o TcXMAPII He € 6e3-
MiZCTaBHUM, SIKIIO 1€ PillleHHS TOTO/XKEHE
MiX JliKapeM Ta Mali€HTOM.

VY pasi BiACyTHOCTI yCIixy JiKyBaHHS
npuHaiiMHi ogHuM 3¢XMAPII, HacTynHuUM
KPOKOM PEKOMEHI0BaHe MPU3HAYEHHSI Of-
Horo i3 goctynmHux 6XMAPII (auB. Tabs. 1)
(Kerschbaumer et al., 2024).

Iuriditopu JAK € nieBumu npu IcA, ane
Hapas3i CliBBigHOIIIEHHS ¢(DeKTUBHOCTI, O€3-
MeKu, BapTOCTi Ta IOCBily JOBrOTPUBAIOTO
3actocyBaHHs 6aratbox 6XMAPII onHo-
3HAYHO HAa KOPUCTb OCTAHHIX MOPiBHSIHO
3 iJAK. HasgBHicTb CynyTHiX 3aXBOpIOBaHb
y Oaratbox mauieHTiB i3 [IcA Takox cxusie
ekcrepriB niarpumaT Bubip 6XMAPII.

Iomo 6XMAPII, He 06paHO KOHKPETHO-
O MOPSIAKY 3aCTOCYBaHHSI, OCKiIbKY XKOIEH
i3 6XMAPII He nmpoaeMOHCTpYBaB IiepeBar
1I0JI0 CYTJIOOOBOTO YpaXXe€HHS HaJl iHIIUMU
6XMAPII (Mease et al., 2020; Gossec et al.,
2022). Y naniit pekoMeHaallii BOHU nepepa-
XOBaHi y MOPSIIKY HOMePiB LIMTOKIHIB, Ha SIKi
BOHM HalliJIeHi, a He 3a ripiopuTeToM. OgHaK
inribitopu CTLA4 He BBaXXalOThCS XOPOIIIM
BapiaHTOM uepe3 ix 00MexXeHy e(heKTUBHICTh
y KJIiHiYHMX BUTIpoOyBaHHsX (Mease et al.,
2017). CryniHb peKoMeH/allii BUCOKUI AJIs1
LIbOTO MYHKTY, 110 BimoOpaxae HaKOIMMYeHi
HaniiiHi gani (Mclnnes et al., 2022).

Ha BigmiHy Bim M’130BO-CKEJIETHUX MPO-
SIBiB, IJ1 Mmo3acyrjio6oBux nomeHiB TIcA
€ BIIMIHHOCTI Yy MOPSAKY peKOMeHIalii
mono 6XMAPII (Kerschbaumer et al., 2024).
VY nBox mocaimkeHHsx BIuBy 0XMAPII
npu IIcA, B sIKuX TOpiBHIOBaJIM iHTiOIiTOP
IJI-17A 3 apanimyma6oM, OyJio mokKa3aHO
noAioHy e(peKTUBHICTb 100 CYIJI00iB, ae
Kpallly BiiMOBiNb IIKipy Ha iHTibiTOp IJI-17A.
Kpim Toro, € naHi, 1110 cBim4aTh rnpo OinbIIniA
edpext 6XMAPII mopiBHSIHO 3 METOTpeKca-
TOM TIpH Ticopia3i mikipu (Sbidian et al., 2023;
Mclnnes et al., 2023).

Bci 6XMAPII Ta iJAK nokazanu edek-
TUBHICTb 1LIOJ0 IIPUTHIYEHHSI peHTIeHOorpa-
(iyHOrO MporpecyBaHHs, OAHAK TaKi JaHi
BiJICYTHi JUIS1 alipeMiJIacTy.

3rinHo 3 MPOBEAEHUM CUCTEMATUUYHUM
OIJISIIOM JliTepatypu, 6e3rneka pi3HUX Ka-
teropiii 6XMAPII € npuitHsatHolo. Bci
6XMAPII nigBuIyoTh iMOBipHIiCTb iH(PEK-
iit (Kerschbaumer et al., 2024). Puzuku Bu-
kopucranHs i®HII no6pe Binomi. Kanannos
(3a3BMYail CIM30BO-IIKIPHUIA) YacTillle BU-
HUKae npu iHrioyBaHHi IJI-17A ta IJI-17A/F,
ocobmBo octanHboro (Mclnnes et al., 2023;
Merola et al., 2023). Iuriditopu 1J1-23-p19
€ HOBIIlIMM JOMOBHEHHSIM JI0 apceHay Jii-
KYBaHHSI, aJjie ix 6e3neKa BUTJISIA€ 3a10BiJIb-
HOIO, aHAJIOTIYHO YCTEKiHyMaoy, SIKMii TAKOX
BruiuBae Ha 1JI-23 (p40 nanuor), npodinb
o0iYHMX eeKTiB sIKoro 1o0pe Bimomuii i 3a-
nosinbHuit (Kerschbaumer et al., 2024).

3arajioM npu yxBaJIeHHi PillieHHSI ITPO MpH-
3HAUEHHS HOBOTO JIiKapChKOTO 3ac00y HEe00-
XiJIHO BpaxOByBaTu 0e31eKy Ta KOMOPOiTHICTh
JUISL KOXKHOTO TalieHTa okpeMo. I1oBHila iH-
(opmartist momno acrniexti 6e3neku 6XMAPII
HaJa€eThes B iHCTPYKILii 10 npemnapary. Ha Bap-
TICTh TAKOX CJIiJl 3BepTaTH yBary, aje BOHa
MOXX€E BapitoBaTH 3aJIEXHO Bifl KpaiHu. Y Oara-
THOX KpaiHaX €eKOHOMisl KOIITIiB BiOyBa€ThCS
3aBISIKY HasiBHOCTI GiocuMinsipiB i®HIT ta mmo-
TEHIITHO iHIIMX OiIOCHMIISPIB y MaiiOyTHHOMY.
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IlepcoHanizoBaHa MeaULIMHA JJIS [TOJIET-
IIEeHHSI ONTUMAaJbHOTO BUOOPY MEPILIOTO
6XMAPII Hapa3i ckiiagHa yepe3 BiICyTHICTb
iHAUBiIyali30BaHUX IPEAUKTOPIB BiAMOBIiAi
Ha jikyBaHHs (Miyagawa et al., 2019). Ak
yXe 00roBOpIOBAaIOCs, BaXJIMBO BPaXxOBY-
BaTu (DEHOTUI TallieHTa Ta MOXJIMBI MO-
3acyri000Bi o3Haku. TakoxX clig 3BaXaTu
Ha KoMopOiaHicTh y mauieHTa (Leung et al.,
2023; Drosos et al., 2022). Heo0xinHo 0ib-
1€ TOCiKeHb 00 MPEAUKTOPIB BiMOBI-
Ili Ha Mpenaparu, BKJIOYHO i3 BIUIMBOM CTaTi
(Tarannum et al., 2022; Orbai et al., 2020).

Komoinayis 6XMAPII i3 3cXMAPII. Tlep-
i 6XMAPII vacTo npusHavyanm y KoM0Oi-
Hauii i3 3cXMAPII, Takum sIK MeToTpeKcaT
(Lindstrom et al., 2023). OnHak gaHi 11010
0JaTKOBOI KOPHUCTIi Bil OMHOYACHOTO 3ac-
TOCYBaHHS METOTpeKcaTy 3 TapreTHUMU
XMAPII y nauieHTiB i3 nepucdepuuyHIM 3a-
XBOPIOBAHHSIM CYTIEPEUIUBI, 10 TOTO XX HEMA€E
JI0Ka3iB KOPUCTi METOTpeKcaTy B 0cib 3 aKci-
anpHUMHU cumntoMamu (Ramiro et al., 2023).

KowmbiHaniio metoTpekcary i3 6XMAPII
BuBYanu nepeaxHo ms iOHII. Jocmia-
JXKEeHHS MoKa3aiu MoJiOHy e(PeKTUBHICTh
i3/0e3 CcyImyTHBOTO BUKOPHMCTAaHHS Me-
TOTpeKcary. Xoya B JeSIKMX JOCJIiIXEeHHSX
MpY BUKOPUCTAHHI METOTpeKcaTy OyJio BU-
sIBIEHO OinbIy TpuBadicTh Aii (Lindstrom
et al., 2023; Fagerli et al., 2014). [dani
HEIOJaBHBOTO BEJMKOTO MOCTiIXKEHHS
MPOAEMOHCTPYBAJIM MiABUIIEHHST YaCTOTU
pewmiciii 3a kombiHoBaHoi Tepanii i®HII
Tta MetoTpekcaToMm (Lindstrom et al., 2021).

IIlono MexaHi3MiB mii iHIIKUX dapMako-
JIOTIYHUX 3ac00iB, JaHUX JJISI HiATPUMKHU
KOMOiHallili HeIOCTaTHbO. 3arajioM peKo-
MEHI0OBaHO ToeaHyBaTy nepiuuit 0XMAPIIT
i3 panime npusHayeHuM 3cXMAPII y Bcix
BUMAAKaX, KOJW Take JIiKyBaHHS 100pe Ie-
peHOCUJIOCS MalliEHTOM, OCOOJIUBO KOJIU
nepimm 6XMAPIT 6yB i®HII.

Y nauienTiB i3 nepudepuanum apTpu-
TOM TAa HEaJAeKBATHOIO BiANOBIAAI0
Ha moHaiiMenmie oguH 0XMAPII, a0o kom
0XMAPII ne nigxoaurs (4, D), caix po3-
IJITHYTH MOKJIMBICTD 3acTocyBanus iJAK
3 ypaxyBaHHSM NUTaHb Oe3neku (15, B).
L5t pexoMeHmallist BUKJIMKaja 6arato o0-
roBopeHb. 3 olHOTO 060Ky, i3 2019 p. Oy”n0
OTPUMAHO HOBi JaHi Mpo eDEeKTUBHICTb
iIJAK, 30kpema, ony0iKoBaHi MO3UTUBHI
pe3yJIbTaTh TOCIiIKEHb YIaAalluTUHIOY Ipu
IIcA (Mclnnes et al., 2021). 3 iH1110rO GOKY,
Hapasi iCHye rio0aibHe 3aCTepeXeHHS,
BUMYILEHE K YMPaBIiHHAM i3 KOHTPOJIIO
3a SIKiCTIO XapuoOBUX MPOMYKTiB i MeAMKa-
MeHTiB (FDA), Tak i €BporeiichKuM areHT-
CTBOM i3 JiKapcbhkux 3aco0iB (EMA). Bono
obmexye BukopuctanHs iJAK mns Beix 3a-
XBOpIOBaHb, BKIIOYHO i3 TICA, Ha ocHOBI
HiABUILEHOI KMOBIpHOCTI OHKOJOTiYHUX
i CC-nopii1, BUSBICHUX Y TALIIEHTIB TTOXU-
soro Biky 3 PA ta ¢aktopamu CC-pusuky
IpU 3acTocyBaHHi TodauTuHiOy (Ytterberg
etal., 2022; EMA, 2023; FDA, 2023).
Inri6iropu JAK npusBoasTh 10 MigBUILIEH-
HSI 3aTajIbHOI YaCTOTH iH(EKIIi MpuOIN3HO
Ha TakoMy X piBHi, K i 0XMAPII, ane 3 6i1b-
1I010 KiJIBKICTIO BUMAMKIB reprecy (herpes
zoster) (Kerschbaumer et al., 2024). be3neka
3aCTOCyBaHHS TOGalUTUHIOY i yrmajgaiu-
TUHIOY B KoHTeKCTi [IcA HemomaBHo Oyia
oliHeHa i1 BUrIsAana Mo3uTuBHO. OmHaK
CIocTepexXeHHsI 0yJ10 KOPOTKUM, TOMY TO-
TpiOHE MPOBEAEHHS MOAAIBLINX JOCTIIKEeHb
(Burmester et al., 2023; Mease et al., 2020).
Xoua Hapasi aHi TpuBaIuMX BUNPOOYBaHb
He TokazyoTh nigsuieHoro CC-pu3uky abo
OHKOJIOTii, MOB’SI3aHUX i3 BUKOPUCTAHHSIM
iIJAK npu TlcA, momioHUX 10 JOCTiIKEeHHS
ORAL-Surveillance nipu IIcA Hapa3si Hemae.
Tomy oomexxeHHs Teparii iJAK rpu PA Takox
TOBMHHI 3acTocoByBaTucs 10 [1cA, oco6muBo
3BaXKalouu Ha Te, 1110 BaXJIMBI 151 PO

pu3uky iJAK KoMopOinHOCTI MOXYTb OyTH
nommpeHimmmu nipu TIcA, Hix PA (Hanpu-
KJana, oxupiHHsa Ta ¢pakropu CC-pusuky).
3 iHI110T0 OOKY, KOHTPOJIb 3aTaJleHHS BasKJIN -
Buit 1uis1 3HKeHHST CC-puU3uKy.

ChiBBigHoILIeHHS e(eKTUBHOCTI i1 6e3-
neku nas iJAK He 3abe3meuye iM Miciie
nopsa i3 0XMAPII mis1 yeproBocTi BUOO-
py (To06TO He MoXxHa nponoHyBaTH iJAK
SIK 3BUYAliHe JTiKyBaHHS ITiCJIsl HeaJleKBaTHOI
Binmosini Ta/abo HermepeHOCUMOCTI Tepartii
3cXMAPII). Tomy iJAK 3a3Buyaii 3actoco-
BYETBCS SIK TapreTHa Teparist Ipyroi JiHii
(a0o XMAPII TpeThoi niHii).

Bapro 3a3HauuTH, 10 AT ACSIKMX Ta-
1ieHTiB iJAK MOXyTb OyTW ONTUMaJIbHUM
BapianToM micast 3cXMAPII; e BinoOpa-
KEHO y (opMy/t0BaHHI B peKOMeHAaallii
«komn 6XMAPII He nigxoguth». g «He-
MPUAATHICTb» MOXE BKJIIOUATH MPOTUITOKA-
3aHHs 10 6XMAPII, npakTuyHi nuTaHHS,
110 CTIPUSTIOTh HaTaHHIO TIepeBary nepopaib-
HUM TIpenapaTaM (SIK-TO BiICYyTHICTb YMOB
IUIS HAJIeXKHOTO 30epiraHHs 3a KOHTPOJIbO-
BaHUX TEMIIEPATyp), a TAKOX YMOA00aHHS
nali€eHTa, BKJIIOYHO 3 IMOBIpHICTIO He3a10-
BiJIbHOI MPUXUJIBHOCTI 10 iH’ €Kil (Bimmo-
BiIHO 0 MEPIIOTO 3arajJibHOTO MPUHIIUITY
11I0/I0 CITIJIBHOTO yXBaJleHHS pillieHb). [1po-
T€ XBOPi MalOTh 3BaXKyBaTU CBOI IT00aXKaHHSI
i3 MOTEHLIHHUMU pU3UKAMM.

CrymiHb peKOMEHIALI JIS LIbOTO ITyHKTY
OyB HU3bKMM, OCOOJIMBO 1I0JI0 MUTaHb 0€3-
MeKU, OCKiIbKY JoKa3u st [IcA obMexkeHi,
Ta BOHa Oa3yBaJiacsl Ha JaHMX MallieHTiB i3 PA.
3anpornoHoBaHo 3actocoByBatu iJAK micis
Hepaainoi Teparnii 0XMAPII, ockinbku Hapasi
TOCTYTIHI Kisibka HoBUX 6XMAPII 3i cripusit-
JIVBUM BIUTMBOM Ha IIKipHi ypaskeHHSI Ta Bifl-
HOCHO XOPOILIUMU JaHUMU 00 Oe3MmeKu
(inri6itopu 1J1-23, 1JI-17), o Toro k motpioHi
JIOJATKOBI JOBrOTPUBAIi AaHi 11010 e(heKTUB-
Hocri Ta 6e3neku iJAK mipu TIcA.

Huni npenapatu, 1110 iHTiOy10Th TUPO3UH-
kiHazy 2 (TYK2), nepeOyBatoTh Ha eTarti OLliH-
ku ipu [IcA. BoHM oKy He cxBaJieHi 1J1s1 BU-
KOPUMCTaHHS, i AaHi 111010 Oe31eKu 00MeXeHi,
30KpemMa IIpHU IIcopiasi, e Taka Teparlisl BxXe
JineHzosaHa. Tomy inriditopu TYK2 He Oyau
BKJIIOUEHI 10 IOTOYHUX PEKOMEH IaLIii.

{ﬁ B oci0 i3 j1erkoro dopmolo 3axBopio-

BAHHA TA HEAIEKBATHOIO BiANOBI 1110
Ha moHaiiMenme oauH 3cXMAPII, koiu
0XMAPII a60 iJAK ne nixxoaars, MoKHA
PO3TJSHYTH 3aCTOCYBaHHA iHridiTopa
®JIE4 (1b, B)

Ll pexomeHaauis 3aauinuiaacs 6e3 3MiH
i3 2019 p. TepmiH «ierka ¢opma 3axBo-
pIOBaHHS» 3aCTOCOBYETHCS 3a HasIBHOCTi
oJiroapTputy abo eHTe3UTy 0e3 MoTraHMuX
MPOrHOCTUYHUX (PAKTOPIB Ta 3 0OMEXEHUM
ypaxeHHsaM 1ikipu (Gossec et al., 2020;
Mease et al., 2023). JlaHi mocaimxeHHs
FOREMOST HeumonaBHO OiATBEpAMIN
e(EeKTUBHICTh alTPeMiacTy 3a OJIir0apTPUTY
y xBopux Ha [IcA (Mease et al., 2023). OnHak
MpUYMHA, YOMY afpeMijacT Mocinae okpeme
Miclie nmopiBHsHO i3 0XMAPII a6o iHmuMu
TcXMAPII, nonsirae He aulle y BiTHOCHO
HUXYill e(heKTUBHOCTI, ajie i y BilICyTHO-
CTi JaHUX PO CTPYKTYPHY €(EeKTUBHICTh
(1110 cTaBUTH MiA cyMHiB TepMiH «XMAPII»,
OCKiJIbKM HeMa€ JaHUX IPO CIOBiLIbHEHHS
MPOTPeCyBaHHSI MOLIKOKEHD).

3acTocyBaHHS anpeMinacTy B MOEAHAHHI
3 iOHII € mo3amineH3iiiHUM i TOPOXINM
0e3 MiaTpUMyBaJbHUX IaHUX, TOMY HE MOXE
OyTH pPEKOMEHJOBAHUM.

I 'V nanjienTiB i3 4iTKO BUpazKeHNM eHTe-

3UTOM TA HEJAOCTATHHOIO BiAMOBIII0

Ha HII3II a6o micuesi in’ekuii I'K ciia pos-
rasHyTH Tepanito 0XMAPII (15, B).

Leit myHKT 3anuinaeThest 6e3 3miH. HiTko

BUPAXEHUN €HTE3UT CTOCYEThCS MiATBEP-

JDKEHOTO 3amnayieHHsT B eHTe3ax (110 MoXe

nmoTpedyBaTU OJATKOBOI AiarHOCTUYHOI
Bi3yanizauii) aJiss yHUKHEHHS HaaAMipHOTO
JIiKyBaHHS 00JII0 B €HTe3aX, HE MOB’13aHOr0
i3 TIcA (Hampukian, y KOHTEKCTi CUHAPO-
MiB TTOLIMPEHOro 00110 a00 TOBTOPIOBAHO-
ro MexaHiuHoro ctpecy) (Schett et al., 2017;
Marchesoni et al., 2018). byno npoBeneHe
aKTMBHE OOrOBOPEHHST HOBUX JAHUX, SIKi BKa-
3yI0Th Ha HEMpsIMY €(DEeKTUBHICTh METOTPEK-
cary nipu eHrte3uTi (Kerschbaumer et al., 2024;
Mulder et al., 2022). OgHak HasiBHi Ha ChO-
TOAHi TOKa3u HEeIOCTaTHLO MEePEKOHJIMBI,
00 MPOMOHYBAaTU METOTPEKCAT Yy LIbOMY
NyHKTi. CBOEIO Yeprolo METOTpeKcaT MOXKe
OyTH BapiaHTOM JIiIKYBaHHSI JJISI JeTKUX Tia-
L[IEHTIB 3 EHTE3UTOM.

V pasi 4iTKo BUpaxXeHOro nepeBakaHHS
eHTe3uTy npu [IcA nponoHyeThCcs Npu3Ha-
yatu 6XMAPII (6e3 mepeBaru KOHKpETHO-
ro MexaHi3My [ii), OCKiJIbKM BCi CXBaJieHi
Ha croronHi 6XMAPII nponemoHcTpyBa-
JIV OTHAKOBY €(PEKTUBHICTb MPU EHTE3UTI,
X04Ya MOPiBHSUIbHI TOCHiIXEHHS BilICYTHI
(Kerschbaumer et al., 2024). Tyt BapTicTh
MOX€ MaTH 3HaYEHHSI, ajle TAKOX CJIifl Bpa-
XOBYyBaTH iH1Ii mposiBu. Ciix 3a3HAYUTH,
mo xoua TcXMAPII He 3ragani 6e3rnoce-
peaHbO B LIbOMY IIYHKTi, BOHU € BapiaH-
TOM Y II€SIKUX BUMAAKaX EHTE3UTY (3aBXIU
3 ypaxXyBaHHSIM CITiBBiIHOIIEHHS KOPUCTi
i pusuky, 3okpeMa mis iJAK) (EMA, 2023;
FDA, 2023).

ﬁ Y nanienris i3 IIcA i3 KiiHiYHO 3HA-
YYIIMM aKCIaJbHUM YPAKEHHAM i He-
noctaTHboro Bigmosiamo Ha HII3II cain
PO3LIAHYTH Tepanilo inridiropamu IJI-17A,
®HII, 1JI-17A/F a6o JAK (1b, B).
®opMyTIOBaHHS T aKCiaJJbHOTO ypa-
KEHHs1 0yJIo 3MiHEHe i3 «IepeBaxxHOTO»
Ha «KJiHiYHO 3Hauyme». 3riTHo i3 He-
1I0aBHO OHOBJIEHUMHU PEKOMEHIALlisIMU
ASAS/EULAR, y pa3i akciaibHOIro 3axXBO-
proBaHHs 3acTocyBaHHSI 3cXMAPII € Heno-
peunuM (Ramiro et al., 2023). [Ipenapartamu
Bubopy € 6XMAPII, 1o Hauineni Ha @HII,
JI-17A, 1JI-17A/F, a takox TcXMAPII, sxi
inrioytots JAK. Jlns iJAK ciing BpaxoByBa-
TU NIUTaHHS Oe3neku. BaxanBo 3a3HauuTH,
110 PEKOMEHA0BaHO OOMpaTU MixX Iepepa-
XOBaHUMU TpyNaMu JIiKiB, a HE BUKOPUCTO-
BYBaTH iX KOMOiHalIlilo.

JIis i€l pekoMeHAallil MopsiaoK nepepa-
XyBaHHS MpernapariB Ma€ 3HaYeHHS, OCKiTb-
kM iHrioyBaHHs IJI-17A Oyno 3a3HauyeHe
MeplIuM Yepe3 HasiBHICTh €AMHOTO Ha Ja-
Huit yac nocnimkeHHst MAXIMISE, B sskomy
BMBYAIU e(peKTUBHICTb CEKYKiHyMaby came
y nauieHTiB i3 [IcA 3 akcianbHMM ypaxkeH-
Hawm (Baraliakos et al., 2021). OTxe, piBeHb
JIoKa30BOCTi [is iHTiOyBaHHS 1JI-17A cuib-
HIlUWIA, HiX JJIs iHIIUX MpernaparTiB, JaHi
IUJISL SIKMX OTPUMaHi 3 JociimkeHb akcCnA
(Ramiro et al., 2023).

IHmi mpenapaTu nepepaxoBaHi 3 iHTiOYy-
BaHHsiM @HII Ha mepuiomy Micii dyepe3
HasIBHiCTh TOBrOCTPOKOBUX NaHUX LIOA0
Oe3reku, MoTiM ixyThb iHribiTopu IJI-17A/F,
SIKi HELOAABHO OTPUMAJIM JilIeH3iI0 IJIsI
akcCnA, ta iJAK sk BapiaHT 3 ypaxyBaH-
HSIM NUTaHb 6e3nexku. iJAK rnpornoHyoTbest
y Till camiii pekoMeHallii, o i1 0XMAPII;
1€ MiATBEPIXYE, M0 NMpodinai KoMopOi-
HOCTi xBopux Ha mepeBaxHo IIcA 3 ak-
cialbHUM ypaxXeHHSIM abo i30J1bOBAaHUM
aKkciaJlbHUM ypaxeHHsM nipu TIcA e Ginbiu
cxoxumu Ha oci6 3 akcCrnA. Tomy iJAK
y NAIi€EHTIB 3 aKCiaJIbLHUMU YPAXKEHHIMU
MOXYTb MaTHU CIPUSATIUBIIINN MTpodinb
Oe3neku 1010 oHKooriuHux i CC-pusukin
MOPIiBHSIHO i3 6araTbMa XBOPMMH Ha Tiepe-
BAXHO NepudepuyHuil apTpur.

Takoxx 00roBopeHO HempsiMi JaHi 11010
MOXJIMBOI €(PeKTUBHOCTI iHTiOYBaHHS
1JI-23 npu akcianbHoMy I1cA. OngHak, 3Ba-
JKal0YM Ha HETaTUBHI Pe3yJIbTaTh JOCTiKEHb
mono iHrioysanHs 1JI-12/23 npu akcCrA,
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npenapatu 1JI-23 Takum naiieHTam He pe-
koMmeHnoBaHi (Ramiro et al., 2023; Mease
et al., 2021).

" | [1Ipu BuGopi npenaparty BianoBiaHo

10 MeXaHI3MY Ail cJiJ BpaxoByBaTu
no3acyrio0oBi nposBu, nmos’sa3aHi 3 IIcA.
3a KJIiHiYHO 3HAYYIIOTO YpaKeHHS MKipH
nepeBary cJij HaaaBaTH iHridiTopam
1JI-17A a6o 1JI-17A/F, 1J1-23 a6o 1J1-12/23,
3a yBeiTy — antu-OHII MOHOKIOHAIBHAM
antutinam, 3a 33K — antu-®HII mono-
KJOHAJbHUM AHTHUTIJaM a0o iHridiTopam
1J1-23, 1J1-12/23 uu JAK (1b, B).

Lle HOBa peKOMeH allis, sIKa YiTKillle, HixX
y 2019 p., mosicHIo€, 1110 TIpU BUOOPI TIperna-
paTy CIIiI BpaXoByBaTH He JiuIe (HeHOTHUIT
TIcA, ane it mo3acyryiio00Bi MPOsIBU.

[lepiioro nmo3acyriao60Bow MaHidecra-
1[i€l0, Ha Ky 3BepTaloTh yBary npu IIcA,
€ TIcopia3 Kipu. Xoua y OilbIIOCTi MalieH-
TiB i3 IICA Big3HayaeThcs mcopia3 MWIKipu
abo mcopia3 B aHaMHe3i, IaHi peecTpiB
BKa3yloTh, 1110 0arato ocib6 i3 I[IcA maioTh
Jerki ypaxenHs mkipu (Ogdie et al., 2022).
OpHak HaBiTb OOMEXeHUI 1copia3 WKipu
MoxXe OyTH MpoOJeMaTUYHUM, OCKiJIbKU
KJIiHIYHO 3Hayyllle YPaXXeHHS LKipuU BU-
3HAYAETHCS SIK OOIIMPHE (YpakeHHSI TTOHAT
10% moBepxHi Tina) abo BaroMe JjIs Maili-
€HTa, TOOTO Take, IO HETAaTMBHO BITJIMBAE
Ha SAKiCTb XUTTS (HANpUKIAI, YpaXKeHHSs

obnmuust abo renitaniii) (Gossec et al.,
2020). JIng Takux XBOPUX peKOMEHI0BaHO
pO3MISIIaTH MpenapaTu, HallijieHi Ha 1J1si-
xu IJI-17A, 1JI-17A/F a6o 1JI-23 (TyT nopsi-
JIOK JIiKiB BKa3aHUIi 32 HOMEPOM IIUTOKIiHY,
a He 3a TIPIOPUTETOM).

IToTyxHi maHi, 30KkpemMa MOPiBHSJIbHUX
JOCJTiIXKeHb, CTOCOBHO TCOpia3y LIKipu Mo-
Ka3yloTh, 1110 TIpernapaTu, HalliJleHi Ha LIS -
xu 1JI-23 ta 1JI-17, nepesepiuyiots iOHII
Tta iJAK mns nikyBaHHS Ticopia3y LIKipu
(Sbidian et al., 2022; Sbidian et al., 2023).
HasBHi noka3u oOrpyHTOBYIOTb BUKOPU-
CTaHHS JIiKiB i3 TAKMMU MeXaHi3MaMU il re-
PEBAXHO Y BUIAAKax 3HAUYIIOTO YPaKeHHS
wKipu. 1e y3romky€eTbes 3 peKoMeHaalisIMU1
oo ncopiazy (Menter et al., 2019).

VBeiT He Takuii yactuii ipu I1cA, 51K B oci0d
i3 akcCmA, i3 momupeHicTio 6aU3bKo 5%
(Pittam et al., 2020). OnHak yBeiT MOXe OyTu
TSDKKUM, 1110 BIJIMBA€ Ha BUOIp JiKyBaHHSI.
Ha croroani eqMHUM MeXaHi3MOM [Iii 3 TIpsi-
MUMMU J0Ka3aMU e(eKTUBHOCTI MPU yBEITi
€ inrioyBanHst @HIT yepe3 MOHOKJIOHANIBbHI
aHTUTiNA (IK B agajiMymaOy il iHiKcu-
Maby). ToMy 1Sl malieHTiB 3 yBEiTOM CJIif
HagaBatu niepeBary aHtu-®O®HIT MoHoKITO-
HaAJIbHUM aHTUTIJIaM.

33K 3ycTpivatorbcsa y 2-4% mnauieHTiB
i3 [IcA (Pittam et al., 2020). Apcenan Ji-
kyBaHHsS 33K HelomaBHO PO3IIUPUBCA,
TOMY PEKOMEHIOBAaHO BUKOPHUCTOBYBATU
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PucyHok. Anroputm pekomengauii EULAR 2023 p. pna sepaeHHs nauienris i3 MCA
Mpumitku: | feski gocnigxeHHs cBigyaTs npo Te, Lo eHTEe3UT MOXE BIAMOBIAATH HA NiKyBAHHS METOTPEKCATOM, MPOTE piBeHb AOKA30BOCTI
Hu3bkmi. 2 [K He pexkoMeHAoBaHI Ans NiKyBAHHS 30XBOPIOBAHHS 3 NEPEBAXAHHSM QKCIQLHOTO YpaxeHHs. * MeToto flikyBaHHS € BOCIrHEeHHs
pewmicii @60 HU3bKOI GKTUBHOCTI 30XBOPIOBAHHS (0COBNMBO SKLLO BOHO TPMBANE) BIAMOBIAHO 10 PEKOMEHAALIH WOAO NiKYBAHHS
i3 focarHeHHsm TepanesTuyHoi MeTu. * Hapaerbes nepesara y pasi HASBHOCTI BUPA3HMX LWKIPHMX NposiBis naronorii, ogHak 3a cynyTHix 33K
abo yseity pekomeHpoBaHe Bukopuctanhs iPHI moHoknoHansHux anttin abo (ans 33K) iHri6itopis I/1-23, abo I/1-12/23, abo iJAK.

* Monil o3Hayae

QKTUBHOCTI 3aXBOPIOBAHHS WoHaiMeHLwwe Ha 50%. ¢ Aptput/entesut: inribitopu @HI, abo I1-17,

a6o 111-12/23, abo I/1-23p19; wkipa: inri6itopu IJ1-17, abo 11-23p 19, abo I/1-12/23, abo iJAK; yseir: i®HIT MoHoknoHansH1X aHTmTin;
33K: i®PHIT moHoknonanshmux antutin, abo IJ1-12/23, abo 1/1-23p19, abo iJAK; posrasHytm BukopucranHs inribiropis @LIE4 npu nerkomy
3axsoprosahHi, skwo 6XMAPI a iJAK e Hegouinshumu. ” [pu 3actocysani iJAK notpi6Ha obepexHicts y nauieHTis Bikom >65 poxkis,
KyPLIB Y MUHYTIOMY 4M TEMepILLHiX, 3 GHOMHE3OM ATEPOCKIEPOTHYHMX CEPLEBO-CYAMHHMX 3aXBOpIoBaHb abo iHwnx CC-¢pakTopis

PH3HKY, 3 HLUNMM YUHHUKOMM PHU3MKY 3NOSKICHUX HOBOYTBOPEHD, O TAKOX i3 BIROMMMM PAKTOPAMM PU3MKY BEHO3HOI TpoMBoembonii.

¢ Po3rnsHyT MOXAMBICTb MOCTYNOBOrO 3MEHILUEHHS AO3M B YMOBAX CTiKOI pemicii.  BknouHo 3 abartauentom.

npemnapatu, 3arBepaxkeHi g 33K y pasi
iioro noegHaHHs i3 [1IcA. CtaHoM Ha cepe-
nuny 2023 p., cxBaneHi ais gikyBaHHs 33K
npernapaT BKIto4aTh aHTU-OHIT MoHo-
KJIOHa/IbHI aHTUTINA (aganiMyma i iHGIiK-
cumab), iHriditop 1J1-12/23 ycrekiHymao,
inriditop 1J1-23 pucaHkizyma0 (muist XBopoou
Kpona) i na iJAK (omuH 3 sikux, Todaru-
TUHIO, TibKK 111 XxBopoou Kpona) (Danese
et al., 2022; Loftus et al., 2023). InridiTopu
1JI-17 (sax A, Tak i A/F) He pekoMeHmI0OBa-
Hi npu akTuBHOMY 33K, ocKibKM € AaHi
1OJ0 MiJBUIIEHOTO PU3UKY 3aroCTpeHb
(Letarouilly et al., 2022; Emond et al., 2019).

PimrenHst ns nauieHTiB i3 BaroMuM ypa-
JKEHHSM LIKipH, yBeitoM a60 33K MaioTh 06-
TOBOPIOBATUCS i3 BiMOBIAHUMHU (haXiBLSIMU,
SIKIIO 1Ie HeoOxigHo. B ycix Bumagkax morpio-
HO KepyBaTUCsl MOTOYHUMHU aBTOPU3ALLISIMUA
MpenapartiB, a TAKOXX BPaxOBYBaTU MTUTaHHS
Oe3reku Ta KoMopOigHocTeit. [[nst Bu3HaueH-
H$I TIOpSIIKY BUOOPY JIiKiB pEKOMEH/I0BaHO
crioyatKy 3Baxartu Ha migTumn [1cA, a moTiM —
Ha 103acyrIo00Bi MposiBY (3aBXIU 3 OTJISIAY
Ha 6e3meKy i1 KOMOpOigZHOCTi).

| Y nauienTiB i3 HeaJgeKBaTHOIO Bij-

—J NOBiANI0 200 HEMEPEHOCUMICTIO
0XMAPII un iJAK cJiig po3riasiHy TH MOK-
JuBicTb nepexoay Ha inmmmii 6XMAPII a6o
iJAK (Ib, C), BKII0YHO 3 OJIHI€EI0 3MiHOIO
B Mexax KJjacy (4, O).

L5t pexomenaaitist He 3miHunacs (Gossec
et al., 2020). [Ticist HeBmANIOro 3aCTOCYBaHHS
OJTHOT'O TapreTHOTO 3aCO0Y JIOTIYHO MepeiTu
Ha iHIIM npenapaT agaHoi rpynu. Hapasi
HEeMa€ MepeKOHIMBUX JaHUX Ha MiATBEPI-
JKEHHS IlepeBaru 3MiHU MeXaHi3My il me-
pel 3MiHOI0 B MeXax TOTO X MeXaHi3Mmy.
Baprto 3a3HauyuTH, 110 U1 peKOMeHaalis
He o0MeXye 3arajabHy KiIbKiCTh 3MiH IS
MneBHOro maiieHTa. Lle Takox He o3Hayae,
110 HE MOHA 3pOOMTH Oijibllie 3MiH Y MeXax
OJIHOTO KJIacy, ajie MpakTU4Hi pe3ysbTaTh
MOKa3yloTh, 1110 HE 000B’I3KOBO 3MiHIOBATU
Mpernapar Mic/s HeBAAJIOro BUKOPUCTAHHS
OIHOTO MEIMKAMEHTY i3 TaHOTO Kiacy. 3Mi-
HU MOXYTb OYTHU 3[iliCHEHI, K HaJeXWUTh,
Mixk 6XMAPII, a6o mixk 6XMAPITI Ta iJAK.

PexomMeHI0BaHUM BapiaHTOM JIiKyBaHHSI
€ abaranent (Mease et al., 2017). OgHak
BiH MPOAEMOHCTPYBaB MOMipHUI edekr,
TOMY Ma€ BUKOPUCTOBYBATUCS JIMLIE MiC-
JIs1 HeBIAJIol Tepanii oqHUM a00 OiJbIle iH-
IIKUX TapreTHUX npenapatiB. EpekTuBHicTH
noagiiiHoro iHriditopa IJI-17A/F 6imexi-
3yMaly OyJia MoJiOHOI0 y MOMyJsisax i3/
6e3 3actocyBanHs i®HII, ane e me mo-
Tpebye minTBepaxeHHs (Mclnnes et al.,
2023; Merola et al., 2023). KoMmbiHnyBaHHS
6XMAPII Hapasi nocaimxkyeTbes, i Ha ga-
HUI yac He MOXe OYTH peKOMEHO0BaHe.

T Y nanieHTiB 3i criiikow pemicieio
MOZKHA PO3IJISHYTH MOCTYNOBE 3HU-
xenng no3u XMAPII (2b, B).

Lle#t myHkT He 3MiHMBCS. OqHAK HAKOTIH-
YyeHo Oiibllle JaHUX I0A0 3HUKEHHS 103,
110 TIPMBEJIO A0 MiABUIIEHHS PiBHS pe-
koMmeHnatiii (Coates et al., 2021; Ruwaard
et al., 2023). BaxuinBo 3a3HAYUTH, 1110 «3HU-
JKEHHS 03U» He mepenbdayae MOBHE MpU-
MUHEHHS MPUIMaHHSI Mpernapary, OCKiIbKU
116 MOXe MPU3BECTH 0 3arOCTPEHb. 3MEH-
IIEeHHS J03U € JIOTIYHUM KPOKOM, KOJHU
XBOPUIA TPUBAIUIA Yac MOYYBAETHCS J00pE,
SIK 3 TIOTJISIAY O€3MeKu, TaK i eKOHOMIl KOIII-
TiB (MALiEHT YaCTO caM 3HMXYE J03Y).

3 iHmoro 60Ky, BiICYTHi JOBroCTPOKOBi
NaHi, i Hapa3i 3HMXKEHHS J03U € M03aJlilleH-
3iliHOI0 MpaKTUKo10. ToMy B pekoMeHaallii
BKazaHe obepexkHe (POpMYTIOBaHHS «MOX-
Ha PO3TJISTHYTU» (3 METOI0 HATOJOIIEeHHS,
1O 1ie He € 000B’SI3KOBUM) 1, 3BiCHO, Y KOH-
TEKCTi CIiJIbHOTO YXBaJICHHSI PillIeHHS 3 Ma-
LieHTOM (1Ie TaKOX CTOCYETHCS iHIIMX Pi-
IIEHb 1I0JI0 JiKyBaHHS).

PEBMATOJIOTIA

PEKOMEHOAL|I

Bucnosku

B oHOBJeHii1 HACTAHOBI 1100 JIIKyBaH-
Hs [IcA nipeacTaBiieHi Bci HasiBHI Ha JaHUI
yac npenapaTty Ta peKOMeHI0BaHUH TOpsI-
JIOK 1X 3aCTOCYBaHHS 3 ypaxyBaHHsIM (heHo-
TUITY OTIOPHO-PYXOBUX i MO3acyriio00BUX
nposiBiB mpu IIcA.

OnoBneHHst 2023 p. € 3HAYHUM, OCKiJIbKU
OiIBLIICTh peKOMEeH Iallii OyJI0 CYTTEBO 3Mi-
HeHo. I3 2019 p. 6arato HOBUX JIIKiB CTaIu
JocTyrmHUMU 118t TikyBaHHsT [1cA. Bubip npe-
napary JUisl KOHKPETHOTO MalliEHTa 3aJIeXNUTh
Bill aHUX 111010 e(eKTUBHOCTI, KJIiHIYHOTO
(beHoTuITy, Mpodiato pu3KnKy MobGiuHUX edek-
TiB, IEPEHOCUMOCTI, BilIaJIeHUX HACIIIKIB,
BapTOCTi Ta JOCTYITY 10 MeAMKAMEHTiB. Xo4a
JlabopatopHi GiomapKepu 1151 cTpatrdikoBa-
HOTO MiAX0Ay 10 Teparii BiICyTHi, OyJlI0 BU-
KOPUCTaHO KJIiHIYHI MapKepH Ul pO3pOo0KHU
KJIiHIYHUX (DeHOTUIOBUX TMepeBar sl KOH-
KpeTHMX npernapariB. OHOBJIEHI peKoMeHIa-
1Iii TaKOX CIMPAIOThCS Ha JYMKY €KCIIepTiB
LIO/I0 HAsIBHUX JAHHUX, 1100 3alIpONOHYBaTU
nparMaTUYHUIA, JIOTTYHUI TTOeTAITHUI MiIXif
JIO TApreTHUX MeToiB JlikyBaHHs [IcA.

IIpenapatu, po3risiHyTi B HACTaHOBI, Ha-
pasi nitensosadi i tepartii [IcA. CboroaHi
TAKOX JOCTYITHI | iHILIi JIiKU, SIKi a00 Mpoxo-
JATb BUITPOOYBaHHS, a00 TOCTYMHI A5 Ji-
KyBaHHS iHIIIMX CIIOPiTHEHUX 3aXBOPIOBAHb,
0COOJIMBO TICOpia3y IIKipy, OMHAK iX pO3TJIs
BUXOJIUTh 3a MeXi LIMX pekoMmeHaiiin. Ha-
npukian, 6poganymab OyB cCXBaJleHUH JIn1IIe
JUIS1 3aCTOCYBAaHHS TIPU Tcopiasi, iHriGiTopu
TYK2, Taki sk peykpaBauuTHHIO Ta Ope-
MOLITUHIO, TAKOX po3pobJieHi 11 Tepamnii
ncopia3dy wmkipu ta IlcA, i3okibern € HoOBUM
MiMETHKOM aHTUTLI, C1aOKUM iHTiGiTOpOoM
1JI-17, sixnit Hapasi TPOXOAUTh TeCTyBaHHS,
TaKOX y po3po011i 3HAXOAUTHCS MEPOPATbHUN
iHrioitop 1J1-23 (Kerschbaumer et al., 2024).

AxTUBHO o6ropopioBaocsa Micue iJAK
y pekomeHaauisix (Mclnnes et al., 2021; Nash
et al., 2021). BaxanBo noTpumMyBatucs obe-
PEXHOCTI Ta BUCOKMX CTaHAApTiB Oe3MeKu
MpuY NpU3HAYEHHI MperapariB i3 KOPOTKUM
a00 cepeIHbOCTPOKOBUM JIOCBiIOM 3aCTOCY-
BaHHS, 3 OOMEXEHUMU JaHUMU 1IOI0 TPH-
BaJIOro BUKOPUCTaHHSI, 0cobauBo s TICA.
Takuii obepexxHUI miaxim Takox OyB HasB-
Huit y pekomeHaauisx 2019 p., i nopanbii
PO3pOOKH 111010 O€3MeKN MiATBEPAWIN MOro
nouinbHicTh (EMA, 2023; FDA, 2023). Bax-
JIVBO MPOJOBXYBaTU MOHITOPUHT TTperapariB
i, 32 MOXJIMBOCTI, TIPOBOIUTH KOHTPOJILOBaHi
JIOCIIIKEHHSI, OCKiIbKA HeoOXiIHi HamiliHi
JlaHi BUCOKOTO piBHSI.

Bapricth JikapchbKKMX 3ac00iB TaKOX
€ BaXXJIMBUM acCIleKTOM BEJECHHS Malli€HTIB,
Ta 3a3BMYail peKOMEHI0BAaHO MPU3HAYATH
JelEeBIINiA, SIKINO ABa MpernapaTu MaloThb
noxioHy e(peKTUBHICTH i 6e3meKy. 30Kpema,
HaBITh SIKIIO OJUH MEXaHi3M [Iii IeMOHCTpYE
Jeno Kpaury eheKTUBHICTb 100 MeBHUX
MPOSIBiB, MEHIII TOPOTU MEAUKAMEHT MOXKe
MaTM TiepeBaru, SKIo Horo epeKTUBHICTh
y LIii1 rayry3i He HabaraTo HUXKYa.

Biocuminsipu noctynHi gst Kinbkox iOHIT
i MpUBEIU 10 3HAYHOTO 3HUXEHHSI BUTpAT
Ta IIMPOKOTO BUKOPUCTAHHS y OaraTbox Kpa-
iHax. He3zabGapom TodanutuHio i anpemiiact
CTaHYTb TeHEPUYHMMHU, 1110 TAKOX 3MEHILIUTD
X BapTICTB i JO3BOJIUTH ILIMPIIIE 3aCTOCOBYBATH,
0co0JIMBO Y KpaiHax i3 MEHILMMHU pecypcamu.
3arajoM Ipu Npu3HAYeHHI IperapaTiB Clif
BpaxoBYBATH CITiBBIIHOIIEHHS e(heKTUBHOCTI,
0e3IeKy Ta BapTOCTi BiAMOBIIHO 10 3araJIbHUX
MPUHLMITIB Ta peKOMEH/ALlil, sIKi y3araJbHeHi
B anroputmi (muB. puc.) (Tarannum et al., 2023).

OHoBneHi pekomenpanii 2023 p. momo
nikyBaHHS [IcA OynyTh KOpUCHUMMU SIK TSI
KJIHILIMCTIB, TaK i JUIS TIALIIEHTIB TTPU 00TO-
BOpEHHI BapiaHTiB JIikyBaHHS. BoHU Takox
MOXYTb TOJIMIIUTU JOCTYII 10 ONTUMAaIbHOI
MEIWYHOI JOTTOMOTH.

Migrotyeana Ipuna Knumace
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MDKAUCUUNNIHAPHI NPOBJIEMA

KNIHIYHUA BUNAJOK

Emauusun § KNIHMKI npakmuul: Qoceiq 3acmocyBanxy
| KOMOpOIQHUX nauicHmis 3 apummigmu

Komop6ipHicTb 3anuLLaeTbecs OAHIEIO i3 KTIOYOBUX NPOGIEM CyuacHOI MeauLuHU, 0co6nuBo y kappaionorii.

CynyTHi 30XBOPIOBAHHS B OCi6 i3 NOpyLUEHHIMU PUTMY cepus, Hanpuknag aprepianbHa rinepreHsis (Al), iwemiuna
xBopo6a cepus (IXC), cepuesa HegocratHicts (CH), 06Ts)Xy10Tb Nnepe6ir oOCHOBHOI NATONOrI|, 3HVXKYIOTL €(PEKTUBHICTL

i 6e3neky Tepanii, NigBMLLYIOTb PU3NK ycknagHeHb. CBO€IO ueproio HaseHicTb $pi6punauii nepeacepas (PM) y komop6igHux
NauieHTiB MOXKe CNTPUYMHUTY NOTiPLUEHHS IXHbOTO 3aranbHOro CTaHY, AEKOMMEHCALilo CynyTHiIX XBOpo6 Ta 36inbLueHHs
“moBipHocTi rocnitanisauii i cmepri. AHTUAPUTMIYHA Tepania noTpebye iHAMBIAYanbHOro Nigxoay Ta BPAxXyBAHHS BCiX
Komop6iaHux naronorin. AHTMapuTMiyHuiA npenapart (AANM) IC knacy eTaumsmuH AeMoHCTpY€E epeKTUBHICTD | CNpUATINBUIA
npodinb 6e3nexku y petesnbHO Bifi6paHuX NauieHTIB i3 MiHIMaNbHUMM CTPYKTYPHUMM 3MiHaOMMU cepud. 3aBasakm pobpii
NepeHOCUMMOCTi T MOXXJIMBOCTI KOMIMJIEKCHOIO BMNJIMBY, €TALU3UH € BADKJIMBMM €JIEMEHTOM NepcoHanizoBaHoi tepanii

Y KOMOp6iaHMX XBOpUX i3 NopyLieHHaMu putmy. Ha npuknagi kniHiuHMx BUnagkis posrnsHeMo nepeBaru 3acToCyBaHHs
eTauu3nHY B NALiEHTIB 3 APUTMiIAMM TA PiSHUMM CYNYTHIMU 30XBOPIOBAHHSAMM.

Mpugna4enns emauusuny npu @A ma IXG
Map’an BacuaboBuy
I'pebennk, n.mMex.H.,
npodecop, 3aBiTyBay Ka-
(enpu Teparnii Ta cimeii-
Hoi Meauuunn PaKy.b-
TEeTy MiCASAAUNIOMHOL
ocBiti TepHomibCbKOTO
HAIliOHAJIbHOTO Meany-
HOrO YHiBepCHTETY iMeHi
I.41. Top6ayeBcbKoro
MO3 VYkpainu

BukopucTtaHHs aHTUAPUTMIYHUX TIpenapariB
(AAII) IC xnacy B mauieHTiB 3i crabdinbHo0 1XC,
ab0 XpOHIYHUM KOPOHAPHUM CHHIPOMOM 3TiITHO
3 peKOMEHMaIlisiMA €BPOTeiChKOTO TOBAPUCTBA
kapaionoris (ESC, 2019, 2024), 6ymno icropudHo
oOMekeHe uepe3 oOOI0BaHHS LI0JI0 iX MPOapUTMiu-
Hux edekTiB (3a naHumu gocaimkeHb CAST 1989 p.
i CAST-I 1991 p.). OcobmuBo 11€ cTocyBanocs ocio
3 ileMi€elo Miokap/a abo CTPYKTYPHUM 3aXBOPIOBaH-
Hsim cepust. AATT IC knacy 3a1M11aroThest POTUITO-
KazaHuMu xBopuM Ha [XC rpynu BUCOKOTO PU3UKY
B CYJaCHMX raiiijiaitHax, siK-1o pekoMeHaanii ESC
(2020, 2024) mono MeHeXMEHTY mawieHTiB i3 OI1,
HactaHoBa ESC (2022) 11010 BeigHHSI MaLli€HTiB
i3 IUTYHOUKOBUMY apUTMisIMM Ta TIPOMITaKTUKI
pamnToBOi CepLIEBOi CMEPTi, @ TAKOX PeKOMEHIALlil
AMEpUKaHCBHKOI KOJIETii Kap/ionoriB i AMepuKaH-
cokoi acomiarii cepus (ACC/AHA, 2023). IIpore
HOBI JIaHi CBimYaTh PO Te, 11O 11i IpernapaTi MOXHA
00epeXXHO 3aCTOCOBYBATH Y HAJICKHUM YMHOM Bifli-
Opanux naiieHTiB 3 IXC Ta MiHIMAJTBHIMU CTPYK-
TYPHUMM 3MiHaMH1 y CepIIi.

Posrnanemo ycnimne 3actocyBanHst AAIT IC
KJlacy, 30Kpema eTallu3uHy, B naiieHTiB 3 IXC
Ha MpUKJIaAi KIiHIYHMUX BUTIAIKIB.

Kaiviseit Bunagor

Ilauienm b. ¢ixom 77 pokie, nepeOyBac Iin cro-
crepexeHHsaM 3 2004 p. i3 npuBony Al y 1eit xe
nepion 3ahikcoBaHO GE3CUMITTOMHY PiKy CyIpa-
BEHTPUKYISApHY eKcTpacucToniio (CBE).

Tlonepedne aixysanns. J111 KOHTPOJIO apTepi-
abHOTO THCKY (AT) TpuBano nmpuiiMas B-6110Ka-
Top (Bicomposnon y 103i 5 Mr/mo0y) Ta aHTaroHicT
KaJIbLIiEBUX KaHAIB (JIepKaHiaumiH o 10 Mr/mo6y,
SIKMIA TTOTIM Yepe3 HeJIoCTaTHIO e(heKTUBHICTh OyJ10
3aMiHEHO Ha JIALMIMIIH Y 103i 4 Mr/mo0y). I3 moTo-
ro 2005 p. Tepariio MOCUIEHO IiypeTUKOM (iHaamna-
MifoM 1o 2,5 mr/no6y). Ha i ontumansHoro me-
nmkameHTo3Horo KoHTpommio AT (~130/80 MM pr. cT.)
3’IBWJIMCSI BiMUYTTS TIEPIOMMIHOI apuTMii, KA Mana
TpaH3UTOpHMIt nepedir. Jlo Tepamii OyJ10 goxaHo
TPUMETa3UJMH y MPOJOHTOBaHil dhopMi (35 mr
IBiui Ha m100Y). Y ciuni 2006 p. KiiHiYHO 3adikco-
BaHUIi eMi30/] TPaH3UTOPHOI I'PYMOBOi €KCTPacH -
CTOJIi1 Ha TJIi TPMBAJIOTO €MOLIIHOrO MepeBaHTa-
JKEHHS1, PO3BUHYBCSI KapiaITiYHUIi CHHIPOM, KA
He BKJIQIaBCs Y CHMIITOMATHKY aHTiHO3HOTO CTaTyCy.

Jlodamkose obcmencenns. Jlinimorpama, exokap-
JIOCKOIIiSl HE BUSIBUJIU CYTTEBUX BinxuieHs. [Ipu
OJIHOYACHOMY TPOBEAeHHI J0OOBOTO MOHITOPY-
BaHHs AT i enektpokapaiorpamu (JIMEKT) 6yno
BCTAHOBJIEHO BiTHOCHMIA KOHTpOJIb A" («MexkoBa
rinepTeHsis» ), 3adikcoBaHo 10 200 eKCTpacucToI
CBE ta sBa emnizonu 6e300Jb0BOi ilieMii (oq1H
i3 HMX CITiBITaB i3 00JIEM T'OJIOBU Ta MiABUILIEHHIM
AT). TecT Ha BeJlOeproMeTpi MiITBEPANB HAsIBHICTh
MpuxoBaHoi KopoHapHoi HenoctatHocTi (I hyHK-
nioHanbHoro Kiacy [®PK]; 150 Br).

Kopexuyia mepanii. 13 2014 p. y nauieHTa peec-
tpytoThest mapokcuamu OIT (TMPIT), saxi yeminmHo
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BIAEThCSI KOHTPOJIIOBATH 3acTocyBaHHIM 50-100 mr
eTauu3uHy. YoJoBiK MOCTiHO MpuiiMae iuile
[B-6mokarop (He6iBoJION y 103i 5 Mr/m0o6Y) Ta npu-
3HAuYeHi paHillle aHTUTINEPTEH3UBHI IIpernaparu,
€TallM3UH — Ha BUMOTY, 32 IPUHLIUIIOM «TabJieTKa
B xuteHi». 3 2017 p. yepe3 movacrimmanus [1OI1
i ouinky 3a mxanor CHA,DS VASc 2 6amu zo J1i-
KYBaHH$ J0IaHO puBapokcadaH y 103i 20 Mr, a ajist
cTabii3aLlii puTMy Mali€HT MepeiIloB Ha MOCTiliHe
BUKOPHMCTAHHS eTal3KHYy 110 50 Mr IBiui Ha TOOY.

BrnipomoBx HactymHux pokiB yactora I[1DIT
3Hu3uiacs, HaBiTh mix yac COVID-19 He Oyno
CYTTEBOTO 3arOCTPEHHST APUTMIYHOTO CUHIPOMY.
¥ 2023-2024 pp. min yac HEOTHOPA30BKUX aMOYJIaTOP-
HUX Bi3UTiB Ta NpoBeneHHs auHaMiyHoro JIMEKT
[1®IT ne 3aikcoBaHo. TakM YMHOM, TAIIEHT CTa-
OLTbHO OTPUMYBAB €TALM3MH MPOTITOM OCTAHHIX
JIeB’ITH POKiB 6e3 OyIb-sIKMX TO0IYHUX e(PeKTiB.

Bucnosox. Crnin Bil3HAUUTH BUCOKY MPUXUJIb-
HICTb XBOPOTO JI0 Teparlii, a TakoX MeJaHTUYHICTh
Ta aKypaTHe BeJIeHHs LOJeHHUKIB CTaHy 30pPOB’S,
MPOBEAEHUX TOCTIXEHbD i JTIKYBUTbHUX PEXUMIB.
JluHaMmiKa jinigorpaMu, TaHUX eX0KapaioCKOITii 3a-
JIMIIAJIACS ONITUMATBHOIO: piBeHb XojecTepuHy (XC)
JinonpoTteiHiB Hu3bKoi iitbHocTi (JITTHIIL) — y Me-
xax 2,25-1,32-1,62-1,54 MMoJIb/71, TUIOILA JTIBOTO
niepencepns i ppaxuis Bukuny (PB) miBoro muty-
Houka (JILI) — 17-19-18-19 cm? Ta 65-65-65-63%
y 2016-2019-2023-2025 p. BifMoBimHO.

Kniissni SMTaAoK

Tlayienm I1. sixom 78 pokie, Mae BepudikoBaHy
IXC (2016 p. mepeHic KopoHapHe BTPYYaHHS 3 iMIT-
JIAHTALIEI0 YOTUPHOX HETTOKPUTHX CTEHTIB), TPUBa-
it aHamHe3 Al MeTabostiuHi MOpyIIeHHS y BULISII
oxupinns I cr. (ingexc macu tina [IMT] — 32 kr/m?)
Ta AMCHiniaemii. YpoaoBX TpUBAIOro repiomy cro-
CTEPEXEHHSI JOMiHYIOUOIO CKaproo, sika CyTTEBO
BIUIMBAJIA Ha SIKiCTh XUTTs, OyJIa eKCTPacUCTOisl.

Anamnes. Bnepille mopyleHHsI puTMy Oyiu
3apeecTpoBaHi y 1982 p. Ha i moctaudrepiiiHo-
r0 MiOKapauTy, sIKi BUSIBUIUCS pepakTepHUMU
1o amiomapoHy. OmHaK CyTTEBE TOTipIIEHHS ca-
MOIIOYYTTSI, a CaMe MOYACTilIaHHS eKCTPACUCTOIII,
sIKi MOTpebyBany BTpyYaHHs1, 3adikcoBaHiy 1996 p.
MiCJIst HAAMIPHOTO eMoLiiiHoro cTpecy i nosiBu Al

Tepanis. JlikyBaHHS i3 3acTocyBaHHsIM P-610Ka-
TOPIB Ta iHIIMX AHTUTINEPTEH3UBHUX 3aC00iB 103-
BOJIUJIO cTabimi3yBatu AT, ogHak Oyi10 HeIOCTaTHIM
LIOI0 KOHTPOJIIO MOpyIeHHsT put™My. Toxi Bepiue
TMalieHTOBi OYJI0 MPU3HAYEHO eTalU3UH, SIKUI BU-
sIBUBCS [ocuTh edekTuBHUM. [Iposenene AMEKT
(27.05.1996) — doHoBe Ta Micas BUKOPUCTAHHS
OJIHOPA30BOi 103U eTauu3uHy 50 Mr — miaTBep-
JTAJIO TIOBHE YCYHEHHSI €KCTPACUCTOJIiT Ha mepiof
1o 6 rox (puc. 1). I3 Toro yacy 4oJ10BiK TpHUBaIO
npuitMaB etauusuH 1o 100-150 mr/mo6y. Cripobu
nepepB y BUKOPUCTAHHI Tpenapary cympoBOLKY-
BaJIMCS BiTHOBJICHHSIM YaCcTOi €KCTPACUCTOIIIT, SIKa
nipu IMEKT mora caratu 12,5% 3a 24 rox.

Tlodanvwe cnocmepesicents. OcOOIUBICTIO TIOPY-
LIEHHS puMy OyJ1a CXMJIBHICTb JIO aJIOpUTMIi, OKpeMi
€KTOIIYHI KOMIUIEKCU MaJi Pi3Hy HarpaBJIeHiCTb,
repioguyHo Oy pi3HOGMOKYCHI, a iHOMI — CrapeHi;
3arajioM JIOMiHyBaJla HITyHOUKOBA €KCTPACUCTOTisl
(LIE) mopiBHSIHO i3 HAALILTYHOYKOBOIO. 3TiTHO
3 JaHUMU YMCEbHUX IOCTIKEHb T060BOTO PUTMY,
(ikcyBanucst ekcTpacucTodii Kiacy 3-4 3a kimacudi-
Kauieto Lown, npu 1iboMy ceperHboa000Ba yacTota
cepueBux ckopoueHb (YCC) cranosuna ~60 yi./XB.
[oiiHo mauieHT MporoBXyBaB CUCTEMATUYHO MPU-
AMaTu eTalu3uH, 1000Ba YacTOTa eKCTPACUCTON
CTaHOBWJIA MEHII HiX 1%.

IMporpecyBanns IXC, npoBeneHe CTEHTYBaHHSI,
3MEHLICHHS illleMiYHUX eTi30/1iB 3arajloM He BILIU-
BaJIi Ha Tepedir eKCTpacucTolii 3a YMOBH JIiKy-
BaHHS eTalM3MHOM (IIpH CIpoOi BiTMiHU, Y 3B’513-
Ky i3 KJIiHiuHOI0 cuMrnitomatukoo IXC, nobosa
KiIBKIiCTh eKCTpacucTo 30ibinyBaiacs 10 24%).
Ha 1r1i cra6inbHoro nepebiry IXC, MeankameHTO3-
HO KOHTpoIboBaHOi Al Ta 3a10BiIbHUX MOKA3HUKIB
exokapjiockorii (rineprpodist cTiHok — 10 1,25 cM,
OB JIII — 51%) cynyTHs Teparisi eTalu31MHOM
HE CYIMPOBOIKYBAJIACS XXOIHUMHU MOOIYHUMU eeK-
tamu. HeogHopasoBi cripobu oOMeEXUTH 3aCTOCY-
BaHHS eTanu3nHy Yepe3 [XC BUKIMKaIM CYyIpoTUB
TalieHTa («3 eTallM3MHOM MEeHi CIIOKilHile»).

132023 p. y manienTa peectpypanucs [1PII, axi
e(eKTBHO KOHTPOTIOBAIUCS TOIATKOBOIO 103010
eTalu3uHy. 3BaXalouy Ha MPOTPECYBaHHSI apUT-
MiuHoro cuHapomy y Bursiai ®I1, neske sHUXEH-
Hsa ©B JII y nuHaMilli, OsIBY 4acTOTO3aJIeXHOI
TpaH3UTOPHOI OJI0KaaKM MpaBoi Hixkku myyka [ica,
YOJIOBIKOBi 0YJIO HACTIiTHO peKOMEHIOBAHO Bill-
MOBHUTHCS BiJl IIOJAJBIIOI0 BUKOPUCTAHHS eTa-
uu3uHy. OnHak y 2024 p. BiH ABivi 6yB rocrmiTta-
nizoBanuii i3 npuBoay I1®II. B 06ox Bumamkax
MalieHT CaMOCTiiHO BIOMa MPUIAMAaB eTalM3UH
3a MMPUHLIMITOM «Ta0Jj1eTKa B KulieHi». [Tix yac roc-
TiTaji3ailii B 000X BUMaaKax BifOyaacs KOHBEPCist
PUTMY B CUHYCHMI 6€3 101aTKOBOTO BTPYYaHHSI.
CJlif 3a3HaYUTH, 1O Mepe]] BiTHOBIEHHSM PUTMY
Ha EKT 0Oyno 3adikcoBaHo TaxiapuTMmilo i3 1u-
poxumu kKomriaekcamu QRS. Tomy yonoBikoBi
OyJ10 1Ll pa3 HAroJOLICHO MPO WMOBIpHY Hebe3-
TeKy BXWBAHHS €TAallM3UHY i TIPOTUTIOKA3aHHS
LI0JI0 0TO HACTYITHOTO 3aCTOCYBAHHSI, 3BaXa0Un
Ha 3MiHHU Y KJIiHIYHOMY CTaTyci.

Bucnosok. 3aranom Tpusae, npakTuuHo 30-piu-
He BUKOPUCTAHHS eTalU3nHY 0y/o eeKTUBHUM
i 6e3nmeyHuM, TIONPH 3MiHU Niepebiry KoMopOoiaHoi
MaToJIOTii.

Sk Bimomo, mocTymoBe mporpecyBaHHs 1XC
i 3HmxeHHs ©B JILL cTBOproIOTH EPELYMOBH IS
Meperisiay aHTUapuTMivyHOiI Tepamnii. BomHouac
3aJIUIIAEThCS 6AraTo MUCKYCIMHUX MUTAHb IIOI0
ONTUMAJIbHOI TAKTUKM, 30KpeMa IMpH JiKyBaHHi
OI1 y maiieHTiB i3 pisHumu nposiBamu IXC.

Migcymku

Ha migcTaBi HaBeneHUX KIiHIYHUX BUMAIKIB,
HasIBHUX HACTAHOB Ta I0Ka30B0i 0231 MOXHA AiUTH
BUCHOBKIB, 1110 AAIT IC Kiacy, 30Kkpema eTalm3uH,
JIOLJIBHO 3aCTOCOBYBATH Y MAIIEHTIB i3 MOpYILEH-
HSMU PUTMY Ta MiHiMaJIbHUMU OPraHiYHUMHU 3Mi-
Hamu cepug mpu [XC:

1. 3a yMOB CTabiIbHOTO CTaHy Ta HasIBHOCTI He-
o0cTpykTBHOI (popmu IXC (cTeHO3 KOPOHAPHUX
apTepiii — MeHI Hix 50-70%).

2. 'V pasi BiicyTHOCTI TIpOsIBiB ileMii Miokapma
TCJST ONTUMAIBHOTO CTEHTYBAHHSI KOPOHAPHUX
apTepiil.

3. 3a MiHiMaJIbHOTO CTPYKTYPHOTO 3aXBOPIOBAH-
Ha cepust, CH I-1I ®K BinmoinHo 10 KpuTepiiB
Hylo-Mopkebkoi acouiawii cepust (NYHA) ta mmo-
MipHo 3HuxeHoi @B JII >40%.

Puc. 1. Bnnue etaunsuHy Ha putm y nauievra M.
(dparment AMEKT Bip 27.05.1996)

TBepmKxeHHS 010 JOUITbHOCTI BAKOPUCTAHHS
AAII IC kpacy B namienTiB 3 IXC Mano 6 rpyHTy-
BaTHCS Ha JaHUX 0AaraTOLEHTPOBUX PaHIOMi30Ba-
HUX KOHTPOJIbOBaHUX BUITPOOYBaHb, IKMX Hapasi,
HaXaJlb, HEMae.

Emauusun y KoMnnexcHii mepanii
NAUiEHmiB i3 NOpYWEHHAMU pumMmy cepus
ma MpUBOXKHO-JENpecuBHUMU po3nagamu
Ouabra Bosoaumupisua
CpibHa, K.Me/1.H., cTapma
HAYKOBA CNiBPOOITHUISA
BTy KJTiHIYHOT apuT™MO-
Jiorii Ta esiekTpodisioorii
oy «HHII, «Inctutyt
Kapioiorii, KJIiHiYHOi Ta
pereHepaTHBHOI MeaHu-
IMHA iMeHi akajgeMika
M.JO. Ctpaxecka»
HAMH Ykpainu (. KuiB)
[MutaHHs KOpeklii mopyllleHb PUTMY — OJIHE
i3 HalicKJMagHIIKUX y CydyacHiii KapaioJorii,
3BaXKalouM Ha eTioJyoriio, nmarodizionoriuxi ac-
MeKTU nepeobiry i mosiMopOiaHicTh 0cib 3 apuT-
MigMu. OcobauBa KaTeropiss — Iie mallieH-
TH i3 TPUBOXHO-ACMPECUBHUMU PO3JTaTaMMU.
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Puc. 2. fani AMEKT nauieHTkn

Ne 4 + 2025 p.
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3a nanumu N. Mavrides Ta C.B. Nemeroff (2015),
Bin 17 10 47% XBOopuX Ha CeplLIeBO-CYyIMHHI TaTo-
JIOTii MalOTh KJIiHiYHO IiarHOCTOBAaHi CUMIITOMU
nenpecii. 1o Toro x, 3BaXxarouu Ha peaii Biii-
CbKOBOTO yacy B YKpaiHi, IyJ1 NmalieHTiB i3 pi3-
HHUMU MTOPYIIEHHSIMM PUTMY CepIIsl Ta JiarHOCTO-
BaHMMU TPUBOXHO-ICTIPECUBHUMHU PO3JIagaMu
3HAYHO 30ibIIMBCS. MeHeIKMEHT TaKUX XBOPUX
nependavae npusHaueHHs sk AAII, Tak i aHTHU-
JIETIPECaHTIB, 1110 B 3araJIbHOKJIiHIYHI# MpakTUIi
3YMOBJIIOE MiIBUICHUI IHTEPEC 10 OIIIHKM e(eK-
TUBHOCTi/0€3MeKH iX CYMiCHOIO 3aCTOCYBaHHSI.

JlaHi paHIOMi30BaHUX KOHTPOJbOBAHUX KJIi-
HIYHMX TOCIHIIXEHb CBiIYaTh MPO Te, 1110 aHTHU-
JIENPecaHT, 0COONMBO CEJIeKTUBHI iHTiIOiTOpH
3BOPOTHOTO 3axoruieHHs cepotoHiny (CI33C),
€ abcoJ0THO 0e3MeyHuMU Ta e(heKTUBHUMU
y TMalli€HTIB i3 KapIioBacKyIIpHUMU 3aXBOPIO-
BaHHSIMHU, sIKi 3aCTOCOBYIOTh HaituacTime. OnHak
Y KJIiHIYHili MPaKTUIli 4aCTO BUHUKAIOTh EPECTO-
poru, 30KpeMa, 3a HeoOXiTHOCTI CyMiCHOTO BUKO-
pucTaHHs aHTUIenpecaHTiB Ta AAIL.

PosrisiHeMo KJiHIYHUWIA BUIAag0K Malli€HTKU
Y KOHTEKCTi MOXJIMBOCTI i AOLIbHOCTI TPU3HA-
yeHHs AAIT Ta CI33C.

KniHiyHnmn BUNagok

ITlayienmka eixom 65 pokie, cKapXUTbCS
Ha Bim4yTTs «1epe0oiB» y poOoTi cepls, ceplie-
OUTTA MpoTATOM 2-3 MicALiB, KOTpi HaityacTime
TYpOyIOTh Micjsl 00iny i MOCUIIOIThCS HalBe-
Yip Ta BHOYi; 3pOCTaHHS iX IHTEHCUBHOCTI 4acTO
OB’ sA3Y€ i3 mpuitMaHHSIM ixi. [IpoTsirom ocTaHHIX
3-4 TXHIB BiI3HAYa€ CyTTEBE MOTipIIEHHS 3a-
TaJbHOTO CTaHy, IO 3yMOBJIEHO MOSIBOIO OOJIbO-
BOTO CUHIIPOMY, SIKWi1 CYTIPOBOIIXYE CEPIIEOUTTS
Ta «nepebdoi» B poOOTi ceplis.

AHamHe3 ma nonepedue aikysanus. Al mpoTsrom
5-7 pokiB, TocTiifHO TipuitMae Gicomposon (5 mr/
n00y), mepruHIONpUII (4 Mr/mo0y), KapmioMarHia
(75 mr/mo6y). 3a ONUTYBaJILHUKOM IIPO CTaH 310-
poB’st (PHQ-9), mkanoro oliHIOBaHHS JeTpecii, Mae
JIETIPECUBHUIA CHHIPOM 3 OLIIHKOIO 21 6aJ1, 3a OIuTY-
BaJIbHUKOM i3 TeHepastizoBaHoi TpuBord (GAD-7) —
15 GatiB, mpuiiMae ecrMTaTonpam y 1o3i 10 Mr/moby
MPOTTOM OCTaHHIX TPbOX MiCSILIiB.

3BepHyIacs 10 CiMEeMHOro JiKaps 3a MiclieM
npoxuBaHHs. 3apeectpoBaHo EKI: putm cuny-
COBUI, HEMTPaBWIbHUI (OMMHOYHA EKCTPACKCTONA
CBE), UCC — 62-68/x8, PQ — 140 mc, QRS —
100 mc, QT — 380 mc.

3a peKoMeHalli€lo JiKapsi MPOBEAEHO KOPEK-
1110 MeIMKaMeHTO3Hoi Teparnii. PekoMeH10BaHO
301IBIIMTH 103y 0iCOMPOJIONaY — MO 5 MT ABiui
Ha 100y, 1o JikyBaHHs — [laHaHriH mo 1 Tao.
nBivi Ha mo0Y, TpumeTtasuaun — 80 Mr/mo6y. [1po-
TSATOM 5-7 HACTYIHMX JHIB Malli€HTKA BiA3Hayana
TOTipLIEHHSI 3arajllbHOTO CTaHy: MOSIBY Ta Mpo-
rpecyBaHHS 3arajbHOI CJa0KOCTi, MOCHJICHHS
BiUYTTS MOIITOBXIB Y AUISHII cepls, KOTpi cy-
MPOBOMXYBAIMCA OHIMIHHSIM HMXHIX Ta Bepx-
HiX KiHIiBOK (mapecTe3isMu), MPOrpecyBaHHIM
3arajibHOI cJ1a0KOCTI, MiABUIIEHOT BTOMJTIOBAHO-
CTi Ta 3HMXEHHSM 3arajbHOl Mpale31aTHOCTI.
3BepHyJIacs Mo MeAMYHY JOMOMOTY B €KCTEepT-
uuil uentp HHL «IHcTuTyT Kapaioorii, Kii-
HIYHOI Ta pereHepaTUBHOI MEAMLIMHU iM. aKa/.
M.J. Crpaxecka» HAMH Ykpainu.

Obcmencenns. Tpu nposeaenHi JIMEKT: UCC
cepenHs — 54/xB., MakcuManbHa — 72/XB., Mi-
HimanbHa — 46/xB., 3apeecTpoBaHa yacta CBE —
979/mo0y, MepeBaXHO Y BeUipHiii Ta HiYHMIA Jac,
TIepioaMIHO MapHa — 2 emi3oau/noby, rpyrnoBa —
17 emizoniB/mo6y, 2 emizomu rpynosoi CBE 3 abepa-
€10 MPOBEAEHHSI 32 TUTIOM JIBOITYYKOBOi 0JI0KaIH,
TIePiOAMIHO AJIOPUTMisT 3a THITOM Oi-/TpUTEeMiHil;
peectpyBaiacs nonimopdHa IIIE — 260 emizo-
NiB/m00y, OMMHOYHA, iHTepIOoIbOBaHA — 252 elli-
304, NepioguyHo napHa (2 emizonu) (puc. 2).
3rigHO 3 aHali30M BapiabeabHOCTI CeplEeBOTO
putMmy (mokasuuku SDNN, SDANN, RMSDD,
pNNS50), Bin3HayeHO qucOagaHC BereTaTUBHOI pe-
TNl y BUDJISUL TTABULLIEHHS TApACUMITaTUYHOTO
Ta CUMITATUIHOTO TOHYCY (Tabi. 1, puc. 3).

3a ganumu ExoKT: ToBmmua MIIIT — 1,2 cM,
toBiirHa cTiHku JIL — 1,1 cM, KOHLEHTpUYHE pe-
mogemosanns JILI, ®B JILI — 60%, mopyiueHHs
niacroniynoi ¢pynkuii JIL (E/A — 0,8).

[TanieHTui nmpoBeaeHo MpoOy i3 1030BaHUM
(izMuYHUM HaBaHTaXEeHHSIM 3 METOIO NUdepeH-
uiitHoi miarHoctuku IXC: BUKOHana 1Ba CTy-
TIeHi HaBaHTAXEHHS BiAMOBITHO NO MPOTOKOIY
Bruce (7.1 MET nporsirom 1 xB), 3arajibHuit
yac — 4 xB. CyomakcumanpHa YCC — 141/xs,

3n0pQB A’ YKpaiHu

MDKAUCUUNNIHAPHI NPOBJIEMA

KNIHIYHUA BUNAZOK

Tabauus 1. MapameTpu Bapia6enbHOCTi cepLEeBOro puTtMmy
NN | SONN | SONNi | SDANN | RMsDD VIF | IF | HF [ Lfn |HEn
Yac PNN50,% | T1,% LF/HF
MC mc? %
Becb nepiog 1147,6 268,5 116,2 241,4 145,0 55,1 58 2187,7 3050,9 10224,3 30,9 1691 0,6
AKTUBHWM Nepiog 1107,0 254,2 141,8 171,8 186,1 69,6 57 2255,3 3785,3 14414,5 224 1776 04
[TacueHmMit nepiog, 1452,2 126,8 65,1 92,7 62,7 26,3 17,3 2032,5 1582,2 1844,0 479 | 52,1 1,0
LinpkagHui inaekc 0,8 2,0 2,2 1,9 3,0 2,7 0,3 1,1 2,4 7.8 0,5 1,5 04
Mpumitku: NN - iHTepsan Mix ABOMA nocnigoBHMMM cepl ckopo ; SDNN - cranpaprHe sigxunenns NN-intepsanis; SONNi - cepegHe 3HaueHHs craHaapTHMX BigxuneHs RR-inTepBanis,
o6umcnennx 3a 5-xs npomixkamu npotsrom ycsoro 3anucy; SDANN - cranaaprtHe BigxnnenHs cepegrix snavens SDNN i3 5 (10)-xs cermenTis ans cepeaHboi Tpusanocti, 6aratorogMHHMX
a6o 24-roauHumx sanucis; RMSSD - ksaapaTHuii kopiHs i3 cyMu kBaapartie pisHuui ennums nocnigosHnx nap NN-intepeanis; PNN50 - yactka NN50 saransHoi kinbkocti nocnigosHux nap
NN-intepsanie, wo siapisHaoTbcs 6inbw Hix Ha 50 Mc, oTpuMaHoi 3a Becs nepiog 3anucy; VLF — nyxe HusbkoyacToTHui komnoHeHT; LF — HusbkouactotHui komnoHent; HF — BucokouacToTHui
KoMnoHeHT; LFn — HM3bKOYaCTOTHMI KOMNOHEHT y HopManizoBaHux oguHuusax; HFn — BucokoyacToTHui koMnoHeHT y HopManizosaHux opguumusx; LF/HF — cnissigHowenns LF go HF.
AT makcumanbhuit — 180/100 mum pT. cT., peak- Becs nepion
uist AT — rineproniyHa. [ToasiiitHuit 1oGyToK — % lictorpama RR RR, mc Crareporpama RR 22 Cnekrp RR
241. J1iarHOCTUYHO 3HAYyLIMX 3MiH cerMeHTa ST 20 80
He Oyno. Ha mouyaTky HaBaHTaXeHHs Ta Ha 3-5-1 XB 1000 70
pectutyuii — I E i3 yactoToto 1o 2-3/XB, Ha BUCOTI 1200 2’8 ]
HaBaHTaXEHHS MOPYLIEHb PUTMY Ta MPOBIAHOCTI 10 ° 10
He 3acdikcosaHo. [1po6a 3a IXC HeratusHa, TOJE- 800 30
. 9
PaHTHICTB 10 (hi3MIHOTO HABAHTAXKEHHS — B HOPMi, 400 %8
pecrutyuis 3a AT, YCC — y Mexxax HOpMU. 0
Ha miacraBi naHux KJiHiYHOTO 0OCTEXEHHS 00400 800 1200 2000 0 400 800 1200 2000 0 01 02 03 0,4
R o RR, mc RR, mc Hacrora, Ny
rpernapaToM BUOOPY ISl MALlIEHTKU SIK HAROLIbIIT
.. AkTuBHMIi nepiop
KJIiHiYHO 00rpyHToBaHoro AAII craB eTalu3uH, : 0 c 0 c 0
OCKUILKYL: % ictorpama RR, mc kaTeporpama 22 nexkTp
. 20 50
o nopyieHHs1 putMmy y Burisiai LLE peectpy-
HOTHCS TIEPEBAXKHO BHOYI; 1000 40
o [IIE npurHivyeThest Ha T/1i TpoOH i3 1030Ba- 1200 ° 30
HUM (Gi3UYHUM HaBaHTaKEHHSIM; 10 800 2
® y MAaliEHTKU HE JiaTHOCTOBAHO OPraHiuHOTO
YpakeHHs CepLu. 400 10
Oxpiu Toro, 6y;10 BpaxoBaHo 0cOGMBOCTI Me- 09000 800 1200 2000 0 400 800 1200 2000 ° 0 01 02 0.3 0.4
XaHi3My Ail eTaiu3uHy. Tak, mpemnapaT He BIIMBAE RR, mc RR, mc Yacrora,
Ha piBenb AT, intepan QT, YCC, 3H1Kye Baroro- MNacueHui nepiog
HITHAH B:H'TMB Ha CEpIIe 38 PaxyHOK XOH]HOGHOKa: % licrorpama RR RR, mc Crareporpama RR 22 Crextp RR
IIM, CTabiIi3ye 3arajloM MOKa3HUKW BEreTaTUBHOI 20
iHepBallii ceplist, OCKiTIbKY € TTOXiTHUM (PEHOTia3KHY. 1000 0
Kopexuis nikysanns. IlpuzHaueHO eTalM3UH ) ’ 15
o 50 Mr Bivi Ha 100y, 103y 6iCONPOIONY 3MEH- 10 1200 10
nreHo 1o 2,5 mr/mo0y. CyrmyTHsI Tepartist: TepuH- 800
nonpui (5 Mr/no0y), TpuMerasuarH (80 Mr/nooy), 400 5
ecuutanomnpam (10 Mr/mo6y). 0
Ha oco6auBy yBary B KJIiHIYHOMY acrekTi 3a- O~ 400 800 1200 2000 0 400 800 1200 2000 O 01 0,2 03 0,4
. R, mc R, mc Yacrora, My
cyroBye (akTt cymicHoro 3actocyBaHHsS AAIT

IC knacy erauusuny ta CI33C ecuutanonpamy

Puc. 3. AHanis Bapia6enbHoCTi cepLieBoro purmy nauieHTKu

Tab6nuug 2. MapameTtpu 06po6kmu EKT
AHanis putmy CermeHT ST: kananu: 1;2; 3 Auxani3 QT (vonosiku/iHKK)
EFé‘JCi“)KOp”'“ L ) ya./xe J+(ST) 64 mc QTc minimanshmii | 0,320/0,340
Taxikapaist .
(npn 4CC ) 120 ya./x8 J+[A:B] 16 mc Qre T
Maysa 1600 mc Enesauis 100; 100; MOKCUMAITbHMI ! !
(npu RR>) 4 100 mkB
Kputepit R a T 400 mc [enpecis ]]%00' ;1\23, AHanis PQ
Inrepsan 650 mc [Mopir Haxuny 1,1, 1 mxB/c | PQ MiHimansHuit 120 mc
34enneHHsa
T 120 me EC a1 Kerani] PQ 200 mc
BiABEAEHb MOKCUMQNbHMIA
Tabnuus 3. MapameTpu cepueBoro puTmy
MokasHukm Becb nepiop AeHb Hiu (23:00-07:00)
Yac ananisy, xs 1440 960 480
QRS komnnekcis 86363 58600 27763
YCC minimanbHa, ya./xs 44 (08:22) 44(08:22) 46 (01:31)
YCC cepeghs, ya./xs 60 61 58
YCC makcumanbHa, ya./xs 94 (22:14) 94 (22:14) 77(01:38)
LinpkaaHuit ingekc 1,04
Bbpaavkapagis, x8 205 95 110
Taxikapgais, xB = - =
Ilntepsan PQ, mc 171
Tabnmus 4. LLINyHOYKOBA €KCTPACUCTOIN
MokaszHukmu Becb nepiop Oexb Hiu (23:00-07:00)
3aranbHa k-Tb 3 2 1
BigHocHa k-Tb (0,00%) 67% 33%
I3onboBaHi 2 1
RuaT = = =
Mapwu i Tpunnety - - -
Bireminii = = =
Tpureminii - - -
Cepii - - -
Tabauusa 5. Cerment ST
MokasHuku Il (Kanan 1) 1l (Kanan 2) aVF (Kanan 3)
Enesauis, Tpus., x8 955 321 755
MOKCUMansHa, MkB 171(22:03) 135(22:03) 155(22:08)
Jenpecis, TpuB., xB _ B _
MOKCMMQNbHQ, MKB
Tabnvug 6. HagLNyHOYKOBA eKCTPACUCTOSIS
MokazHukmM Il (Kanan 1) 11l (Kanan 2) aVF (Kanan 3)
3aranbHa k-Tb 33 21 12
BigHocHa k-Tb (0,04%) 64% 36%
IsonbosaHi 33 21 12
[MapHi = _ —
Cepii - - -
[Taysu =

3 OIUISILY HA MOXJIMBY {0 OCTAHHBOTO Ha 3MiHY
(mogoBxeHHs ) iHTepBany QT i moTeHLilOBaHHS
LITYHOUKOBHUX Taxikapaiid. [lepury 103y eTanusu-
Hy 50 MT marieHTKa MpuitHsIIa 32 YMOBH PeeCTpa-
uii EKT uepe3 2 ron micnst npuitMaHHs npenapary
(nepion HamiBBUBEAEHHS eTalM3UHY — 2,5 TON),
0e3 HeratuBHOI AuHamMiku EKT (o1iHka TpuBaiocTi
intepBany PQ, 3yous P, kommiekcy QRS). Kowm-
OiHawis eTauusuHy Ta B-6;10KaTopa Gicomnpoony
€ MPUIAHSATHOIO, HA BiMiHY Bill HEPEKOMEHI0Ba-
HOTO 3acTocyBaHHs iHmoro npenapary IC knacy
nponad)eHOHY CyMiCHO i3 3-6okaropamu.

Ilodanvue cnocmepexcenns. Hactymumii Kii-
HiYHUI orisia OyJio MPOBEAEHO Yepe3 TPU JIHi.
Peectpauis EKI' — 6e3 HeraTuBHOI AMHAMiKU
(ouinka PQ, QRS, QT). 3actocyBanns AAII
CJIil MPUMUHUTU TIPU MiABUIIEHHI YaCTOTH €K-
TOMIYHUX HLTYHOYKOBUX KOMILIEKCiB, MOSIBI 0J10-
KaJ, MOTeHIIiI0BaHHi, OpaguKapii, po3LIUpeHHi
Komruiekcy QRS Oinbur Hix Ha 25% Ta 3MeH-
IIEHHI MOTO aMILIITyaM, a TAaKOX 30iMblIeHHI
TpuBasocti 3yous P monan 0,12 c. [MauieHTui
PEKOMEHI0BAHO MPOJOBXUTH MPU3HAYEHY Me-
TUKaAMEHTO3HY Tepartio.

Yepes Tpu THIKHI XiHKa BiI3HauuIa CyTTEBE
TMOJTIMIIEHHS 3araJlbHOTO CTaHY: BiJICYTHICTh Bijl-
YyTTS CEpLEOUTTS, «1epedoiB» y poOOTi ceplid,
MiIBUILICHHS TOJEPAHTHOCTI 10 (i3MYHMX Ha-
BaHTaXeHb i 3HIKEHHSI iHTEHCUBHOCTI 3aIUILKU.
[pu mpoBeneHHI aHKETYBaHHS BUSIBIEHO 3MEH-
LIEHHS MPOSIBIB AeTMpecii Ta MiABUILEHHS SKOCTI
xuttst (PHQ-9-14 6aniB, GAD-7 — 12 6axniB).

Outinka ecdextrBHOCTI JikyBaHHS AAIT y mai-
€HTIB i3 MOPYIIEHHSIMU PUTMY: 3MEHIIIEHHS 3arajib-
HOI KiNbKOCTi ekcTpacucton Ha 50-75%, mapHux
ta panHix LIIE Ha 90%, BincyrHicts emizonis LT,
nipu nosiMopdHiii LT — 3MeHIeHHs KilbKOCTi
mopdomnoriunux Tumis LIE mo 1-2.

3a nanumu JIMEKT, yepe3 Tpu THXHi criocTepe-
JKEHHS y MallieHTKY 3apeecTpoBaHo pinky CBE —
33 emizomu/no6y ta oqunouny LIE (Ta6m. 2-6).

Buchosok. PexoMeHI0BaHO MPOJOBXUTH hap-
MaxoTepariilo y mOBHOMY 00CSI3i TpMBAJIO 32 YMOBU
IurHaMivyHOro MoHitopuHry naHux EKT; 3araibHoro
CTaHy Ta MOKA3HHUKIB SKOCTi KUTTSI.

Migrotysana Jiogmuna Cypixko
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Acnexmu Mogudrixauii cnoco6y xumma | nauicmis

3 apmepiancHon inepmensicio

Y 2025 p. npoBigHuMu paxiBusamm ranysi oOXxopoHu 340poB’sa 6yno po3po6seHo cepilo KNiHIYHMX NaM’ITOK, L0 MiCTSTb KOPUCHY iHpopmauilo
HO OCHOBI pEeKOMEHAALINA Ta AOKYMEHTIB MDKHOPOAHMX HAOYKOBUX cninbHOT. Lli marepianu noknukaHi 3a6e3neunTty LUBUAKUNA | npocTuii goctyn
A0 BCOKJIMBUX ACGHUX ANiF NiKapiB NepBMHHOI MeAUYHOI AONOMOrM Ta CNPUNATH NMOMINLLEHHIO XXUTTA nayieHTiB. MponoHyemo po Bawoi yesaru
kniHiuny nam’arky Big K. Fernando, ska mictutb LikaBi OHOBNIEHHS Ta pekomeHaauii woao acnexrtie mogudikauii cnocoby XXurra
B 0ci6 3 apTepianbHolo rinepreHsicio (AT).

Kopekuis Mpu6nusnui Mpu6nusnui
cnocoby Pexkomenpauii snnus Ha CAT BnauB Ha [LAT
XKUTTS (Mmm pr. c1.) (Mmm pr. c1.)
NOXMBAHHS , L -
COJ?KOMI'O?'IIO JouinbHo 0bMexXyBaTH CMOXMBAHHS QNKOTOMI0 10 14 0f. HA TUXAEHb ANd XIHOK | YONOBIKiB -4,0 2,5
CnoXu1BaHHS KOBK He NOB'A3aHe i3 nigsuiLeHUM puankom Al y saranbHii nonynauii;
Kobei . NiABULLEHE CMIOXMBAHHS KABM MOXE OCOLIIOBATUCS i3 HUXUUM puamkom Al
odeiH, Ya’t . . L : :
a eﬁe re Tk 38’330k Mix BxmBaHHam yaio Ta CC3 10 KiHusg He 3p03yMinuit; 30 AAHUMMU MEXOHICTUYHMX JOCTIIXEHD, Heschui
H0F|>-|o'|' cnocTepiranacs nepesbadyBaHa KOPUCTb LOAO 3HUKEHHS AT
EnepreTuuHi Hanoi, Wo MICTATb BUCOKY KOHLEHTPALIIO TAYPUHY Ta KodeiHy, nigsuyiots AT i MoxyTb
npu3sect no possutky CC-ycknagHeHs y Monoamx ocib
DASH-gieta XapuysaHHs Ha ocHosi DASH-gieTn 6arate Ha GpykTH, 0BOYI TA 3HEXMPEHI MONOYHI MPOIYKTH, 10 55
ans koHTponio AT 31 3HUKEHWUM BMICTOM CONi TG HOCKYEHWX/TPAHCKMPIB ! !
e Brpata Baru Ha 5 kry gopociux, aKki MaoTb HAAMIPHY MACY Tina abo OXHpPIHHS -4,4 (30 BTpATH BOK -3,6 (3a BTPATH BOTK
HOPMANbLHOT BAru P R ! pHy macy P Ha 5 k) Ha 5 )

AepobHi BNpasyu MOXyTb ByTH 3aNPONOHOBAHI 30MICTb CUIIOBKX TPEHYBAHb K METOL NiKYBALHOT

diskynbTypy nepLuoi NiHii ans aHuxeHHs AT -/,5
[lopocni matoTb nparHyTy: EcbexT aHmuxenns AT
Disnana . po6vlm 3Miqu|osoani BNPaBH, SKi 30il010Tb YCi OCHOBHI rpyny Ma3is (Hir, CTErOH, CMUHU, XUBOTQ, Ha T d)iquHv]x BNpasB
i rpyaeu, nneven 1a pYK), >2 OHI HO TUXOEHDb cepen |'|C||_|:|€HT|B -4,5
* 30MMATMCSA AKTUBHICTIO MOMIPHOI iHTeHcuBHOCTI 2150 xB/TX 1. 060 BUCOKOT IHTEHCMBHOCTI 75 XB/TUX . 3 Al € nonibHmm
* PIBHOMIPHO PO3NOAINATH disnyHi BNpasu Ha 4-5 aHis ynpoaosx TuxHs (a6o Ha 7 aHis) ﬂgHBT';J:.:"HBg 12;”3”&?{?;"
* CKOPOUYBATH YAC, MPOBEAEHWH Y MOMOXEHH] Cuasuu abo nexayu, Ta NepepuUBATU TPUBAI NEPIOaM npenpopoﬂB
6e3nisnbHOCTI
OnTUManbHe CNOXUBAHHS Kamito 3 Dxeto moxe 3HuauTu AT i By nos’asaHe 3i smeHLieHHsm imosipHocTi CC3
Bxupaiite Binblue NPORYKTIB i3 BENMKMM BMICTOM KaiO (AK-TO TOMATHWI Cik, 6AHAHM, KAPTOMAA, WNMHAT,
CnoxusarHsa nococs, srus) 5o 3,5-5 1 Ha aeHb 35 20
kasio [ns ocib i3 nigBULLEHUM PU3MKOM FiNePKAMIEMIT LS PEKOMEHAALIA MAE 6yTM iHAMBIZYQNiI30BAHOIO: Y ! '

nauienTis i3 nporpecysansHoio XXH* XCH, LU ta pesucreHtHoo Al
* PekomeHpauii wopno XXH micTaTh 06MEXeHHs CTOCOBHO CNOXMBAHHS kanito 3 ixeto fo <2,4 r/noby 3a nporpecysansHoi XXH

3MeHLLIEHHA CNOXMBAHHS coni Ha 2,5 r/noby nos’asane 3i sHmkenHam yactotn CC3 npubnunsHo Ha 20%
Hopocni MatoTs cnoxusaT <6 1 cori, Wo eksiBaneHTHo 2,4 1 HaTpilo Ha aeHs (1 u.n. ~5 1 coni)
3AMIHHKKYM COMi MICTSTb KA 3AMICTb HATPIKO, TOMY MOXYTb MIAXOAMTH HE BCIM

CnoxusarHs coni Po3yuHHi, pMcneproBaHi Ta WMMyyi aHANIETUKM MAKOTL BUCOKMIM BMICT HATPIIO; NIATBEPAXEHO 3B'930K -5,4 2,8
MiX ix BUKOPUCTAHHAM Ta migsuweHm puankom CC3; npuiManHs 8 po3unHHMX TabneTok NapaueTamony
NepeBuLLYE PEKOMEHI0BAHY 03y HATPIIO (6 1) Ha AeHb

Cnif yHUKATH 30CTOCYBAHHSA PO3YMHHWX MPENAPATIB, SKLLO BIACYTHI CNPABXHI TPYAHOLL 3 KOBTAHHSAM

Biamosa BiamoBa Big KypiHHS € OfHMM i3 HaRebEKTUBHIWMX 30X0AiB ANA 3anobiranHsa possuTky cepiosHux CC3
Bifl KypiHHS o . : . S
(ro eneZTppOHHMx Bnnue enektporHux curapet Ha AT He3posyminuit, a AaHi obmexeri; ane sce binblie AOKA3iB CBIiAYATL -5,0 -3,]
cnrapen) MPO Te, WO eNeKTPOHHI CUrapeT1 MoXyTb niasuuyysaTi AT

Mpwnmitkn: AT — aprepianshuit uck; CAT — cuctoniunmi AT; JAT — giactoniynmi AT; CC3 — cepueso-cyamHHi 3axsoptosants; XXH — xpoHiuna xsopoba Hupok; XCH — xpoHiyHa cepuesa HegocTaTHicTs;
LA - yykposui giaber.

1. Y HacraHosi EBponericbkoro Toapuctaa kapaionoris (ESC, 2024) wono sepeHHs nauieHTis 3 Al HOAAHO NPAKTH4HY iHPOPMALiIO T peKOMEHAALT LLIOAO 3MiHM CNOCOBY XMTTS Ans KoHTpostio niasuieHoro AT ta Al
2. E¢ekr Big 3anposagxeHHs nigxoais Ao Moaupikauii cnocoby XuTTs 3a3BMYAM iIHAMBIBYANbHMM, O NOERHAHHS ABOX (a6 binbLe) cTpaTerii € CUHEpPriYHNM.
3. [ins nopisHsHHS, cepeaHe 3unxenHs CAT Ha Thi 3acToCyBAHHS OBHOrO QHTUTINEPTEH3MBHOIO 3acoby cTaHoBuTb 12,5-15,5 MM pr. ct., i npubnnsHo Asi TpeTrHu ocib 3 Al He BOCSraiOTh KOHTPOIO HO OBZHOMY
npenapari 4 notpebyiots ABoX abo binbLue i3 Pi3HUX KNACIB QHTUFINEPTEH3UBHMX NIKIB.
4. Blood Pressure UK — 6narogiiiHa opranisauis y Benukiii bpuranii, ska sasiMaetbes 3HmxeHHsm Bucokoro AT i Bpurarcbke Ta Ipnanacbke ToBapuctso i3 rineptonii (BIHS) HagatoTs inpopmauito Ans niaTpUMaHHs
nauientie 3 Al Ta nikapis, BKOYHO i3 nopagamu ans moHitopuury AT Bgoma.
5. Hewopasto E. Shantsila ra C. Clark (2024) ony6nikysany kopucHy cTatTio, IPUCBSHEHY BUMiptoBaHHIO AT y MeXax nepBUHHOI MEAMYHOI FOMOMOTH.
6. KopucHi pecypcy ans nauieHris:

* HauioHansHa cnyx6a oxopohu 3popos’s Benukoi bpurarii (NHS, 2022): HagaHHs niaTpUMKM Npy 3M0BXHBAHHI QNKOroneMm;

* NHS (2024): npodinaktuka Al;

* Hauionanbhui inctutyT cepus, nereqs ta kposi CLUA (NHLBI, 2025): nnan xapyysatus 3a DASH-gieroro;

* NHS (2023): niatpumanHs HopmansHoi Bary;

* NHS (2024): ¢pisnyni Bnpasm;

* Blood Pressure UK (2025): kaniii Ta Baw AT;

* Blood Pressure UK (2025): cinb Ta Baw AT.

Migrotysana OneHa Kopo6ka

OpUriHANBHWI TEKCT LOKYMEHTA, BKITIOYHO i3 BUKOPUCTAHUMI [KEPENAMM NITEPATYPH, YMTakMTE Ha canTi www.medscape.co.uk
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PEBMATOJIOTIA

PEKOMEHOAL|I

OHOBNEHI peKOMEHOaUll uiogo giazHOCMUKN Ma NIKYBAHKY
jeBMamoigxo20 apmpumy

Po6oua rpyna ®@paHuysbkoro toeapucrea peemaronorii (FSR) y 2024 poui oHOBUNG HACTAHOBY LWOAO
BeAeHHN nauieHTiB i3 peemaroigHium aptputom (PA). PekomeHaauii 6a3ylorbcs Ha Bepcii AOKyMmeHTa Bif
€BponencbKoro anbsiHcy pesmaronoriuinx acouiauin (EULAR) 3a 2023 p., cuctTematuuHux ornaaax nireparypm
 AOAGTKOBUX TEeM LWOA0 pu3uKy po3eutky PA (npe-PA) Ta iHTepcTuLiiiHOro saxsopioBaHHs nereHs (13J1),
nos’a3aHoro 3 PA (PA-I13J1). PekomeHaauii Hacamnepep npusHAYeHi Afis PEeBMATONOrIB, aJieé TAKOXX MOXYTb
6yTI KOpUCHMMM Ang nikapiB 6yab-akoro ¢paxy, npayiBHUKIB, 9Ki HOAAIOTL AONOMOry Xxeopum Ha PA,

a TakoXx ana camux nauieHTie. NMonoxxenHa Hactanoeu BuknaaeHi y crarri B. Fautrel et al. «2024 update of

the recommendations of the French Society of Rheumatology for the diagnosis and management of patients
with rheumatoid arthritis», ony6nikosaHiii y >xypHani Joint Bone Spine (2024; 91 (6): 105790). Npeacrasnsemo
AO BALLO| yBArv afanToBAHUM Nepeknan peKoOMeHAALIn.

OnosnenHs HactaHoBU FSR (2024) € Bxe Tpe-
ThOIO pelaKIIi€l0 peKOMEeHallii 010 AiarHOCTUKU
Ta JIIKyBaHHSI MalieHTiB i3 PA micis nonepeaHix
Bepciit (Gaujoux-Viala et al., 2014; Daien et al.,
2019). OHOBIEHHSI TOKYMEHTA Yepe3 IIiCTh POKiB
Ticy1 OCTaHHbOI My0JTiKallii 3yMOBJIEHE TAHAEMI€I0
COVID-19, a Takox Brxoy nonepemkeHb Ypas-
JIIHHS i3 KOHTPOJTIO 32 SIKICTIO XapuoBUX MPOIYKTIB
i menukamenTiB CIIIA (FDA) ta €Bponeiicbkoro
areHTCTBA 3 JTiKapchKuX 3aco0iB (EMA) 1momo 6e3-
TEKU JESKUX TAPTeTHUX XBOPOOOMOAM(iKYyBab-
HMX aHTUpeBMaTUYHUX npenapatis (XMAPII).
AxiB 2018 p., oHoBneHHs 2024 p. IPYHTYEThHCS
Ha pekomenarisx EULAR 2016 ta 2023 pp. momno
niarHOCTUKM i Teparii PA, a TakoxX Ha HacTaHO-
Bi 2016 p. cTOCOBHO BelleHHSI XBOPMX Ha paHHIi
aptput (Combe et al., 2017; Smolen et al., 2023).

Pexomennanii FSR (2024) oxomooTh yei ac-
TEKTH MEHEKMEHTY ocib i3 PA, 30kpema riarHoc-
TUKY, JIiIKyBaHHSI, MOHITOPMHT, peMicito Ta KOH-
TpoJib KoMopOiaHocTe#. Takox 10 HacTaHOBU
OyJI0 10JJaHO JIBi HOBi TeMU: BEICHHS Malli€HTIB
i3 ipe-PA (T06TO i3 pU3UKOM PO3BUTKY XBOPO-
Ou yepes ciMeitHuit aHaMHe3 PA a60 HasBHICTb
aconiitoBanux i3 PA aBToaHTHTIN) Ta BedeHHS
xBopux Ha PA-13JI, BKJIIOYHO 3i CKpUHIHTOM i Te-
PaneBTMIHUMU TTiIXOJAMHU.

3okpeMa, 0ysno chopMyJIbOBAaHO YOTUPU 3a-
TaJibHi IPUHLUMHY Ta 19 pexoMeHpaniil. 3araabHi
TIPUHIUITY HATOJIONIYIOTh Ha BAXKJIMBOCTI CITLTEHO-
TO YXBAJIEHHS PillleHb MiX JliKapeM-peBMaTOJ0roM
i MalieHTOM, a TAKOX Ha HEOOXiIHOCTI KOMILIEK-
CHOTO Tiaxoy 10 BeAeHHs oci0 i3 PA a6o Bucokum
PU3MKOM 10TO PO3BUTKY, 1[0 BKIIIOYAE K MEINKA-
MEHTO3HI, TaK i HeMEIUKaMEHTO3Hi METO/IU.

o cTocyeThest MiarHOCTUKK, Y PEKOMEHIALIISIX
MiJKPeCIeHO BaXJIMBICTb KJIiHIYHOT HAsIBHOCTI ap-
TPUTY, a 3a OT0 BiICYTHOCTI — OLIIHKY (haKTOPiB
pU3HKy rporpecyBaHHs 10 PA. Y cdepi mikyBaHHS
BpaxoBaHO HOBI aHi MO0 CEePIIEBO-CYIMHHOTO
(CC) Ta HeOMIACTUYHOTO PU3UKY, TIOB’SI3aHOTO
i3 3aCTOCYBaHHSIM iHTiOITOPIB siHyc-KiHa3 (IJAK).

[ono PA-I3J1, y HacTaHOBI aKLIEeHTOBAHO yBary
Ha HeoOXiTHOCTI KJIiHIYHOTO CKPUHIHTY Ta MPOBe-
NIEHHSI BUCOKOPO3/iIbHOI KOMIT I0T€PHOI TOMO-
rpadii (BP-KT) 3a HasiBHOCTi JiereHeBUX CUMII-
ToMiB. MeHemkMeHT xBopux Ha PA-13J1 motpedye
CITiBIpali MiXX peBMaToJOraMu Ta MyJIbMOHOJIO-
ramu. JlikyBajabHa cTpaTerisl nepeabdbayae KOHT-
POJIb aKTUBHOCTI 3aXBOPIOBAHHS 32 JIOTIOMOTOIO
metotpekcaty (MTX) ab6o GiosoriuHoi Tepamii
(mepeBaxHO abaTalleNTOM YU PUTYKCHUMaOOM).
[IpusHauyeHHs aHTU()IOPOTUYHOI Teparii cJ1ig 00-
TOBOPIOBATH i3 MTYJIbMOHOJIOTOM, SIKUH M€ OCBIl
BelleHHS manieHTiB i3 PA-13J1.

JazanbHi npunuunu

3araAbHuWiM NpUHLUMN A

Beners ocib i3 PA abo 3a kniniyHoT nigo3pu
Ha PA notpebye cniBnpaLi Mix nawieHTom

i PEBMATONOrOM Y MEXAX CMiflbHOrO
YXBONEHHS MEAWYHHX PilLeHb, Lo 6a3yeTbest
HO IHGOPMYBAHHI TA HOBYAHHI XBOPOTO

Lleit mpUHLIMIT MiAKPECTIOE POJIb MapagurMu
CHiJILHOTO YXBaJIeHHS pillleHb Y (OpMYyBaHHI
TepaneBTUYHOIO aJbsIHCY MiX MalieHToM (abo
110T0 OMiKyHaMM) Ta MEIMYHOO KOMAHIOI JIJIsI
HaJlaHHS OoNMTUMaibHOI mormomoru (Beauvais,
2015; Zangi et al., 2015). OcHOBHi e1eMeHTH

JIAHOTO MPUHLIMITY: KOHCYJIbTallisl criewiaicra,
ITiJl yac sIKO1 MOSICHIOEThCS AiarHo3; iH(pOopMyBaH-
Hsl Ta HABYaHHS MalliEHTa 11100 3aXBOPIOBAHHS,
11O0T0 HACIIAKiB, BUKIUKIB i MOXJIMBMX BapiaHTiB
JiKyBaHHSI; GOPMYBaHHS TePATIEBTUIHOTO TUIAHY.
Lleit mpoliec Mae MOBTOPIOBATKCS TPU 3MiHi cXeMHU
JikyBaHHS. [HGoOpMaliiiHi Ta OCBiTHi iHiLliaTUBU
MOXYTb OyTH MOCHUJIEH] LISIXOM 3aJTyYeHHS XBO-
puX Ta iX MpeACTaBHUKIB 0 acolialliil maiieHTiB
i3 PA (Zangi et al., 2015).

¥ nacranoBi FSR (2024) no naHoro 3arajb-
HOTO MPUHIIUITY BKJIIOUYEHO TaKOX KaTeTropito
nauieHTiB i3 npe-PA. JIng Takux XBopux 0co0-
JIMBO BaXJMBUMH acTeKTaMU MEHEIXMEHTY
€ iH(hopMyBaHHS MIPO CUMIITOMH, II[O TIOTPEOY-
I0Tb TEPMiHOBO1 KOHCY/IbTallil PaxiBlis, a TAKOX
HaBYaHHS CTOCOBHO MoaudiKoBaHUX (HaKTOpiB
pusuky (Daien et al., 2017).

3araabHui npuHumn B

PesmaTonor € daxisuem, skui Mae 3aiMmaTHCs
BeneHHam ocib i3 PA abo kniniyHoto nigospoto

Ha PA. BogHouac nikap 3aranbHoi npakTmku —
cimenHoi meanupntu (3MNCM) sigirpae saxnusy
pOnb Y BUABNEHHI 30XBOPIOBAHHSA TA KOHTPONI

30 CTAHOM NALIEHTA Y CRiBNPALL 3 PEBMATONOIOM

MeTol0 TaHOTO MPUHIIUIY € YiTKe BU3HA-
YeHHS JBOX OCHOBHUX MeAMYHUX (PaxiBIIiB,
sKi OepyTh y4acTb Y BeJeHHi XBopux Ha PA,
i3 po3moniioM ixHix 000B’a3KiB. Jlikap-peB-
MAaTOoJIOT Billirpa€ KJIIOYOBY POJIb y NIBUAKOMY
MiATBEepAXEHHI 1iarHo3y Ta BUOOpi i mpu3Ha-
YeHHIi TiKyBaHHS Y HAHONMTUMAaJbHillli CTPOKU
(Hua et al., 2017). OCHOBHUM 3aBOAHHSM JIi-
Kapst 3[ICM € BUSIBIEHHS MEPIINX KIiHIYHUX
03HaK, L0 CBiAYaTh MpPO 3amajbHe ypaXeHHs
cyrjo006iB. BiH TakoxX Moxe OpaTh yyacTh y IO-
JaJIbIIOMY PU3HAYEHHI OKPEeMUX Mpernaparis,
0CO0JMBO CUMIITOMATUIHUX, 2 TAKOX KOHTPOJIi

koMopbOinHocTei (Daien et al., 2019; Combe
etal., 2017).

CrniBnpans Mix JikapsiMH-peBMaToJ0raMu
ta gikapsamu 3[ICM crpsiMmoBaHa Ha CTBOPEHHSI
e(eKTHBHOTO MapIIpyTy MalienTa i3 PA, 1o no3-
BOJIsIE 320€3MEYNTH TIePCOHATi30BaHY Ta KOOP/IH-
HOBaHY MEIMYHY TOTTOMOTY.

3araabHui npuHumnn C

Koxen xsopwuit Ha PA abo i3 kniHiyHoo
nigospoto Ha PA mae oTpumyBaTH komnnekcHe,
NALEHT-OPIEHTOBAHE MEANKAMEHTO3HE

TQ HEMEAMKAMEHTO3HE NiKyBAHHS

3MiCT JaHOTO MIPUHLIKAITY OYB YTOUHEHMIA 1 TTifI-
CUJICHMI IIUTSIXOM aKLIEHTYBaHHS IBOX KJIIOUOBUX
ACTIEKTIB, IK-TO HEOOXiAHICTh KOMITJIEKCHOTO Be-
JICHHSI MallieHTa Ta YiTKe BU3HAYEHHS MeIuKa-
MEHTO3HUX | HEMEIMKAMEHTO3HHUX MiXO/iB Y Te-
paneBTUUHOMY apceHali. Jlo HedhapMakoJOTiYHUX
METO/IiB HajleXaTh: (Pi3io-, eprorepartist (BiZHOB-
JIIOBaJIbHA CTpATeTist JUIsl IOJIGHHOI aKTUBHOCT ),
peabiniTaliis, Mom0JOTis, TEXHIUHI HOMOMiXHi
3aco0u, opTe3u, XipypriuyHe JiKyBaHHS, ICUXO-
JoriuHa minrpuMka tomo (Combe et al., 2017;
Daien et al., 2017).

3araAbHui npuHumn D

[lns onTumisaLi 3aranbHOro BeaeHHs NALiEHTIB

i3 PA nikap-peemaTonor M€ BpaxoByBaTH
BMTPATH, NOB'SA3QHI 3 NATONOTIEIO TA i HACTIAKAMM

Leit npuniun 6yB nepe@opMynboBaHUi, ane
OCHOBHUI 3MICT 3a/IMIIKMBCS HE3MiHHUM. OCKijlb-
KU OIOIKET OXOPOHHU 3[0POB’SI € OOMEXKEHUM pe-
cypcoM, yci (hiHaHCOBI HACTiAKM 3aXBOPIOBAHHS
(KOHCy/IbTalLi1, TocTiTani3allii, 10AaTKOBi 00cTe-
KEHHSI, JIIKyBaHHSI, TAMYACOBa HEMpale3naTHICTh)

* Habpsak >3 cyrmobis
* CuMeTpHuHe ypaxerHs cyrobis

KJIIHIYHA NIAO3PA HA PA

* ApTpanris KUCTe | CTON i3 3aNanbHUM XAPAKTEPOM

* [03KUTUBHWMA TECT CTUCHEHHS ANs N'ACTKOBO-pananrosux Ta/a6o nnecHo-Ganaxrosux cyrobis

Ornsag peBMATONOrOM IKOMOTA PAHILLE (ONTUMABHO NPOTATOM 6 TUXHIB)
[udepeHuiiHa giarHocTka Ta NiATBEPAXEHHS AiArHO3Y

Knacudikauinti kputepii
ACR/EULAR (2010)
I

?4—( KJIHIYHO NIATBEPLXEHWM APTPUT )—»?

(OLLiHKO PU3UKY PO3BUTKY PA]

>6 6anis 60 TMNOBMI
epoaunsHui PA

) (

<6 6anis T BiRCYTHICTb
TUNOBMX EPO3iK

Diarnos PA

DaKkTOpH PU3KKY NEPCHCTYBANBHOTO APTPUTY: 3HAYHA KifIbKICTL
Habpsknux cyrnobis, nigsuweri CPB/LLOE, nosutueHmit
PO/ALLM, penTreHonoriuni 03HAKM ypaxeHHs cyrnobis

1

Mouatok Tepanii
XMAPTI
(avB. TEPANEBTUYHNN
anropuTm)

o

Y

CHMNTOMATHYHE NiKYBAHHS
Kopekuist xapuyBaHHs
Ta CNOCOBy XNUTTA
PerynsapHuit MOHITOPUHT

Puc. 1. Anropurm piarHoctuku PA
Mpumitku: CPb — C-peaktusHuii 6inok, LLIOE — wsuakicTs ocifaHHs epuTpOLMTIB,
P® - pesmaroigHmi pakrop, ALULIM - antutina go unknivHoro uMTpyniHOBaHOro nenTMay.

MaloTh OJHAKOBUI piBeHb 3HauymocTi (Fautrel
etal., 2011; ter Wee et al., 2012).

PaiioHanbHe Ta onTMMasbHe BeIeHHSI MAaLli€HTIB
€ KJIIOYOBUM JUIs MOKpalleHHsT (PYHKLIOHYBaHHS
CUCTEMM OXOPOHU 310poB’s. PilleHHs 111010 JIiKy-
BaHHS MalOTh 0a3yBaTUCS He JIMIIIE HA e(heKTUBHOCTI
Ta MePeHOCUMOCTi IPU3HAYEHUX MPEnaparis, ane
i Ha 1X BapTOCTi, a TAKOX MOTEHIIfHUX BUTpaTaXx,
SIKUX MOXKHA YHUKHYTH, IOCSITHYBILIU PEMicii 3aXBO-
proBaHHs (Vanier et al., 2017; Smolen et al., 2021).
I3 i€l TOUKKM 30py BaXKJIMBO CIIPUSITU LIUPOKOMY
3aCTOCYBaHHIO OIOCUMIJISIPIB, €KBIBAJIEHTHICTD SIKUX
3a e(heKTUBHICTIO Ta Oe3MeKOI0 € foBeneHO. Kpim
TOTO, ITiCJI AOCATHEHHS peMicii JOLIbHO MOCTYIIOo-
BO 3HIKYBATH J03yBaHHSI MPU3HAYEHUX JIIKAPCHKUX
3ac00iB, 1110 MOXe OyTH YaCTUHOIO CTpaTeril ONTH-
Mi3attii BuTpat (Smolen et al., 2021; Rabhi, 2014).

PexoMengauii
HT HMiarnos PA norpebye HasBHOCTI NpH-
HAMHi 0AHOTO KJIiHIYHO 3HAYYLIOTO
YPa:KeHHs CyI100a apTPUTOM Ta Ma€ OyTH mij-
TBEPAKEHUIl peBMaTOJI0rOM SIKOMOTa paHie.
Y pasi nino3pu Ha PA 0e3 K1iHiuHMX nposBiB ap-
TPUTY HEOOXiAHO OIHUTH PU3MK iOTO MpPorpe-
CYBaHHS HA OCHOBI KJIiHIYHMX, iMYHOJIOTIYHHX
Ta BisyagizaniiiHux KpuTepiiB (piBeHb A0KA30-
Bocri IIb, cryninb pekomenaanii B).

IMpu po3po6ii Hactanou FSR (2024) mopiBHs-
HO i3 TIonepeHiMK peKoMEeHIaLlisIMKu podoya rpyra
iHTerpyBaia moHsTTs oci6 i3 npe-PA. st yrouHeH-
Hs qudepeHIiallii MiX MalieHTaMu, sIKi BilnoBiga-
10Tb KJIaCUMIKaLiHIM KpUTEPisiM AMepUKaHChKO-
ro koJemxy pesmatoorii (ACR) / EULAR (2010)
1St iiarHocTUKK PA, ocib i3 pu3aukoM nepcucry-
BaJIbHOTO apTPUTY Ta 0Ci0 6e3 KJIiHIYHMX MPOSIBIB
apTpuUTy OYyJI0 A0JAHO: NiarHOCTUYHUI alTOPUTM
(puc. 1), MiHiMaTbHUI TIEpeNiK 00CTEXEHb MPU
nifo3pi Ha PA (1ab:1. 1) Ta nepestik KputepiiB OLiH-
KW pU3KKY po3BUTKY PA y maiieHTiB i3 mino3poro
Ha apTpairiio (tabu. 2).

V HactaHoBi FSR (2024) dakTtopu pusuky nepcu-
CTYBAJIBHOTO apTPUTY Oy 3aTI03MUEHI 3 OHOBJIEHUX
y 2016 p. pexomennaniit EULAR miono Herromas-
Hboro aptputy (Combe et al., 2017). Poboya rpy-
T1a TpardyJja migKpecaIuT! BakIUBICTb KIiHIYHOTO
ApPTPUTY, SIKUIA He MOXKe OYTH 3aMiHeHUI CyOKJIi-
HIYHUM apTPUTOM, BUSIBJIEHUM 32 JOTIOMOTOIO YJIb-
Tpa3ByKoBoro pocaimkeHHs (Y3/1) abo MarHiTHO-
pe3oHaHcHoi TomMorpadii (MPT), y niarHocTuuHOMY
anroputMi. JlaHi focmimkeHb oKa3aau, 10 TaKui
TiIXiA MOXKe MPU3BOIUTH 10 HAAMIPHOI TiarHOCTH-
ku PA i, BiInmoBinHO, 10 HAAMIpPHOTO JIiKyBaHHS
Maui€eHTiB, y SKux PA 3pelToro He po3BUHETHLCS.
3okpema, MpoTIroM 3-pivHOro CroCTepeKeHHs
3a 0c00aMU i3 TO3UTUBHUM PE3YJIBTaTOM aHai-
3y Ha aHTUTIJIa 10 UMKJIIYHOTO LIUTPYIiHOBAHOTO
nentuny (ALILIT) Ta cy6KITiHIYHUM CHMHOBITOM
y 44-68% BUMaNKiB 3a BiICYTHOCTI JIIKyBaHHS apT-
purt He po3BuHYBcs (Rogier et al., 2021).

BinburicTh uneHiB po60YOi TPynu MOTOANIN-
¢, 1o audepeHLiiiHa 1iarHOCTUKA Ma€ MPOBO-
IUTHCS HacaMmIiepel peBMaTOJIOrOM, OCKITbKI
NesiKi 1iarHo3u MOTpeOy0Th KJIiHIYHOTO A0CBIY.
BoaHouac wieii mpolec He BUKJIIOUAE PoJIi JliKa-
psl 3arajbHOI MpakTUKK. TakoX peKoMeHI0Ba-
HO TIPOBOJUTU PYTHHE BidyaizaliiiHe mocCia-
XeHHA opraHiB rpyaHoi mopoxHuHu (OI'TI)
(muB. Tabn. 1). Lle nocnimxeHHs 0yJ10 BKIIOYEHE
JI0 MiHIMaJILHOTO TMepetiKy 00CTeXXeHb, OCKiIb-
KM BOHO J0TIOMAara€e BUKJIIOYUTH AesKi Aude-
peHLilHI JiarHO3M, TaKi K capkoino3, JiMmpoma
200 TyOepKyJ/1p03. 3 OISy Ha HU3BKY UYTJIUBICTh
peHTreHorpadii opraHiB rpynHoi KJIITKH AJ1s 1a-
HMX MATOJIOTiii, OyJl0 3a3HAYEHO MOXJIUBICTh
3actocyBaHHS HU3bKoa030Boi KT OI'TI 3amicTh
peHTreHorpadii, 3a1exXHO Bill JOCTYITHOCTI METO-
NIy Ta KJiHIYHOTO KOHTEKCTY.

MpogosxeHHs HA HacT. crop.\




PEBMATOJIOTIAA

PEKOMEHOALII

[Moyarok Ha nonepeHik crop.\

OcHOBHI Tpynu (pakTopiB, sIKi HEOOXiTHO Bpa-
XOBYBaTH TP OLHII pU3UKY pO3BUTKY PA (1uB.
Tabi. 2) (Morotti et al., 2022; Tang et al., 2023):

1. Mooughixosani pakmopu HagkosUUHbOCO
cepedosuuya. 1li bakTOpu MOTPiOHO BUSBIATH
ta KopuryBaTu. Cepen npodeciiiHuX BIJIUBiB
Haiikpaiie 3a0KyMeHTOBaHUM (PaKTOPOM € KOH-
TakT i3 KpeMHieM (OyniBesbHi podecii, 00podka
KaMeH10, KepaMika, CTOMaTOoJIOTis To1110). Brius
KPEMHIil0 MOJBOIOE PU3UK PO3BUTKY CEPOMO3HU-
tuBHOro PA (Morotti et al., 2022). IHmi aepo-
30J1bHI TTpoeciiiHi BBy (iHCEKTHIMAM, (DYH-
FilUAM, 3BapIOBaJIbHI Ta3U, TOJIYOJ, HEOPraHiuHi
MUJIOBi YACTKU TOILO) TAKOX MOB’sI3aHi 3i 3poc-
taHHsAM iMoBipHOCTi PA (Tang et al., 2023; Salliot
et al., 2020). [Ins HUX XapaKTepHi 10303aeXHUI
e(eKT Ta CHHEPTIYHMIA BIIMB i3 KypiHHAM i re-
HETUYHOIO CXWJIBHICTIO.

Takok 00roBoproBaIMCS AaHi 1010 MAPOJOHTHU-
TY, ajie 1eii (haKTop He MiAKPITIeHii 10CTaTHLOIO
JI0Ka30B010 0a3010. X04a OLIbIIICTb JOCTIIKXEHD
BKa3yl0Tb Ha MiABUILeHUI pu3unk PA y maiieHTiB
i3 MapOIOHTMTOM, JIO TOTO X O0M/1BA 3aXBOPIOBAHHS
MaloTh CIiJIbHi TEHETHYHi Ta eKOJIOTiYHi hakTopu
PU3UKY, TPUYMHHO-HACTIAKOBUIA 3B 130K MiX Ia-
POIOHTHUTOM i PO3BUTKOM PA Bce X 3a1MIITaeThCs
HeBM3HaueHUM (Samborska-Mazur et al., 2020).

2. Kniniyna kapmuna. et po3nin BKiIouyae
OCHOBHI KpUTepii KJIiHIYHO Mif03piiol apTparii,
3anponoHoBaHi EULAR Tta miaTBepmxeHi y Kii-
HIYHMX JOCIIIKEHHSIX.

3. Jlabopamopmi docaioncenns. Cepell TIOKa3HU-
KiB iIMYHOJIOTIYHOTO CTaTyCy PO3IJIsLAAIACS LIiHHICTh
AHTUTIN 10 KapOaminboBaHUX OikiB. Lleit mokas-
HUK He OyB BKJIIOYEHMUIA 10 peKOMEH/IaLliii, OCKITbKYI
A0r0 BU3HAUYEHHSI HEAOCTYITHE B PYTUHHIl MPaKTH-
11, ToX OyJ10 BiTHECEHE 10 MEPCIIeKTUBHUX HaTpsI-
MiB JociXeHb. Takox aHai3 qTaHuX JIiTepaTtypu
He I03BOJIMB IITH BUCHOBKY 1100 AOLIIbHOCTI
MPOBEEHHS MOHITOPUHIY MEPCUCTEHILii Ta IUHAMI-
KU piBHiB aBTOAHTUT, crierubivnux st PA. Xoua
nepen po3BUTKOM PA crioctepiratotbest MoCTynoBe
MiIBUILEHHS PiBHS aBTOAHTUTI Ta PO3LIMPEHHS
CMEeKTpa po3Mi3HaBaHUX EMiTOMiB, CTabiIbHICTh 200
KOJIMBaHHs KOHIIEHTpALlii aBTOAHTUTIJ Y TTAL[iEHTIB
i3 mpe- PA He 103BOJISIIOTH JOCTOBIPHO MPOTHO3YBA-
TH, Y Koro po3BuHeThcs1 PA, a y koro — Hi (Bemis
etal., 2021; Ten Brinck et al., 2017).

4. Incmpymenmanwhi docaioncenns. Y31 ra MPT
€ KOPUCHUMU METOAMHU JJTsI OLIHKY PU3MKY MPO-
rpecyBaHHS KJiHIYHO Mifo3pinol apTpairii 1o PA.
[MpoTe ix MO3UTHBHA Ta HEraTMBHA TIPOTHOCTAYHA
LiHHICTh 3HAYHOIO MipOI0 3aJIEXUTh Bifl onepe-
JTHBOT IMOBIPHOCTI pO3BUTKY PA, KJTiHiYHOI cuTya-
1 Ta KOMIETEHTHOCTI Jikapst. Y31 Ma€ no3uTHBHY
MPOTHOCTUYHY LiHHICTh IJIST OLiHKU pu3uKy PA
y miama3oHi Bin 65 no 85%.

Jnsg MPT HasiBHiCTb TEHOCUHOBITY 200 MiX-
MeTaTap3aJlbHOro OypCUTY Ta 3arajbHa OLliHKa
3ananeHHss Ha MPT MoxyTb OyTH LIiKaBUMU 1151
MPOTHO3YBaHHS PU3UKY, ajie BCi 1li MAaTOJOTIuHI
3MiHU 3yCTPIYaloThes i y 3M0poBUX 0Cib. OCKib-
ku Bapticte MPT HabGarato Buina 3a taky Y3/,
i He BCi ypaxkeHi cyrjio0M MoXHa JOCiIUTH 3a J0-
nomoroio 1-2 MPT-ckanyBaHb, Y3/ 3a1M1LA€Th-
cs1 00CTEXEeHHSIM BUOOPY 3a LIMX KITiHIYHMX YMOB
(Boer et al., 2020; Van Dijk et al., 2022).

| | Hicas Bcranosenns niarnosy PA aGo

—J 32 HAABHOCTI (paKTOpPiB PU3HUKY mep-
CHCTYBAJILHOTO ADTPUTY HEOOXIJHO PO3MOYATH
tepaniio XMAPII. V pa3i BiacyTHocTi KaiHiu-
HOTO apTPUTY 0a3uCHe JiKyBaHHS JJS MPO-
(dinakTuku PA He ciig npusHayaTtu. Benenns
TaKUX NaLi€HTiB MA€ IPYHTYBATHCS HA CHMII-
TOMATHYHIi Tepanii, riricHiYHO-TieTHYHUX 3a-
X0Jax i AMHAMIYHOMY criocTepexKeHHi (piBeHb
Joka3oBocTi Ia, cTyminb pekomenaauii A).

[TopiBHsIHO i3 MoNepeIHIMU PEKOMEHAALIISIMU
1o HactaHoBu FSR (2024) 6yno momaHo aBi Kiti-
HiYHi cUTYallii: 0oco0U 3 apTpUTOM i hakTopamMmu
PU3UKY MEPCUCTYBAIBLOTO apTPUTY Ta MALIEHTH
0e3 KJIiHIYHOTO apTpUTy. ¥ XBOPUX Ha apTPUT,
110 He BiANOBigaIOTh KIacu(diKaliliHUM KpUTe-
pism ACR/EULAR (2010), sk-To BimcyTHiCTb
TUIOBUX PEHTTEHOJIOTTYHUX epo3iii Ta <6 GaiB,
tepamnito XMAPII cnix po3noynHaTu 3a yMOBU
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To6nmus 1. MinimanbHi o6¢cTexxeHHs npu nigo3pi Ha PA

OCnifgXEeHHSs

Mepenik gocnigxeHb

3aranbHui aHanis kposi

WenakicTs ocinanHs eputpouuTis, C-peakTnsHumit 6inok
TpaHCAMIHA3H, KPEATHHIH Y CUPOBATLI KPOBI

npodeciitHui BNWB |apTpanris, 3a HasiBHOCTi 24

ManopPyXOoMuit NPy CTUCKQHHI Kynaka,
cnocib xuTTs, CTPec, [6inb npu nonepeyHomy
Aenpecis TOWo HaTnckaHHi Ha MCP,
HagsHicTb PA y cimeitHOMY
QHaMHesI (poauuis nepLioro
CTYMEHs CNopigHEHOCTI)

QABTOQHTMTIN

Jla6opaTtopHi ; :
AHani3 ceyi 30 AONOMOTOI0 TECT-CMYXKH
PesmatoigHuit ¢0KTop, QHTUTING AO UMKNIYHOTO UMTPYNIHOBOrO NenTuay
AHTUHYKIEQPHI QHTUTING
PenTreHorpadis kncTen Ta npoMeHe3an acTkoBmx Cyrnobis y NPamin NpoexLji
ST PentreHorpadis cton y npsmir npoexwii + cix Gonounx cyrnobis y 2 abo 3 npoekuisx
30 notpebu
PenTreHorpadis opranis rpyaHoi knitkn abo Husskopososa KT
Tabnuug 2. PakTopu oWiHKM pu3nKy po3Butky PA
®Dakropu N .
S | TOPHI IHcTpymeHTanbHi
HABKOJIULLIHBOTO KniniuHi cumnTomu ngf;:;::m ; O':ly'line)l( e:Hn
cepepoBuLa
KypiHHs, KniHiyno nigospina HassHicTb NO3UTHUBHMX |YNbTPA3BYKOBE [LOCTIAXEHHS:

O3HOKM CUHOBITY B CipO-

wKignueux GakTopis, [i3 7 KpUTEpIiB: TPMBANICTH TQ iX PiBEHb: LWKANbHOMY 306PaXeHHi
NAPALOHTHT, cumntomis <1 poky, QHTUTING a60 NO3UTUBHMI CHUrHA

OXMPIHHS, paHkoBa ckyTicTb 21 rog, [0 UMKIIYHOrO HQ eHepreTMyHOMy fonnepi
HesbanaHcoBaHe  [paHkoeuit Binb y cyrnobax,  |uMTpyniHOBOro (y npomeHesan’sctkosmx cyrnobax,
XAPYYBAHHS, NOKAnNi30BAHMI Binb nenTuay MCP 1-5, npokcumansHmx

HW3bKWI COLaNbHO- |y M'ACHObANAHIOBUX Pesmartoignuit aktop [mixdananrosux (IPP) 1-5
ekoHOMiuHMi cTaTyc, [cyrmobax (MCP), 6inb (IgA abo IgM) 41 NNECHOGANAHIOBMX Cyrnobax

(MTP) 2-5; o3Hakmu TeHOCHHOBITY
HQ eHepreTMyHOMy fonnepi
PO3TMHAYIB 30M'ACTKA, 3AraAbHUX
po3ruHayis a60 3rMHAYIB NONbLIB

He PeKOMEHA0BAHA AJ1S1 DY TUHHOIO BUKOPUCTAHHS.

Mpumitka: MarHiTHO-pe3oHaHCHa ToMOrpacis MOXe JOMOMOIrTH OLIHUTH pu3uK po3BuTKY PA (BUSBIEHHS TEHOCMHOBITY KMCTEH
abo cTon, MiXnnecHesoro 6ypcuTy Ta 3aranbHOro iHAEKCY 3aNaneHHs, NOB'A3AHOrO i3 NiABMILEHAM PU3MKOM), ane Hapasi

HasiIBHOCTI OJIHOTO ab0 Oijblie (akTOpiB pU3M-
KY TepCUCTYBAJIBHOTO apTpuTy (IMB. Tabm. 2).
Ll pexoMeHmaIist y3romXy€eThesl 3 OHOBIEHHIM
EULAR 2016 p. 111010 HEI10AaBHBOTO apTPUTY
Ta KOHIIEMIi€lo «BikHa MoxauBocTeil» (Lopez-
Olivo et al., 2018).

Jlns manieHTiB 6e3 apTpUTY YU O3HAK allbTep-
HATUBHOTO JiaTHO3Y, aj¢ i3 KiTlbkoMa (pakTopaMu
pU3UKYy TiporpecyBaHHs 10 PA (SIK-TO MO3UTUBHI
AILIT + xniHiyHO mifo3pisia apTparist T 03HaAK1
3ananeHHss Ha MPT) pekomeHpallis rpyHTyBanacs
Ha pe3yJibTaTaX BOCbMU PaHIOMi30BaHUX KOHTPO-
nvoBaHux pociimkers (PK). Brpyyanns, o Te-
CTYBaJIMCS B MeXaxX BUMIPOOYBaHb: [IBi iH €KIlii TeK-
cameTa3oHy 1o 100 Mr 3 iHTepBaJIOM Y ILIiCTb TUKHIB
(Bos et al., 2010); 200-400 mr/mo0y rimpokcuxJio-
poxiHy npotsiroM poky (Deane et al., 2022); 120 mr
METUJITIPEIHI30I0HY — 25 MT/TrknerHb MTX ympo-
noBx poky (Krijbolder et al., 2022); 125 Mr/TiKneHb
abarawenty rpotsiroM poky (Rech et al., 2024; Cope
et al., 2024); 1000 Mr putykcrumaOy OIHOPa30BO,
niepen skuM BBOMTHA 100 MI METUIITIPEHI30I0HY
(Gerlag et al., 2019); 40 mMr/moby aTopBacTaTuHy
(Van Boheemen et al., 2021); nporpama Kopekitii
(pakTOpiB HABKOIMIIHLOIO CEPEAOBHIIA Ta CIIOCOOY
xutTs (Walrabenstein et al., 2023).

Pesynbrat PK/I nponemoHcTpyBaiu, 1110:

¢ mmokokoptukoctepoinu (I'KC), rizpokcu-
x0poxiH, MTX i cTaTHU He 3HUXYBAJIU PUBUK
PO3BUTKY PA;

o puTyKcuma0 i abaralenT Maju TUMYaCOBMIA
eexT, 110 3MEHIITYBaBCsI MiCIs TPUTTMHEHHS JTiKYy-
BaHH$ (3aTPUMKa, a He 3aro0iraHHs po3BUTKY PA);

o MTX 3MeHIIyBaB Oilib, asie eheKT He OYB KiTi-
HIYHO 3HAYYLIUM.

TakuM YMHOM, XOJHE i3 IUX BTPYYaHb HE MO-
e 3amo0irtu po3Butky PA Ta He migkpinieHe

J0Ka3aMM 1I0J0 CYTTEBOTO CUMIITOMATUYHOTO
e(eKTy, TOMY iX MpU3HAYEeHHS He PEKOMEH10Ba-
He. ExcriepTy po0040i rpynu Aiif1ir BUCHOBKY,
10 TMpiopUTEeTaMU Y BeleHHi 0OCi0 i3 pu3uKOM
po3BUTKY PA € cuMntomaTuyHe JIiKyBaHHS, KO-
pexilist ¢hakTopiB croco0y XUTTS (ririeHiuHo-
NIETUYHI 3aX0A1) Ta AMHAMIYHUN MOHITOPUHT.
[Mamientn rpymu mpe-PA Ta nikapi 3[1CM maroTh
OyTH MoiHGOPMOBaHi MPO TPUBOXHI CUMIITOMH,
SKi MOTpeOyoTh TEPMiHOBOIO HampaBJeHHS
JI0 peBMaToJiora, 30KpeMa 1po MosiBy HaOpsIKy
Cyry00iB.

Kopexkuito MmoaudikoBaHux GhakTopiB pusuKky
OyJo ouiHeHo auie B onHoMy PKJI, sike BKITO-
yajio creuiaigizopaHy nmporpamy. OQHaK Kijib-
KiCTh YUYacHUKIiB Oyaa manow (n=47), TepMiH
CIIOCTEPEKCHHS CTAHOBUB JIMIIE YOTUPH MiCSIIIi,
a OTpUMaHi pe3y/IbTaTH BUSBUIMCS HEHATiMHUMU
(Walrabenstein et al., 2023). Bruiup BimMoBU Bin
KYpiHHSI BUBYABCS Y KiJIbKOX KOTOPTHUX JOCIi-
TDKEHHSIX, B AKX MaJIO Miclle 3HUXKEHHS PU3UKY
PA micns 10-20 pokiB momonaHHs 1i€ei 3ryoHO{
3puuku (Liu et al., 2019; Costenbader et al., 2006).
TakuMm yMHOM, peKOMEHJIAIlisl 0J0 KOpeKIlii
YUHHUKIB PU3UKY IS 3a1100iraHHS MPOrpecyBaH-
Hi0 PA Hapa3si IpyHTY€ETbCS MepeBaXxHO Ha eKC-
MEePTHIN ayMIli Ta BHECEHA 0 MEPCIEKTUBHUX
HaMpsIMiB TOCIiIKEHb.

PexomeHoBaHe criocTepexxeHHs 3a Malli€HTa-
MU TPYIU PU3KKY:

1. OnrumanbHuUIA epioa MOHITOpUHTY: 1-3 po-
KU (HaBUIIMIA pU3KMK PO3BUTKY PA).

2. YacroTa Bi3UTiB 3aJIEXUTH Bill PiBHS OIliHE-
HOTO PU3UKY: Ha MIOYaTKOBOMY eTarli — 1110 3-12 mi-
CSALIIB; AaJli iHTepBai MOXYTb OyTH 301/IbILICHI.

3. OCHOBHUI1 METOJI CITOCTEPEKEHHS — KITiHIU-
HUH OTJISAL.

Tabaunus 3. BUsHaYeHHs pemicii XBOpo6u, HU3bKOro PiBHS ii AKTUBHOCTI
Ta MiHiMaNbHOro NONiINLIEeHHs CTaHY NAUIEHTIB Yepes Tpu micaui
30 OCHOBHUMM BAJTiAOBAHMMMU KOMGIHOBAHUMM KPUTEPiSMKU

Linb (aocarHeHHs makcumym yepes 6 micsuis)

MoninweHHs

Kpurepii . . ) (npomixxHa ouiHka
pemicis HU3bKO GKTUBHICTb yepes 3 Mic’“i)
DAS28-LLIOE DAS28-LLIOE <2,6 DAS28-LUOE 2,632  |SHxents>1,2
a60 [OCATHEHHS METH
DAS28-CPB DAS28-CPB <2,6 (a) DAS28-CPB2,6-32(c)  |SHwXerta >1,2

abo gocarHerHs meTr (a)

[MouaTkoBe BU3HAYEHHS:
KinbKicTb 6ONOUMX,
HaBpsknnx cyrnobis,
30ranbHA OLiHKA NALIEHTOM

Boolean-pewicis 3a BALLl Ta pisens CPB

3meHwenHs >50%
Habpsaknnx cyrmobis,
3AranbHOi AKTUBHOCTI

ACR/EULAR e BALLl nauieHTa ta pisHs
(kinbkicHw): yci <1 CPB abo wi
OHoBREHE BU3HAYEHHS Qoo LINbOoBOTO
2023 p.: Te came, kpim AOCATHEHHs
oujHku 3a BALL <2/10
0
SDA SDAI<3,3 SDAI3,3-11 3umxenns >50%
060 AOCATHEHHS METH
0
CDAI CDAI<2,8 CDAI2,8-10 3umnxenHs >50%

ab0 [OCArHEHHS METH

Mpumitkn: CPb — C-peaktushuii 6inok, CDAI - ingekc kniHiuHoi akTuBHOCTI 3axsopiosaHHs, SDAI — cnpowenms inaeke akTMBHOCTI
3axsopiosaHHs, DAS28 — wkana gns ouinku aktueHoCTI 3axsoplosanHs y 28 cyrno6ax, BALL - sisyansHa aHanorosa wkana,

(a) — noporoBi 3HAYEHHS, 140 BUKOPUCTOBYIOTHCS Y KAiHIYHIA NPAKTHLI, ane He € 0PiLiiHO BANIAOBAHUMA.

[ManienTn MatoTh 6YyTH HaBYEHi pO3Mi3HABATH
03HaKM, 110 IOTPeOYIOTh TEPMiHOBOI KOHCYJIbTALII,
30KpeMa 3a HaOpsIKY Cyrio0iB.

(r | MerToro JiKyBaHHS € JOCATHEHHS Ta MijI-
TPUMaHHSA KJIiHIYHOI peMicii un mpuHaim-
Hi HU3bKOI AKTHBHOCTi 3aXBOPIOBAHHS HA OC-
HOBi BaJIiJOBAHMX KOMOiHOBAaHMX KPUTEPIiB,
10 BKJIIOYAKOTh CYIJI000Bi iHAeKCH (PiBeHb 10-
Ka3oBocTi la, cTyninb pekomMenaanii A).

Llst pekomeHaalLlisl TOEAHYE ABA MOJOXEHHS
i3 momepenHboi Bepcii. Poboua rpyma miiiiiia 3ro-
IV, 1110 BOHU € B3aEMOIOIIOBHIOBAIBHUMHU Ta CTO-
CYIOTbCS OJIHIET i Ti€i X chepu BeeHHS MallieHTa.
Kpim Toro, 0y0 gogaHo iHdopMalilo 111010 BU-
3HaYeHb peMicii Ta HU3bKOI aKTUBHOCTI XBOPOOU
BilITIOBIZIHO 10 Pi3HMX BaJliTOBaHUX KOMOIHOBaHUX
KputepiiB (Tad:m. 3) (Studenic et al., 2023).

i | I1pn BuGopi Ta apanrauii repanii Heoo-
XiZIHO BPAXOBYBATH He JIMIIE AKTHBHICTD
3aXBOPIOBaHHA, aJjie i iHmi haKkTopH, IK-TO
NPOrpecyBaHHs CTPYKTYPHOIO YPaXKeHHS CyT-
J100iB, M03aCyIJI000Bi MPOSIBH, CYMyTHi MaTo-
JIOTii, NEPEHOCUMICTD i MPUXUJIBHICTB A0 JiKy-
BaHHA, IYMKH Ta BiA4YTTs Nali€HTIB 010
Tepamii (piBenb 1o0ka3zoBocti Ia/Ib, cTynins
pekomennauii C).

Y nacranoBi FSR (2024) 1o pekoMeHaanito
OyJI0 JelI0 3MiHEHO, 30KpeMa JodaHO Mo3acyr-
JI000BI MPOSIBY, 3 OCOOJMBUM aKIIEHTOM Ha ypa-
JKEHHSI JIeTeHb Ta IyMKY i BiTUYTTS Malli€eHTa 1010
MpU3HAYeHoi Teparii. PekoMeHaallis € KII0YOBUM
€JIEMEHTOM SIKICHOTO BefieHHs1 0ci0 i3 PA, 0co011BO
B KOHTEKCTi 3acTepexkeHb o0 iJAK. BoHa Takox
CTBOPIOE OCHOBY /ISl BPaxyBaHHs crieliniuHmx
KJIHIYHUX CUTYallilf, TAKUX SIK BaTiTHICTb, 3arljia-
HOBaHi XipypriuHi BTpyyaHHs Ta nofaopoxi (Sellam
etal., 2021; Morel et al., 2021).

e Jlikap-peBMaToJior Ma€ 31iliCHIOBATH
peTeJibHHil MOHITOPUHT 3aXBOPIOBAHHS
(o 1-3 micAni), MTOKM BOHO 3aJIMINAETHCA aK-
TUBHUM. SIKII0 Yepe3 Tpu Micsli Bix moyaTky
JiKyBaHHS NOJiNIIEHHS BiICyTHE, a00 yepe3
miCTh MiCALIB He TOCATHYTO TepaneBTUYHOI
METH, CTPATETil0 CJIil KOpuryBaTH (piBeHb 10-
ka3oBocTi Ia/I1b, cTymins pekomennauii B).

Llst pexoMeHaalisg 3aauIInIacs He3MiHHOIO,
32 BUHSITKOM 3aMiHU BU3HAYEHHS «4aCTHUII»
Ha «peTeJbHUI» 11040 MOHITOpUHTY. KpuTepii
OLIiHKM MOKpalleHHS HeOOXiHO BU3HAYATH Bijl-
MOBITHO 10 KOMOIHOBAHOTO iHAEKCY, SIKMi1 BUKO-
PUCTOBYEThCSI IS KiJIbKiCHOT OL[iIHKY aKTUBHOCTI
PA (nuB. Tabm. 3).

MiHimManbHUH piBeHb MOMIMIIEHHS 32 MIKAJIO0
IUISL OLIIHKYM aKTUBHOCTi 3aXBOPIOBaHHS y 28 Cyr-
nobax (DAS28):

1. 3HmKeHHs >1,2 Oana BiANOBiITa€ CIIPUIT-
JINBOMY JIiKyBaJIbHOMY e(heKTy 3a KpUTepisiMu
EULAR (van der Heijde et al., 2012).

2. 3umxeHHs Ha 0,6 6aja, 110 BKA3y€e Ha 4acT-
KOBY Bi[IIIOBi/Ib, € HEAOCTATHIM i He OYJI0 MiATPHU-
MaHe poboyoro rpymoio (Mian et al., 2016).

3. 3minHa Ha 1,2 6ana Moxe OYyTH BaXKOIOC-
TYIMHOIO Y MaLi€HTIB i3 TOMipHOIO TTOYaTKOBOIO
AKTUBHICTIO XBOPOOU. Y TakuX BUMagKax HMo-
BipHE OiJIbIlI paHHE JOCSITHEHHS TeparneBTUYHOT
METH, HANPUKJIaJd, BXXe yepe3 TpU Micsli micis
MOYATKY JTiKyBaHHSI.

VY pexomenpanisx EULAR 3anpomnoHoBa-
HO BM3HAyaTW TMOKpAIEHHS NMPU 3HUXKEHHI
AKTMBHOCTI 3axBopioBaHHs >50%. Y mociin-
xenHi D. Aletaha et al. (2016) 6yio noka3saHo,
1110 3HUXEHHS aKTMBHOCTI Ha 58% 3a iHmeKcoM
KJIiHiYHOT aKTUBHOCTI 3axBopioBaHHs (CDAI)
Ta CIPOLICHUM iHIEKCOM aKTMBHOCTI 3aXBO-
pioBaHHs1 (SDAI) uepe3 Tpu Micsili MigBUILYE
IIaHCU Ha JOCSTHEHHSI HU3bKOi aKTMBHOCTI
a0o pewmicii uepes wicTb MicsuiB. JocniakeHHs
3a y4acTIo NalieHTiB i3 PA npoaemMoHcTpyBao,
110 3MEHIIEHHS KiJIbKOCTi HAOPSAKIUX CYr00iB
Ha 50-60%, Bmicty CPbB Ta 3aranbHoi olliHKK
nanieHToM 3a BAIL yepes Tpu Mmicsui 6ynao He-
00XiTHUM TSI 3aM00iraHHs CTPYKTYPHOMY TMPO-
TPEeCYBaHHIO Yepe3 IBa POKY TP 3aCTOCYBaHHI
XMAPII (Ichikawa et al., 2010).

Ne 4 + 2025 p.
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MTX € npenapatom nepiuoi JiHii cepen
—3 XMAPII n1g nauienris 3 akTusHuM PA.
ITouaTkoBa no3a MTX cTaHOBUTD He MEHII
HiK 15 Mr/TiKAeHb. IoMiIbHOIO € ONTHMI3aITiS
JI03H: MOXKe MiIBUIIYBaTHCS 10 25-30 Mr/THK-
JieHb npotsarom 1-3 micaAuis, 3aj1exKHO Bix Macu
Tina nanienTa, edpekTuBHocti MTX, nepeHo-
cumocTi Ta 0e3neku (piBeHb 10KazoBocTi Ia,
CTYHNiHb peKOMeHAM{i A).

SIk i B momepenHiii Bepcii TOKyMeHTa, Y Hac-
taHoBi FSR (2024) minTBepaxeHO LIEHTpaIbHY
posnb MTX sk Tepamii nepiioi JiHii B oci0 i3 PA.
CucreMaTnIHUI OTJSAN HAYKOBOi JiTepaTypu
BUSIBUB TPU JOCJIKEHHS (cepen 26, B IKUX GyII0
oniHeHo edekTuBHicTh XMAPII) y maiieHTiB
i3 paHHiM PA, sixi He orpumyBaiu XMAPII panirie.
YV PK]I nopiBHIoBanu ehekT KoMOiHallii 3araibHuX
cuaretnaHnx XMAPIT (3cXMAPII) i3 Tppoma
0i0JIOriYHMMMU TpenapaTtaMu, K-To: TyMaHi30BaHe
MOHOKJIOHAJIbHE aHTUTIJIO 10 (haKTopa HEKpO3y
nyxauH anbba (OHII-o) (cepromizyma6),
pekoMOiHaHTHE I'yMaHi30BaHe MOHOKJIOHAJIbHE
AHTUTIJIO [0 JIOICHKOIO PELENTOPA iHTEPIIEiKiHy-6
(Tormnizyma0) Ta iHribitop Oinka 4, acoliioBaHOTo
i3 nurorokcuuyHuMU T-niMmporuramu (Ostergaard
et al., 2023). OTpuMaHi pe3yJbTaTh MOKa3aau
nepesary ceproiizyma0y Ta abarauenty Hapi
KoMOiHarieo 3cXMAPII.

OnHaK BaXJIMBO BilZHAYMTH, IO Y I[bOMY JI0-
CJiIXKEeHHi 3acTOCOBYBaHA TaKTUKA JIiKYBaHHS
3aJIMIIAIacs He3MiHHOIO MPOTATOM YChOTO Mepiony
CTIOCTepEXKEHHS, TOMI SIK AMHAMI4Hi cTpaTerii (step-
up abo step-down) 3a aKTMBHICTIO 3aXBOPIOBaHHSI,
pekomeHnoBaHi EULAR i FSR, He Oyiu 3amisiHi.
SIKO6M BOHM BCe X TakKM BUKODPHCTOBYBAJIMCS,
TO 3a BificyTHOCTi epekty Bin 3cXMAPII uepe3 Tpu
Micsi BimOymocs 0 IBUIKE BBEAECHHS TAPIeTHOTO
npemnapary, 1o, “MOBipHO, 3HiBelOBaIO O pi3-
HUIIO B aKTMUBHOCTI rarosorii (Akdemir et al.,
2018; Klarenbeek et al., 2011). Inmi gBa mocin-
JKeHHs1 Oy/IM MpUCBsYeHi olliHIoBaHHIO iJAK, ane
OTPUMaHi Pe3y/IbTaT! BUSBUIIICS CyNEePeUTMBUMU
(Atsumi et al., 2022; Peterfy et al., 2022).

3rigHo i3 manumu PKII (ssk-ro GUEPARD,
BeSt, IMPROVED rta ESPOIR), paHHe npu3sHa-
yeHHs iHriditopiB ®HII-0 He Oy10 edhekTUB-
HilIMM, HiX IX BiAT€pMiHOBaHE 3aCTOCYBaHHS
Ha 3-6 Mics1IiB, SKIIO Ui JiKyBaHHS HE 10CST-
HyTo Ha MoHoTeparnii 3cXMAPII (Markusse et al.,
2016; Kedra et al., 2021). EkcrieptHa rpyma FSR
(2024) minTBepaMIa MOTIEPEIHIO PEKOMEHIAIIiI0
Ta He BKIouna 6ionoriuni XMAPIT (6XMAPIT)
y Teparlilo NMepuioi JiHii, HaBiTh Y TUX Malli€HTIB,
SIKi BXOISITH 10 TPYITY BUCOKOTO PU3UKY CTPYK-
TYpHOTO IporpecyBaHHs1 natoorii (Granger et al.,
2016). Takwuii migxig BiAmoBigae ocTaHHIM peKo-
menmamisM EULAR (Smolen et al., 2023).

Ha nonatok, po6oua rpyma FSR (2024) Ha-
ToJIOCHJIa Ha BaXJMBOCTI 3aMpOBAJIXEHHS
ontumizauii o3 MTX. Tak, miHimManbHa 103a
MTX ctaHOBUTH 15 MT/THXIEHb, MAaKCUMaJlb-
Ha — 25-30 Mr/TUXIeHb, 3aJIEXHO BiJl MacH Tija
(0,3 MT/KT), IEpeHOCHMOCTI Ta Oe3MeKH Ipera-
party. [1pu BUKopucTaHHi 103yBaHb >30 MT/TIX-
JIEHb MOXE CIIOCTepiraTucsl MifBUILEHHS PUBUKY
PO3BUTKY MOOIYHUX eekTiB (0COONMUBO i3 OOKY
LLTYHKOBO-KHUIIKOBOTO TPAKTY), TOX BOHU Ma-
10Th 3aCTOCOBYBATHCS JIUIE Y BUHATKOBUX BU-
nagkax (Gaujoux-Viala et al., 2017; Burmester
et al., 2015).

[Insax Beenenna MTX (mepopanbHuii abo miz-
IIKipHUI) BU3HAYAETHCS CITIJIBHUM PillleHHSIM
nalieHTa Ta Jikaps. Pe3yasratu 10CIiIxeHb mo-
Kazanu, mo MTX 1o 25 Mr/THXIeHb Y Ba TIpH-
WMaHHSI MIPOTITOM OLHOTO OHS (3 iHTEpBaJOM
12 rom) acolitoBaBcs i3 Kpaliow TeparneBTUIHOI0
BIAMOBIAAI0 Ta MOAIOHOIO O€3MEKO0I0 MOPIBHIHO
3 OJIHOPA30BUM BUKOPHCTAHHSIM Ti€i caMoi 103U
(Bhushan Prasad et al., 2023).

JloaaTKOBI MONIOXEHHS, SIKi 3aJMIIUIUCS 0e3
3MiH:

1. MTX 3aBXau CJlifi BAKOPUCTOBYBATU Pa3oM
i3 ormieBoro xucnororo (>10 mr/Tikaens) (Schiff
etal., 2017; Visser et al., 2009).

2. MTX 3acToCOBYEThCS SIK MOHOTEpaIIisl Mep-
1101 JTiHii, a KoMOiHawis 3 iHmmMu 3¢ XMAPII abo
0XMAPII 3anuiiaerbcst Apyrolo JiHielo y pasi
HelocTaTHbOI Biamosini (Smolen et al., 2023;
Kerschbaumer et al., 2023).

3n0pQB A’ YKpaiHu

Y pasi nporunoka3aHb 200 paHHbOI He-

nepeHocumocTi MTX y nmaunienris, ski
panime He orpumyBasu XMAPII, aasrepna-
THBHUMM TepPaneBTHYHUMH BapiaHTaMH € Jied-
JYHOMiJ 4M cyabdacanasuH (piBeHb 10Ka30-
BocTi Ia, cTyniHb pekomenaauii A).

Lls pexoMeHaalis 3aaumuIacs MpakTUIHO
HeaminHomw (Daien et al., 2019). Jlebaynomin
(10-20 mr/mo06y) Ta cynbdacanasuH (2-3 r/m00y)
30epiraloTh Toil caMuil piBeHb ePeKTUBHOCTI,
o i MTX. TiapoKcuxaopoxiH He CJIia npu3-
HayaTu K Tepallilo Mepuioi JiHii yepe3 HU3bKY
KJIiHIYHY e(EeKTUBHICTb Ta BiICYTHICTb BILIUBY
Ha CTPYKTYpHE MPOTPecyBaHHS 3aXBOPIOBAHHS
(Smolen et al., 2023; Kerschbaumer et al., 2023).

o mouarky edexty 3cXMAPII aikap-

pesmaToJor moxe npusnauntu 'KC
y nmepopaJbHiii a0o in’ekuiiniii popmi. TKC
CJIi/I 32CTOCOBYBATH Y HAMHUKYIN MOXKIUBIi
J103i Ta MPOTAroM HAWKOPOTIIOTO TepMiHY.
OnTuMaabHUi TePMiH BigMiHM — MiX 3-M
Ta 6-M Micaugamu (piBeHs goka3oBocrTi Ia,
CTYyNiHb pekoMenaauii B).

Y HactaHoBi FSR (2024) nmiaTBepaxkeHo poJb
I'KC 3a pannboro PA. T'KC posrasmaioTbcs
SIK TIepeXxigHa Teparis Ha Meplili KiJibka TUXHIB
Tic/Isl MoYatKy JikyBaHHs nepiuoi JiHii XMAPII.
o6 3pobuTn peKoMeHIalilo YiTKIlIO0 Ta TIpo-
CTillIO0, poOOYa rpymna 3ocepeaunaacss Ha HU3b-
KMX 033X i KOPOTKOTPUBATIOMY 3aCTOCYBaHHi.
TepmiH «KyMynsaTHBHA 103a» OYB BUKJTIOUEHMUIA,
OCKiJIbKY BiH CKJIaJHUI 1JIS1 OLIHKY Ha IOYaTKy
Tepanii. ATbTepHaTUBHUI MiAXi1 — BUKOPUCTAH-
HsI BHYTPIiIIHbOBEHHUX 200 BHYTPILlIHbOM 'SI30BUX
oomocHux BBeneHb 'KC. 1le Moxe 3amo0irtu
MofaNbIIoOMy TIpu3HaueHHIo nepopanbaux [KC
Ta 3MEHIIUTUA WMOBIPHICTh TOBrOTPUBAJIOTO
3aCTOCYBaHHS.

Sx i B monepeaHix peKoMeHallisix, eKCIepTu
FSR (2024) Bu3Hanu KIiHiYHY Ta CTPYKTYpHY
edexruBHicTh [KC mpu PA (Daien et al., 2019;
Smolen et al., 2023). CucreMaTUUHUI OIS JIi-
TepaTypy BUSBUB YOTHPH TOCIIIKSHHS, B TKHX
ouiHoBanu epektTuBHicTs KC BigmoBigHo
JI0 Pi3HUX 103 i TPUBAJIOCTI JIiKyBaHHS Y MOEM-
HaHHi 3 XMAPII (Metselaar et al., 2022; Krause
et al., 2022).

Tpu DocifXeHHs MPOJEeMOHCTPYBAIN He-
raTUBHI pe3yJbTaTH: IBa — Y KOHTEKCTi aKTUB-
HOCTi 3aXBOPIOBAHHS Ta OJHE — LIOAO SIKOCTi
xutts. Y PKJ GLORIA (TpuBanicTio 1Ba poku)
0yJ10 TOKa3aHO JIeSIKY KOPUCTh Bill HU3bKOI030-
Boi 'KC-tepanii (nmpenHi3oHOM 1o 5 Mr/no0y)
B nauieHTiB i3 PA: 3HMXeHHSI aKTUBHOCTI 3aXBO-
proBa"Hs (DAS28), yroBibHEHHST CTPYKTYpHO-
ro NMporpecyBaHHs, 3MEHIIEHHSI HEOOXiTHOCTI
3actocyBaHHs1 6XMAPII, nopiBHsAHHY Ge3meKy
i3 rpymnoto miaaiedo, 3a BAHATKOM YacTilllOro po3-
BUTKY cepito3Hux iHbexkuiit (Boers et al., 2022;
Almayali et al., 2022). OgHak maHi 6iTbIIOCTi BU-
mpoOyBaHb MiNTBEPAMIN T0303aJIEKHUN 3B’ 130K
MiX 3aCTOCYBaHHSM HaBiThb HU3bKUX 103 ['KC
(5-7,5 Mr/no0y B epepaxyHKy Ha MPeaHi30J0H)
Ta pu3uKoM mnosiBu iHdexiiii, CC-ycknaaHeHb,
JIEpPMATOJIOTIYHMX MOOIYHMX ePeKTiB i TOpyIIeHb
i3 60Ky KicTkoBoi TkKaHuHM (Daien et al., 2019;
Smolen et al., 2023).

Bapto 3a3Hauutu, mo ACR He pekomeHaye
npusHaueHHs1 [KC 3a pannboro PA (Fraenkel
et al., 2021). OgHak po6oua rpyma FSR (2024)
BBaXae 110 MO3UILiI0 3aHAATO CYBOPOIO, aIxKe
KOPOTKOTPHUBAJie HU3bKOJ030BE 3aCTOCYBAHHS
I'KC mBuaKo 3MeHIIye 0isib i MOKpaIIye IKiCTh
KMTTS MALi€HTIB Ha MOYaTKy 3aXBOPIOBAHHS
Ta MOXe CJIYTYBaTH TUMYACOBUM DilllEeHHIM
no nmovatky aii XMAPII. ExcnepTtu niimiau
BUCHOBKY, 110 pe3yibratu PKJI GLORIA ma-
I0Th 0OMeXeHe KIIiHiYHEe 3HAUSHHS i 3aNUIIIIN
pPEeKOMEHAIIiI0 00 KOPOTKOTPUBATIOTO BUKO-
puctantg 'KC y auspkux noszax. Lle takox Bim-
noBigae monoxenussM EULAR 2023 p. (Smolen
et al., 2023).

Ipunuunu npuszHayeHHs: [KC:

1. ¥V pazi npusHayeHHs: [KC, HaBiTh y HU3bKHX
J103axX i Ha KOPOTKUIA Mepiof, CJifi BpaxoByBaTu
MOTEHITiHI TIPOTUTIOKA3aHHS Ta TPYHTYBATHUCS
Ha iHIMBIiMya bHil OIiHIlI KOPUCTi/pPU3KKY.

2. 3anpoBaixXeHHs NpodilaKTUYHUX 3aXO0/1iB
JUISI 3MEHILIEHHS KMOBIPHOCTI PO3BUTKY MOOIYHUX
e(heKTiB € 000B’SI3KOBUM.

3. Crparerist MOCTYIIOBOTO 3HIKEHHSI Ta MIPU-
nuHeHHs1 [ KC-tepamnii Mae OyTu BU3HaYeHa 3 MO-
MEHTY ii MpU3HAYEHHSI.

4. OntumanbHuit TepmiH s Bigminu 'KC —
3-6 MicsiiB.

;| B oci0 i3 HegocTaTHLOI BiANMOBIITIO

—J Ha MTX (uu inmmii 3cXMAPII) a6o
HemepeHOCUMICTIO Ta 32 BiICYTHOCTI He-
CNPUATIMBUX MPOTHOCTHYHUX (AKTOPIB
MOKHA PO3IJISHYTH pPoTalliio abo KoMoiHa-
uiro 3cXMAPII (piBenb 10KazoBocTi V,
CTyniHb pekoMeHnaauii D).

VY HacranoBi FSR (2024) ctpaterito Tepamii
JIPYTOI1 JIiHIT 15 Mali€HTIB i3 HEJOCTATHBOIO Bif-
noBigao Ha MTX abo iHmmit 3cXMAPII 6yno
PO3IiJIEHO Ha JIBi B3aEMOIOTIOBHIOBAIbHI PEKO-
MeHJallii, 3aJleXKHO Bil HasiBHOCTI abo BimcyT-
HOCTi HECTIPUSTIMBUX MTPOTHOCTUYHUX (HAKTODIB.
Lli ynHHMKY 3anuiaTbesd HeamiHHUMH (Daien
et al., 2019; Granger et al., 2016):

® HAasIBHICTb Xx0ua 0 OJHI€ET epo3ii, XapaKTepHOoi
quist PA i3 moyaTtky 3aXBOpIOBaHHS;

® HasBHICTh CHPOBAaTKOBOTO PEBMATOIHOTO
(akropa a6o ALILIIT-aHTUTI y BUCOKUX TUTpax
(>3 HopM);

e 1oMipHa abo BHCOKa aKTUBHicTh PA monpu
tepanito 3cXMAPII, 3i 3HauHOI HAOPSIKIIICTIO
cyrno6iB Ta/a6o minunieHoo [IIOE abo 3HaueH-
Hsam CPB;

o HeedeKkTUBHICTh Teparii >2 3cXMAPII.

Hapasi BincyTHi HOBi JOCHiAKEHHS, 1110 CTOCY-
I0TbCS JIIKYBaHHS MALIEHTIB 0€3 HECTIPUSITINBUX
MPOTHOCTUYHUX (pakTopiB. Toxx podoya rpyma 36e-
perJia TepaneBTUYHY CTPATETiI0, 3a3HAUeHY Y PeKO-
Mmennauissx FSR 2018 p. Tak, JikyBaHHsI Apyroi JiHii
MO>XHa TIPOBOIMTH Y [IBA MiAXOIH, SIK-TO: POTALlis
3¢XMAPII — 3amina MTX Ha cy/bdacanazus abo
nedmyHoMin uu KombiHoBaHa Tepartist 3cXMAPIT —
MTX + cynbdacanazud + TiZpOKCUXJIOPOXiH.
SIK11o mallieHT He BilMoBigae Ha 1ie JIiKyBaHHS
apyroi niHii 3cXMAPII, ciig BBaxkaT, 1110 BiH Mae
Xo4ya 0 OfMH HECNPUSITIUBUN MPOTHOCTUIHUI
(akTop. ¥ Takomy pasi XBOPOro HeoOXiTHO mepe-
BECTU Ha OioJioriuHy Tepartito. Lle monoxeHHs y3-
TOIIXYETHCS 3 BUKJIAICHUMHU B OCTaHHif HACTAaHOBI
EULAR (Smolen et al., 2023).

@ Jlns manieHTiB i3 HEZOCTATHBOIO Bil-
noBixmio Ha MTX (a6o inmmii 3cXMAPIT
NepInoi JIiHii) Ta 32 HASBHOCTI HECTIPUATIMBUX
MPOTrHOCTHYHUX (PAKTOPIB CJIiA PO3ISTHYTH 10~
JIABaHHA 0i0JOTiYHOi Y4 TAPreTHOT CHHTETHY-
Hoi Tepanii. Ilpusnavyaru iJAK BapTo 3rigHo
3i cneniaabHumMu pekoMenganiamu Komirery
3 ouiHkM pusuKiB y papmakonarnani (PRAC)
EMA 1a FSR (piBens noka3osocri Ib, cryninp
peKoMeHaaiii A).

Lls pexoMeHgalisl y3rOMXY€EThCS 3 TOJIOKEH-
HSAM y 1oKyMeHTi 2018 p. 0715 maiieHTiB i3 He-
CIPUATAMBUMU MPOTHOCTUYHUMHU (hakTOpamMu
(Daien et al., 2019). I3 26 HOBUX ZOCTiAXEHbD,
onyO0JJiKOBAaHMUX MiCJs OCTAHHbOTO CUCTEMa-
TUYHOTO OTJISAY JiTepaTypu sl HACTAHOBU
EULAR (2023), 10 6ynu npssMUMU MOPiBHSJIb-
Humu. B Hux oninioBaau 6XMAPII nopiBHsi-
HO i3 pedepeHTHUM aKTUBHUM JiKyBaHHSIM,
ak-1o 3¢cXMAPII a6o xombinauis 3cXMAPII,
6XMAPII, inmuit 6XMAPII. Yci nauientu 0yau
3i BcTaHOBJIEHUM PA Ta He1oCTaTHBOIO BiMOBI/I-
1o Ha 3cXMAPII.

OTpuMaHi AaHi He 3MiHUJIM BUCHOBKIB IOIIE-
penHix pekoMmeHnaniit (Hartman et al., 2023). €1u-
HUIA CTATUCTUYHO 3HAUYIIMIA pe3ysbTaT CIoCTe-
piracs B PKII SELECT Compare npu BMBYEHHi
yNaJaluTHHIOY MOPIBHSIHO 3 afajiMymadoM, 000X
y KoMbiHariii 3 MTX. Byno mokasaHo, 1o y rpymi
ynagauuTuHiOy yacTinre pocsranacst CDAI-pemi-
cist, a 3MiHM 3a I1IKAJI0I0 OLiHKM PEHTTEHOJIOTiYHO-
ro nporpecyBaHHs (Sharp) 6yau MmeHuimu (Nash
et al., 2022; Mysler et al., 2023).

O6roBopeHHs ekcrepTiB 1moao 6esneku iIJAK
3HAYHOIO Mipolo 30cepeKyBanocst Ha nfaHux PKIL
ORAL Surveillance, a TakoX Ha TONEPEIKXEHHIX
EMA (2019) ta FDA (2021) (Ytterberg et al., 2022).

PEBMATOJIOTIA

PEKOMEHOAL|I

B ORAL Surveillance ouiHoBanu eheKTUBHICTb
i 6e3neky ToalMTUHIOY MOPIBHSIHO 3 iHTiOITOPOM
®HIIT y nanienTis 3 akTuBHUM PA rpymnu BUCOKOTro
CC-pusuky: BikoM >50 poKiB Ta i3 IoHaiMeHIIe
onHuM (paktopom CC-pu3UKy (SIK-TO aKTUBHE
KYpiHH$, apTepiajibHa TiMepTeH3is, Uciniaemis,
LIYKPOBMii J1iabeT, ciMeiiHnit a00 BIacHUI aHAMHE3
paHHbOI illIeMiYHOI XBOPOOU cepIis, M03acyrio00-
Bi nposiBu PA). Kil04oBUM pU3UMKOM, BUSIBIEHUM
y LIbOMY JOCJiIXEHHi (BXe BKJIIOYEHUI 10 pe-
komenpauiit EULAR, 2023), 6yno 30inblieHHS
iiMoBipHOCTi cepito3Hux CC-nofiii Ta 3m0sKicHUX
HOBOYTBOpeHb (Smolen et al., 2023; Sepriano et al.,
2023). Hogi pesynsratn PKJ] ORAL Surveillance
MiATBEPAUIN NOJATKOBI PU3MKU, acOLilOBaHi
3 BUKopHcTaHHAM iJAK: cepiiosHi iHbexuii (st
no3u 10 Mr 1Biui Ha 100y), reprecBipycHi iHbeKIii
(714 Beix 103), 3araibHi 3M0SKiCHi HOBOYTBOPEHHS
(Bci TMIIM), HEMETAHOMHMI paK IIKipy (BCi 1031)
(Balanescu et al., 2022; Curtis et al., 2023).

Pesynbratu HU3KM papMakoenigeMionoriy-
HUX AOCTiIXeHb (PEECTPH, CTPAXOBi 0a31 TaHUX)
He MiATBEPIUIU LBOTO HAUIUIIKOBOTO PU3HUKY.
BaxiuBo Big3HAa4MTH, 10 MOAIOHI JOCIiIXKEH-
HS € YYTJIMBIIIUMH JI0 3aJIUIIIKOBUX 3MillIyBaJTh-
HuX ¢dakTopiB, aHix PKII. Tak, cuctematnuHa
noxubka BigdOOpy Moxe 3MEHIIYBAaTH 3JaTHICTh
BUSIBJISITU CTATMCTUYHO 3HAUYIIMI HaAMipHMIA
pusuk (Frisell et al., 2023; Khosrow-Khavar
et al., 2022). Ha xonrpeci ACR (2023) 6yno
MpeacTaBieHo oHOBIeHi naHi peectpy RABBIT,
3TiHO 3 IKUMU HMOBIPHICTh PO3BUTKY 3J105KiC-
HMX HOBOYTBOPEHb (BCi TUIN) € OIJBIIOIO MPU
3actocyBaHHi iJAK mopiBHsIHO 3 iHTiOiTOpamMu
®HII (Schaefer et al., 2023).

TakuM YMHOM, Ha CbOTOJAHI MiATBEPAXEHO
nigBuileHuii pu3uk CC-ycKaagHeHb Ta OHKOJIO-
TYHUX 3aXBOPIOBAaHb y MAIiEHTIB i3 (haKTopamMu
pu3suKy npu 3actocyBaHHi iJAK. JlaHi peecTpoBux
JOCHiIXKeHb HEOIHO3HAUHI Ta MOTPeOYyIOTh MO-
nanbinoro BuB4eHHs. Peectp RABBIT minTBep-
JUOKYE MIABUIIEHUI PU3UK paKy IPY 3aCTOCYBaHHI
iJAK y rpymi xBopux BUCOKOTO pu3uKky. Lli pe3yb-
TaTu OOTPYHTOBYIOTh HEOOXIAHICTb PETEBLHOTO
JNOTpUMaHHS oOMexeHb i pekomeHaauin PRAC
EMA Tta FSR mono npusHauenns iJAK.

OTxe, yci 11i (pakTOpHW BKA3YIOTh Ha crieluiy-
Huit mpodins pusuky ast iJAK. FSR Bxe omy6uri-
KYyBaJIo TIepIINii KOHCEHCYC MO0 OI[iHKY Ta TIPO-
(inaktTuku TpomboembosiyHOrO i CC-pUBUKY
B Malli€HTIB, sIKi 3acTocoByioTh iIJAK (Avouac
et al., 2023). [Ipyruit KOHCEHCYC CTOCOBHO OH-
KOJIOTIYHOTO PU3UKY Hapasi po3pobJseThCs,
a pe3yJIbTaTH OUiKYIOThCST HAUOIIKIMM YaCOM.

OcHoBHi BUcHOBKM ekcniepTHoi rpynu (Fleisch-
mann et al., 2019; Rubbert-Roth et al., 2020):

5. BincyTHi HaniitHi qaHi, AKi 6 miATBepIXyBa-
1, 1o oguH 6XMAPII € epekruBHimmMM 3a iH-
wuit, ToMy Bci 6XMAPII 3anuiaiorscst Ha ofi-
Hill TepaneBTUYHil JiHil y pa3i HeeeKTUBHOCTI
>1 3cXMAPII.

6. Ionpu e, mo asa iJAK mokasanu Kpamty
e(heKTUBHICTh, aHiX amaTiMyma0, a OIMH — aHixX
abaTallenT, CIiBBiIHOLUIEHHS KOPUCTh/PU3UK
He 103BoJisie posrsaarty iJAK sk nmpenapatu nep-
1oro BUOOpY sl 0ioJIoriyHoI Tepartii.

Bubip i npu3HayeHHs TapreTHOI Teparii MaloTh
0a3yBaTHCs Ha OLIiHIOBaHHI aKTUBHOCTI PA Ta iH-
JMBiTyaabHOMY poditi XBOPOro (L0 BKIIIOYAE BiK,
CYMyTHi MATOJIOTii, pENPOAYKTUBHI IU1aHK). Y na-
HieHTiB i3 pakropamu CC-pU3MKY 3aCTOCYBaHHSI
iJAK cnin po3risimatyi mile 3a BiICYTHOCTI iHIIMX
TepaneBTUYHUX anbTepHaTuB. HeoOximHo noTpumy-
Barucs pekomenpaiiit PRAC EMA Ta FSR (puc. 2).
IlepeBary nouinbHO HagaBaTH TapreTHiii Tepamii
3 IOBEICHUM KapHioNpOTEKTOPHUM e(heKTOM (SIK-TO
inriditopu ®HII, 1J1-6). [1pu BenexHi oci6 3 OHKO-
JIOTiYHMM aHAMHE30M BapTO OPi€HTYBAaTHCS Ha pe-
komenpmantii EULAR (2023) (Sebbag et al., 2023).

Putykcumab € npenapatoM BUOOpY B MALliEHTIB
i3 TeMaToNOTiYHMMHU HEOIUIa3isiMU i aHTULIUTO-
KiHOBUMHU aHTUTIIaMu, abatauenT Ta iJAK ciin
PO3IJISLIATH JIMIIE Y pa3i BiICYTHOCTI ajlbTepHATHUB.
XBOpUM, SIKi IJIAHYIOTb BaTiTHICTb 200 € BariTHU-
MU, PEKOMEHIOBAHO 3aCTOCOBYBATH CEPTOJi3Y-
Ma0, OCKiJIbKM BiH He MPOHUKAE Yepe3 MIaLeHTY
Ta y rpynHe monoko (Mariette et al., 2018; Clowse
etal., 2017).

MpogosxeHHs HA HacT. crop.\
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( MNauieHT Bikom 265 pokis? )

PosrnanyTu GionoriuHy Tepanito,
sigminHy Big iJAK
3a siacyTHOCTI TEpaneBTMHIX ( Oujtka puauky )
anbTEPHATMB CAif T
MPU3HAYMTH NiKYBAHHS A1
RIS Creels) U Sel o) ( CC-puank ) ( TpomboembonidHuit puamk )
TQ KONETianbHOT OLHKM
TQ -
A MaujenT i3 BUCOKMM ab0 ayxe O?H%ﬂBBHH(')Cr;" c;g:ff gﬂHM(;;?(
sucoknm CC-puamkome h pa pusuky
BEHO3HOi Tpomboembonii?

x

6' o

—

cnoci6 xutTa

* MoxHa posrnany 1 npusHayenHs iJAK

* [Mpogoexutn moHiTopuHr dakTopis CC-pusmky,
AK-TO: KYPiHHS, LyKpOBMit giabeT, apTepiansHa
rinepTeH3is, AUCAINiAeMIs, OXUPIHHA, MONOPYXOMMM

* MoxHa posrnsHy i
npuaHayers iJAK

* 36epiratv nigsuLLEHy
obepexHicTb, 0cobnuso
B CUTYQLisX, LLO CNIPUAIOTH
BEHO3HIM TpOMBOEeMbOnT

SIKLLO € MPOTUMOKA3AHHS
(o)
1-wa ninis Metotpekcar (ontumansHa 8o3a sig Tednyromia (20 mr/noby) abo
Tepanii 15 no 25-30 mr/TuxpeHs npotsrom 4-8 TvxHis) cynbdacanasmt (2-3 r/noby)
+ :
[KC: HW3bka KyMynATUBHA 1030, MOKCUMYM 6 MicALLIB | | [KC: Husbka fo3a, MakCUMyM 6 MmicsLis |
3HayHe noninweHHs yepes 3 micaui
TO BOCATHEHHS Lini npoTarom 6 micauis?
| > (K
Hecnpustnusi nporHocTuyHi paktopu? ;
Tak Eposii, PO/ALLIM, nomipra abo Bucoka akTHBHICTb,
HeedekTusHIcTb 22 3cXMAPT
>9-ra nivis [onasanns 6XMAPT: 3amina abo noaasaHHs iHworo 3cXMAPTT,
Tepanii 6XMAPTI (aHTn-®OHM, antw-111-6, AK-To nedayHomia, cynspacanasut, MTX
abatauent uu putykeumab) abo okpemo abo B kombiHawji
TcXMAPTI (iJAK) ignosiaHo po cneuiansHux —
pekomenaauii PRAC EMA Ta FSR | [KC: Husbka £o3a, Makcmym 6 micauis |
| 3HauHe noninwerHs Yepes 3 micaui
TA BOCATHEHHS Lini NpOTArom
6 Mmicsuis?
' >0
6XMAPTT:
6XMAPTI (aHTu-®HM, antu-1J1-6, abatauent

4u putykeumab) abo TeXMAPT (iJAK) signosigHo

no cneuiansHux pexomengauin PRAC EMA ta FSR
Penics MpoposxysaTu nikyBaHHs

Akwo gocarnyTo cTinkoi pemicii 6e3 [KC, posrnsHy i sHmxenHs nosn XMAPT]

Puc. 2. Ouinka CC-pu3uKy BiaNoBiAHO 4O KOHCEHCYCHOI rpynu
PRAC EMA 1a FSR

| | Yci Bunu Tapreroi repanii (6ionorivna
—J 200 CHHTETHYHA) CJi/l, 32 MOKJIHBOCTI,
3acrocoByBaTH y Komoinaiii 3 MTX a6o nedury-
HOMizIoM y pa3i nporunoka3ans 10 MTX (piBeHb
noka3osocTi [a/Ib, cTyminb pekomenaamii A).

Lls pekoMeHallist criBrnaaae i3 nomnepeaHboI0
Bepci€lo i BiAMOBigae 3a3HaYeHiil y HacTaHO-
Bi EULAR (2023) (Daien et al., 2019; Smolen
et al., 2023). HoBi maHi, ki 6 cymepeunim oMy
MiaXoMdy, BiACYTHi. JlaHa peKoMeHalis TaKox
Y3rOKYETHCS i3 MPUHLUIIOM IMOCIiTOBHOTO
BHECEHHsI TepaneBTUYHUX KOPUTYBaHb, 1100
MaTu MOXJIMBICTb TOYHO OLIIHUTY BIUIUB JIiKap-
cbkoro 3aco0y. He ciig onHoyacHO ckacoByBaTH
yacTKoBo edextuBHuii 3cXMAPII ta nonapa-
™ 6XMAPII. MTX i nednyHomin € 3cXMAPIIT
i3 HallBUIIIMM piBHEeM nokKa3oBocTi. [Ipu Buko-
puctaHHi y kom0inauii 3 6XMAPII BoHu maoTh
exBiBaneHTHY epextuBHicTh (Finckh et al., 2009;
De Stefano et al., 2010).

Y pasi HassBHOCTI po0JieM i3 0€3MeKOI0 YU Te-
peHocuMicTio MTX MOXHA pO3IJISTHYTH 3HUXKEH-
H# 103U mpenapaty. MiHiManbHa eheKTHBHA 1032
MTX — 10 mMr/TuxneHb. 3MEHIICHHS 103U CITiJ
obrosopioBaru i3 nainieHToM (Daien et al., 2019;
Kaeley et al., 2016). Y xBopux, sIKi MatOTh Ipo-
tunokasaHHs 1o MTX abo nedayHominy, mepe-
Bary cjix HamaBatu iHri6itopam LJI-6 a6o iJAK,
OCKLJIbKY BOHU 0(illiiiHO 3apeecTpoBaHi A1 3ac-
TOCYBaHHS B MOHOTEpaii.

T IlanienTam, y SKMX Tepamnisi TApre THUMH
—J XMAPII (Giosoriunumu 260 CHHTETHY-
HUMH) BUSBUIACS HeeeKTUBHOIO, CJIij mpH-
3HauuTH iHmui TapreTauit XMAPII. 3acto-
cyBanng iJAK mae BianoBizaTu cneniaJsHuUM
pekomenganism PRAC EMA 1a FSR (piBenb
noka3osocti [a/V, cryninbs pekomenaanii D).

OCHOBHUU TPUHUMI i€l pekoMeHaalii
HE 3MiHEHO, Ta BiH 3aJULIAETHCS Y3TOIXEHUM
i3 3a3HaueHuM y HactaHoBi EULAR (2023)
(Daien et al., 2019; Smolen et al., 2023). ®op-
MYJIIOBaHHS OyJI0 CIpolleHe, mo0 3aJIUIIUTH
MaKCUMaJIbHO MIMPOKUIA BUOIp TeparmeBTUUHUX
onuiit ansg aikapsi. Kpim toro, 0yno BuayyeHo
BUMOTY IIpO 000B’I3KOBY 3MiHY MeXaHi3My ail
MicJig MepBUHHOI Hee(EKTUBHOCTI, OCKiIbKY
NesiKi JOCHiIXKEeHHS MOKa3yloTh HUXUY edek-
TUBHicTb Apyroro 6XMAPII i3 Tum camum me-
xaHizMoM aii (Du Pan et al., 2012; Smolen et al.,
2016). OgHak 3Ha4YHa KiIbKiCTb MAIi€HTIB BCe X
MOXe JeMOHCTPYBaTH aleKBAaTHY BiAMOBIIb
Ha Taky Teparito. lle yacTKoBo BiamoBigae pe-
koMeHpaauism EULAR (2023), sxi 103BOJSIOTH
BUKOPUCTAHHS Apyroro iHriciropa ®HII a6o
apyroro aHTu-1JI-6 micis HeBOaaoro JiKyBaHHs
nepmuM (Smolen et al., 2023).

ExcnieptHa rpyna FSR BBaxae, 1110 neii minxia
TaKOX MOXHa 3acTocoByBaTH 10 iJAK. OmHak sIKII0

JIBA JIiIKapChKi 3aC00M 3 OMHAKOBUM MeXaHi3MOM Jii
BUSIBWJIMCS HeeEKTMBHUMMU, CJTiJl 3MiHUTH MEXaHi3M
qii. Bubip HacTyImHOI cTpaterii Tepartii 3a1MIIaEThC
Ha po3Cyl JliKapsi-peBMaToIora BilloBiIHO 10 MPo-
(imo martieHTa Ta 0cO6MMBOCTEN TTEpedIry XBOPOOH.
[pusHaueHHs iIJAK Mae BiImoBinaTv monoxeHHsIM
PRAC EMA 1a FSR (Avouac et al., 2023).

Konuemniist TsxxkoBuaikoBHoro PA 0Oyna 3a-
nponoHoBaHa EULAR i 6a3yeTbcst Ha TphOX KpH-
tepiax (Nagy et al., 2021):

1. Hesnana tepanis >2 6XMAPII i3 pizHuMU
MexaHi3MaMH Jii.

2. HasgBHicTbh X04a 6 OJHOTO i3 KpUTEPIiB aK-
TUBHOCTI 3aXBOPIOBaHHS, SIK-TO: MOMipHa abo
BHMCOKA aKTHBHicTh PA, cuMnTOMHU, 1110 BKa3ylOTh
Ha aKTUBHUI Tiepedir XBopoOu, HEMOXIIUBICTh
3HU3uTU 103y 'KC, mBuake peHTreHOJIOriuHe
MPOTPECYBaHHs, CUMITOMM, 1[0 3HAYHO TOTip-
LIYIOTb SIKiCTh XUTTS MalLli€HTIB.

3. JlikyBaHHS BBaXKa€ThCs MPOOIEMaTUIHUM
IUIS peBMatosiora abo malieHTa.

3anporoHOBaHa CTpaTerist BEAEHHSI XBOPOTO, 1110
CTpaXxIae Ha TSKKOBUJTIKOBHUI PA, BKITIOYae 1moB-
TOPHY OLIiHKY AiarHo3y, aHaJli3 CyMyTHIX MAaTOJIOTii,
110 MOXYTb BIUIMBaTW Ha aKTUBHICTb PA, Ta mpu-
XUJIBHOCTI J10 JlikyBaHHs1. Takox BoHa niepenbavae
MPU3HAYEHHST HEMEAMKAMEHTO3HIX METOIiB Tepartii
(K110 € He3aMaIbHi CUMITTOMH), @ TAKOX €CKaJIallito
JIIKyBaHHS, KO Lie HeoOXinHo. Takuii mizxin 3a0e3-
nevye iHAKBiTyali30BaHUIT MEHEKMEHT MallieHTiB
i3 pesucteHTHUM niepedirom PA (Nagy et al., 2022).

I V pasi criiikoi pemicii PA 0e3 3acTocy-

—J sannsa I'KC caig po3risiayTd nocrymnose
3HnkeHHs 1034 XMAPII — ax 3cXMAPII,
taK i 0XMAPII (piBenb nokasosocti ITh/1V,
cryninb pekomenaanii C).

1o pexomeHaauio 0ya0 3MiHEHO MOPiBHAHO
i3 Bepcieto 2018 p.; BoHa y3roaXyeThcs i3 BUK-
naneHowo y HactaHoBi EULAR (2023) (Daien
et al., 2019; Smolen et al., 2023). JocnizxeH-
Hs TIOKa3aju, 110 nmauieHTy i3 PA, ki gocsariau
CTiliKO1 peMicii, 4aCTO OTPUMYIOTb HaAMipHY
tepanito. loza XMAPII, HeoOxinHa 1is miaTpu-
MaHHsI peMicii, IMOBIpHO, € HUXUOIO, HiX Ta,
110 MOTpiOHa 1A ii JocsirHeHHs. ToMy BaXJIMBO
iTeHTU(hiKyBaTH MiHIMaJbHO €(PEKTUBHY 103y
IUIs migTpuMaHHs pewmicii (Schett et al., 2016;
Fautrel, 2018). ®opmystoBaHHS peKOMeHaAIlii
3MiHEHO i3 «MOXHa po3rasiHyTH» (2018) Ha «cni
PO3IISIHYTUY» (2024).

V 2016 p. EULAR pexkoMeHayBajy IBOCTY-
TeHEeBe 3HUKEHHS O3U: 3HWXEHHS 103U a0o
ckacyBaHHg 6XMAPII, a noTiM — 3MeHILEHHS
no3u uu BigmiHa 3cXMAPII. [laHi HOBUX qocCiIi-
mxeHb (EULAR, 2023) nmokasaju, 110 3HUXKEHHS
no3u abo BinmiHa 6XMAPII nos’s3aHa i3 BULIMM
PU3UKOM PELUIUBY, HiX 32 MMOCTYIIOBOTO 3MEH-
uieHHs no3u 3cXMAPII. PisHuus y BaprocTi Mix
LIMMU BOMA MiJX0IaMU HE € 3HAYHOIO.

Puc. 3. Anroputm npuiiHaTTS pilueHb ans nikyBaHHs PA

Mpumitka: TcXMAPI - tapretiusi cuntetnynmin XMAPIT.

Po6oua rpyna FSR (2024) npuiiHsina pilieHHs
110110 TaKKMX MOJOXEHb!

1. 3anummurty BUOip cTpaTerii KOpeKIlii JiKy-
BaHHS Ha pO3Cy[ KJIiHilKCTa.

2. [IpoBoaAUTH 3HMXEHHS 103U a00 BiAMiHY
sk g 6XMAPII, Tak i niast 3cXMAPII, 3anexHo
Bi/l KJTiHIYHOI CUTYallii maLieHTa.

3. IIpotiec 3MeHIIEHHS 103U Ma€ OyTH YaCTH-
HOIO CIIJILHOTO MPUAHSTTS pillIeHHS JliKapem
Ta XBOPHM.

4. 3HMKEHH 1031 MOXHa 3/1iiCHIOBATH IBOMA
LUIIXaMU, IK-TO TIOCTYIOBE 1l 3MEHIIEHHS, SIKILO
JOCTYITHI pi3Hi 103yBaHHS, a00 30UIbIIEHHS iH-
TepBaliB MixX MPUAMaHHSIMU.

BaxnuBo Big3zHauYMTH, 110 3aro0iraHHs 3a-
MPOBaXKEHHIO HAAMIPHOIO JIiIKyBaHHS He PiB-
HO3HAYHEe MOBHOMY MPUIIMHEHHIO Teparii — TaKk
3BaHMM TEPATIeBTUYHUM KaHiKynaM; I TI0B’s-
3aHO i3 pu3uMKOM peuuauBy. Bei gocaimkeHHs
CTpareTiil 3HWXEHHS TO3W TTOKAa3aJH, 10 JIUIIIe
10-15% marieHTiB MOXYTh IIepeOyBaTH B peMicil
0e3 JIiKyBaHHS y CepeIHbOCTPOKOBIl Mmepcrek-
tusi (Fautrel et al., 2016; Curtis et al., 2021).
MMpu peuunnusi PA y 80-90% Bunankis BIaeTh-
¢S 3HOBY JIOCSATTH peMicii, BilHOBUBILHU TIOMeE-
penHIo MiHiMalbHO epeKTuBHY 103y 6XMAPII
a60 3cXMAPII (Smolen et al., 2022).

3arajiipHa CTpATeTisl TepareBTUYHOTO 3HIKEHHS
103 Ipemaparis py PA mipecTaBiieHa Ha pUCYHKY 3.
( | CynyTHi 3axBopioBaHHs Ta akTopu pu-

3MKY PO3BHUTKY CJIi/I pery/IsipHO OLIHIOBATH
il KOHTPOJTIOBATH, a iX KOHTPOJIb M€ Oy TH KOOp-
JuHoBaHMM. JIiKyBaHHS CJIil MOEAHYBATH i3 pe-
KOMEHAAIiAMH 010 CIOCO0Y XKUTTH, AK-TO
peryjspHa ¢izuyHa AKTUBHICTb, BiAMOBA BiJ
KypiHH#, 30a/1aHCOBaHe XapyyBaHHs, MPoBe-
JIeHHsI IJIAHOBUX BaKIUHAIIiH (piBeHb 10Ka30-
Bocri [Ib/1V, crynins pekomennamii C).

Lls pexoMeHAallis 3aJMIIMIACS HE3MiHHOIO.
OCHOBHU# aKLEHT 3po0JIeHUI Ha HEOOXiTHOCTI
BUSIBJIEHHSI Ta KOHTPOJIIO CYIYTHIX 3aXBOPIOBaHb,
1110 BKITIOYAE MEAMKAMEHTO3Hi Ta HeMeIMKaMEHTO3-
Hi MeTOIM JIiKyBaHHS. BimoBinanbHiCTh 32 OLIIHKY
JIEXKUTD SIK Ha JTiKapsiX-peBMAaToJIorax, Tak i Ha Jiika-
pax 3IICM. JlaHi 111040 ONTUMAaJIbHUX iHTEpBAJIiB
JUISL TIPOBEICHHSI CKPUHIHTY CTOCOBHO KOMOPOiI-
HMX TaTOJIOTii 0OMeXeHi, a yactoTta 00CTeXeHb
3aJIEKUTh Bifl MIMOMHM OLIIHKY Ta (aKTOPiB PUUKY
MEBHOTO 3aXBoploBaHHs. Hanpukian, BinnoBigHo
no pexomeHpauin EULAR, ananiz CC-pusuky
BapTO MPOBOAUTH HE PiMllie HiX pa3 Ha I’SITh po-
kiB. Takox moctynHi crnieun®iyHi peKoMeHaalil
FSR (2018) mono xapuyBaHHs maiieHTiB i3 PA
(Daien et al., 2022). Poooua rpyna FSR (2024) 06-
TOBOPIOBAJIA IOLIBHICTD A0ABAHHSI MyHKTY IIOI0
OCBITH MALliEHTIB, ajie AililIa 3rofx He BKIIOYaTh
itoro 110 1€l pekoMeHatii. Lle mos’s3aHo i3 Tum,
110 TeparieBTIYHA OCBiTa, SIKY MIPOBOASATH MEIUIHI

TMpaLiBHUKY YU YJICHU acolialliif MmalieHTiB, yXe
Billirpae BaXJIMBY poJib y JiKyBaHHi PA.

3arajbHa CTparerist BeAeHHS MalliEHTIB i3 KO-
MOPOITHUMH CTaHAMU TIPEICTaBlIeHa Ha PUCYHKY 4.

o PeBMmaToJior Ma€ CCTEMATHYHO OLiHIO-

—J BATH CUMNTOMU Ta (i3uKaJIbHi 03HAKH,
10 BKA3YIOTh HA ypaXkeHHs JereHb (4K-To
XPOHIYHUI Kamlejb, 32 UMIKA, MATOJOTiUHi
3MiHM NPU aycKyJabTanii Jerenb, majbui
y dopmi «0apabaHHMX NaJTMYOK» TOINO) MiJ
Yac AiarHOCTHKHU Ta Y POIECi CocTepeKeH s
3a mamiearamu i3 PA (piBeHp 70Ka30BoCTiI V,
CTyniHb pekomenaauii D).

L5t pekoMeHpallist € MepIIOIO, 1110 CTOCYEThesT PA-
13J1 i 30cepemxkeHa Ha iioro miarHoctuii. PA-13JT —
reTeporeHHe 3aXBOPIOBAaHHA, SIKE 3a3BUYali iarHo-
CTY€eThCS TIpoTsiroM Tiepiinx 10 pokiB nepebiry PA,
xoua il Moxke mepeyBaru oro MaHicdecratiii (Kadura
etal., 2021). IcHyioTb rocTpi Ta migroctpi popmu, ane
BOHMU PilIKiCHi. BiNbIIIiCTh MAIli€HTIB MatOTh OBLUTHHO
niporpecyBanbHy opmy (Koduri et al., 2023). Lle mo-
sicHI0€, YoMy miarHoctrka PA-13J1 yacto 3ami3Hs.
IMepmM cMIITOMOM 3a3BMYAll € 3aMINKA TIPH
(hisMuHOMY HaBaHTaXXEHHI, sIKa MOXe 3aJIUILATUCS
HEMOMITHOIO Y MAL[i€HTIB i3 HU3bKOIO (Di3MYHOI0 aK-
THBHICTIO Yepe3 peBMaTUUHE 3aXBOPIOBAHHS.

Hiarnoctuky PA-13J1 cnix mpoBoouTy Ha oc-
HOBI:

e OINUTYBaHHS — 3BEPTATH yBary Ha 3aIuILKy
IiJ1 Yac MOBCSIKAEHHOI aKTUBHOCTI;

¢ BUSBJIEHHS XPOHIYHOTO KAl (i3 MOKpO-
TUHHSIM 200 0€3 HbOTO);

o (hi3uKaJIbHOTO OOCTEXEHHS — ayCKYJIbTallist
JIeTeHb, MOIIYK YpaXeHHs MajbliB y ¢hopMi «ba-
pabaHHUX MaJTUYOK».

Li x1iHiYHI 03HAaKM HE € aHi YyTIMBUMM, aHi
crielpiyHUMU, OCKITbKM MOXYTb OyTH 3yMOBJIEH]
{HITMMWY JIeTeHEBUMU 3aXBOPIOBAHHSIMM, aCOIIiii0-
BaHuMU 3 PA, cepen sikux emizema, OpOHXiONIT,
OpoHxoeKTasii, ypaxeHHs 1uieBpu. JlaHi craHu
He OXOIUTIoI0Thesl pekoMmeHpamismMu FSR (2024).

Jlo akTopiB pu3uKy po3Butky PA-13J1y mamieH-
TiB i3 PA Hajiexxath: 40JI0BiUa CTATh, MMi3Hii TOYaTOK
PA, akTMBHE y MOTOYHUIT Yac a00 B MUHYJIOMY iHTeH-
CUBHE KypiHHsI, O3KUpiHHs, BUCOKUIA piBeHb ALILIIT,
3HauHa akTMBHicTh PA (Juge et al., 2022; Kronzer
et al., 2021). YMHHUKY TOBKIJIISA, SK-TO MIPOMUCIIO-
Be 3a0pYIHEHHS, TBOOKHC KPEMHIIO TOIIO, TAKOX
MOXYTb 30iJIb1IyBaTH iIMOBipHicTh PA-13J1.

M 3a HagBHOCTI pecnipaTOPHUX CHMITOMIB

—J Ta/a00 Bi3uKaJBHUX 03HAK CJIiJx Mpo-
Bectd BP-KT OI'Tl i3 Tonkumu 3pizamu. ¥ pasi
BiICYyTHOCTI pecripaTopHIX CHMIITOMIB Ta/a00
(iznkanbHUX 03HAK PYyTHHHMIA cKpuHiHT 13J1
3a nonomororw BP-KT OI'Il napa3i ne peko-
MeHaoBaHmii (piBenb noka3zosocti I11, cTyninb
pekomenaauii D).

Ne 4 + 2025 p.
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Ll pexoMeHnallist BU3HAyaE ABa MiAXOAU 10 Be-
JIEHHs TalieHTa Ui Jlikapsi-peBMaroJjiora: Jia-
THOCTUYHMH MiXi[ y CHMITTOMHOTO XBOPOTO Ta py-
TUHHUI CKPUHIHT y O€3CMMIITOMHUX MAlli€HTIB.
Jnst BusiBneHHs PA-13J1 y cMMNTOMHUX MAalli€EHTIB
He PeKOMEHIOBAHO 3aCTOCOBYBATU PEHTreHOrpadiio
a00 cripomerpito. Penrrenorpadis OI'K ta dyHk-
LiOHAJIbHI TECTH JIETeHb MAIOTh HU3bKY YYTIMBICTh
Ta He MIXOIATh 11 paHHbOI KiarHoctrky 13J1. lo-
uinbHo BukopuctoByBat BP-KT OI'TI, 1o € 30510-
TUM cTaHaaptoM niarHoctuku 13J1. BP-KT nomo-
Marae BUSIBUTH TUT YPAXEHHS Ta BU3HAYUTH HOTO
MOUIMPEHICTh, AU(EPEHLIOBaTH IBa OCHOBHUX
natepan PA-13J1, K-To 3BMYaitHa iHTepCTUIIiiTHA
(3IIT) Ta HecneumbiyHa iHTEPCTULIIiHA THEBMOHisT
(HCIIT). HCIIT acouiitoBaHa i3 ripIiM pOrHO30M,
Hix 3111, 1o BrMBae Ha Bubip Tepanii. Kpim Toro,
nposeneHHs BP-KT mo3Bosisie BUKTIOUMTH iHII
madepeHiiiHi miarHosn PA-13]1.

Takox st cumnToMHux XBoprx Ha PA-13J1 pe-
KOMEH/I0BaHi TaKi A0CTiTXKeHHS:

1. ®yHKIiOHANBHI TECTH JIET€Hb IS OLIIHKU
(DyHKIIIOHANBHUX TOPYILIEHb, SIK-TO 3HUXEHHS
nuy3iitHOI 3MATHOCTI JIeTeHb JUIS OKCUIY BYTJie-
o (DLCO <70%) Ta pecTpUKTUBHI TOPYIIEHHS
(3MeHILIEHHSI 3araibHOI XKUTTEBOi EMHOCTI JIETEHb
<80%). DLCO Ta opcoBaHa KUTTEBA EMHICTb Jie-
reHb (PXKEJ) kopemoroTs i3 mporHozom PA-13]1.

2. lllecTUXBUIMHHUI TECT XOObOU (TO3BOJISE
OLIIHUTH TIMTOKCEMiIO Ta 3aAMLIKY NP HizuIHOMY
HaBaHTaXeHHi). Pe3ysibraTu ciin iHTepnpeTyBaTi
3 ypaxyBaHHSAM (Di3MYHUX MOXKIMBOCTEM Malli€HTA.

3. TpaHcTopakaibHa exokapaiorpadis 1omomarae
BUKJTIOUUTH CEPIIEBY HEMOCTATHICTD, OLIIHUTH MOX-
JIMBY TIEPBUHHY/BTOPUHHY JIETEHEBY TillepTeH3ii0.

YV 6e3cMMNTOMHUX MALIIEHTIB HE CJTiJ TPOBOIUTHI
pyruHHMIA ckpuHiHr BP-KT mist giarnoctrku PA-
I3J1. Ha cporonni Hemae 10Ka3iB KOPUCTi MaCOBO-
ro nipoBeneHHst BP-KT B ocib 6e3 pecnipaTopHux
cumnToMiB. BP-KT 3anuniaetscs pesepBHUM Me-
TOJIOM JUISI OOCTEXKEHHS 3a KIJIIHIYHUX TPOSIBiB 00
daxTopiB pusuky. BP-KT moxe 6yt KoprcHOIO
y 6E3CMMITTOMHMX TAL[iEHTIB 32 HASIBHOCTI BUCOKOTO
pusuky PA-I13J1 (qonmoBiku, Kypiti, 3HaUHHWIA BMIiCT
ALLTT, Bucoka akTuBHicTb PA), a00 sIK1110 XBOpHUit
MPOXOIUTh 00CTEKEHHS MepeN MPU3HAYEHHSIM 6io-
JIOTIYHOI Tepartii yu ornepaTUuBHOrO BTpydaHHs. Ta-
kM yrHOM, BP-KT 000B’13K0B0 cJ1iI BUKOHYBAaTH
B 0Ci0 i3 cMMIITOMaMH, aJjie He peKOMEHI0BAHO TSI
PYTUHHOTO CKPUHIHTY 6€3CUMITTOMHUX MAlliEHTIB.

YV 6e3CMMNTOMHUX MaLli€HTIB i3 pu3ukom PA-
I3J1 po6oua rpynma FSR (2024) He pekoMeHaye
MPOBOIUTH CUCTeMATUYHMI cKpuHiHT PA-13J1,
OCKiJIbKM BiH HE BiMOBIiIa€ KPUTEPisIM CKPUHIiH-
ry BOO3 (2020). CKpuHiHTrOBi mporpaMmu MaroTh
JIEMOHCTPYBAaTH BUCOKMI PiBEHb J10Ka3iB 11010
KOPMCTI JIIKyBaHHSI, HAIIPUKJIAA 3HVXKEHHS 3a-
XBOPIOBAHOCTI a00 moJiniueHHs nporHosy. Hapasi
HeMae I0Ka3iB Toro, 1o paHHe JikyBaHHs PA-13J1
mokpainye nporaos. [pubmmsHo 50% oci6 i3 PA-
13J1 matoTh cTabinbHuUit epeOir i He MoTpedyITh
cnenrdivnoi repamii (Koduri et al., 2023). €nu-
HMIi TOBeICHMIA (hakTOp, acolliiioBaHMiA i3 Tpo-
rpecyBaHHsIM PA-13J1, — mouaTkoBa MOIMIUPEHICTh
ypaxeHHst Ha BP-KT (Mena-Vazquez et al., 2021;
Vadillo et al., 2020). PiBenb 1oKa30BOCTi mpemna-
pariB AJ1s JIiKyBaHHs nporpecyBaibHoro PA-13J1
JIy>Xe HU3bKUH, 32 BUHSTKOM HiHTEIaHiOy.

3okpema, OyauM BUBUEHI aTbTePHATUBHI Me-
ToAU paHHbOI AiarHoctuku PA-13JI. Pesynsratu

MoKasaju, 110 (YHKIIOHANbHI TECTH JIeTeHb Ma-
10Tb HEIOCTATHIO YYTJIMBICTb UTs1 BUSIBJIEHHSI paH-
Hix 3miH (Manfredi et al., 2019; Chen et al., 2013).
JlereneBa ynpTpacoHorpadis € mepcrneKTUBHUM
MeTtomoM g ouinku 13J1, moB’s13aH0r0 3 aBTO-
iMyHHUMU 3axBopioBaHHIMU (Xie et al., 2019).
3acocyBaHHS eJIeKTPOHHOI'O CTETOCKOIMY OLIiHIO-
BaJIOCS JIMIIIE B OMHOMY JOCTIIXKEHHi, pe3ylbTaTh
MoK 1110 He minTBepmkeHi (Manfredi et al., 2019).

r | Benenng nanienra i3 PA-13J1 mae 3aiiic-

HIOBATHUCS PEBMATOJIOTOM Yy criBnpani
3 JOCBiTYeHHUM MYyJbMOHOJOroM. Perynsipne
CTOCTepeXEeHHS 32 XBOPUMH BKJII0YAE OI[iHKY
TOSIBH 200 MOTipIIeHHs pecHipaTOPHUX CHMII-
TOMiB Ta (Pi3MKAJBHUX 03HAK HA KOKHOMY
Bi3UTi, a TaKOXK (PyHKIiOHAJbHI TeCTyBaHHA
JereHb, 30kpema BumipioBanus DLCO,
mo 6-12 micauis. Oci6 i3 PA-I3JI caix indop-
MYBATH PO CUMIITOMM, 1[0 MOKYTb BKa3yBaTH
Ha NMPOrpecyBaHHs JIETeHeBOTro ypaxkeHHs (pi-
BEHb JI0KA30BOCTi V, cTymiHb pekoMenaaii D).

V wiit pekomeHpaii momo gikyBaHHs PA-13J1
po6oyoto rpymnoio FSR (2024) 6yno nigkpecieHo
BaXJIMBIiCTb MYJBTUANCLIUATUIIHAPHOTO JTiKyBaHHSI,
30KpeMa CITiBIpalli MixX peBMaTOJI0rOM i MyJIbMO-
HOJIOTOM a00 €KCMEPTHUM IMYJbMOHOJOTIYHUM
1eHTpoM. Poib nikapsi-peBMarosnora € KIIo4oBoIo
B OLIiHIOBaHHi JIeTeHEeBUX KJIiHIYHUX O3HAK MPO-
TSATOM YCbhOTO MEPIOY CIIOCTEPEXKEHHS, OCKIIbKI
MPOrpecyBaHHs PECMipaTOPHOTO 3aXBOPIOBAHHSI
MoOXe BimoOpaXxaTucs Ha TosIBi Ta/a00 MOCHIEHHI
JIeTeHeBUX KJIiHIYHMX 03HaK. YacToTy KOHTPOJIb-
HUX 00CTEXEHb, 0COOIMBO Y MALIIEHTIB i3 TSLKKUM
nepe6irom ado dhakTopaMu HE3a0BiILHOTO MPO-
THO3Y, BU3HAYAE JTiKap-MyJIbMOHOJIOL.

Ycim ocobam i3 PA-13J1 HeoOXinHO 000B’s3-
KOBO PafUTH MPUTIMHEHHS KYPiHHS, OCKIIbKHI
BOHO € YAHHUKOM pu3uKy moripmeHHs 13J1.
JInst 3MEHILEHHS IMOBIPHOCTI TSKKMX iHMeKIIii
nauieHTaM i3 PA-13J1 pekomMeHI0BaHO BaKLIMHA-
Lil0 MPOTH TpuIly, THeBMOKOKY, SARS-CoV-2.
Jnst migTpuMaHHsT QYHKIIT JIeTeHb BaXXJIMBUMU
€ (i3nyHa aKTMBHICTb Ta AUXAJbHA peabiniTaris.
BapTo HaBUMTH XBOpHUX PO3Mi3HABATH O3HAKU
MOTIipLIEHHST cTaHy JiereHb. [1o pakTopiB pu3MKy
He3am0BiIbHOTO MporHosy npu PA-13J1 Hanexats:
BiK, 4OJIOBiUa CTaTh, aKTUBHE KYPiHHS, HU3bKI
noyaTkoBi 3HaueHHs1 ®KEJI Ta DLCO, o3Haku
3IIT na BP-KT OITI, 3HauHa nowmupeHicts 13J1
Ta BUpasHuit piopo3 Ha BP-KT OI'IT (Jacob et al.,
2019; Juge et al., 2021). [Ins Bcix xBopux Ha PA-
13J1 pexoMeHIOBaHE HEiHBA3UBHE CIIOCTEPEIKEH-
H# i3 IpOBEIEHHAM (DYHKIIOHATBHUX JIETEHEBUX
TeCTiB O 6-12 MicsIiB 19 MOHITOPUHTY 3MiH
®XEJI Ta DLCO. BP-KT OTI'TI npusHauaeTbcst
3a MoTpedu, y pasi MoripiieHHs KJIiHiYHOTO CTaHy
a00 (YHKIIIOHATBbHUX MOKA3HUKIB Y TALlIEHTA.

Poboua rpyna FSR (2024) He 3Moria Hagatu
KOHKPETHUX peKOMEHaLlii 11010 JikyBaHHsS PA-
I3J1, ockinbku piBeHb JH0KA30BOCTI B JiTepartypi
€ Hu3bKMM. €muHi aBa qoctyrmHux PK/ crocytoTs-
cs OLIIHKY aHTU(}IOPO3HUX 3ac00iB HiHTENaHIOY
Ta nipdeHinony. Y nocaimkeHHi INBUILD cepen
663 yyacHukiB e 89 mamienTiB Mamu PA-13J1.
V wiii miarpymni HiHTeaaHiO CrOBiIbHIOBAB 3HM-
xeHHst OKEJ i3 pizuuueio 117,9 mi/pik (Flaherty
etal., 2019). ¥ mocnimkenni TRAIL 1 BukoHyBano-
cs1 criocTepexkeHHs 3a 123 xBopumu Ha (pidpo3He
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PA-13J1 6e3 kputepiis nporpecyBaHHs. [leppuHHOL
KiHIIEBOI TOYKH, cMepTi a00 3HmxKeHHsT PXKEJT
>10% 3a 52 TikHi He OyJ10 HocsarHyTo. [1poTe y miza-
rpyni 3111 mapinag ®2KEJT 6y;10 3HaUHO MEHIIM
(pisauusg 126139 mu; p=0,01) (Solomon et al.,
2023). BapTo 3ayBaxkuTH, 1110 3aCTOCYBaHHSI aHTH-
(hiOpoTruHMX rpenapartis y naiieHTis i3 PA-13J1 mae
TAKOX HETaTUBHi HACIIIKYU, OTHUM 3 SIKVX € [TOTaHa
nepeHocuMicThb Teparii. Tak, JikyBaHHSI HiHTe1aHi-
OoM npunuHWIK 19,6% NallieHTiB MPOTSATOM POKY,
a mipdeninonom — 24%. Cepen mobiuHux edek-
TiB 3apeECTPOBaHi LINTYHKOBO-KUILKOBI PO3Jaau,
renaToTOKCHMYHICTb Ta YacTi LIKIpHi peakiiii.

Ponb imyHOCYmIpecuBHOi Tepamii mpu PA-13J1
BUBYEHO JIUIIIE Y PETPOCTIEKTUBHUX TOCIiKEeH-
HX. 32 JaHUMU HEUI0JaBHbOTO BUIPOOYBaH-
Hsl, B IKOMY B3sUIM yyacTb 212 mauieHTiB i3 PA-
I3J1, mixodeHonaty MmodeTui, azationpuH abo
pUTYyKCUMAa0 3MEHIIYBaau MIBUAKICTb MagiHHS
®XEJ ta DLCO, HesanexHo Bix narepny (3111
y HCIII) vepes 12 micsuis (Matson et al., 2023).
OnHak okpeMi (popmu 3ananbHoro PA-13J1 mo-
KyTb BillIOBiIaTX Ha iIMYHOCYTIPECUBHY Teparlilo,
a caMme oprasisalliiiHa THeBMOHisl a0o JiMdoLu-
tapHe [3JI. ¥ uux Bunamkax imyHocympecito 3ac-
TOCOBYIOTh CAMOCTilfHO a00 B KoMOiHaii 3 [KC.

TakuMm unHOM, podoua rpyna FSR (2024) min-
Kpecioe, 110 Tepartito PA-13J1 ciix minbuparu aist
KOXHOTo OKpeMoro rnauieHTa. JIlikyBaHHs Ma€ 3a-
JIeXaTH Bil KJIiHiYHOI cuTyauii, Tsoxkocti [3J1 ta iH-
JIMBiTyabHOI peakilii xBoporo. PineHHs mpo Bubip
aHTU(IOPOTUYHOI a00 IMYHOCYIPECUBHOI Teparil
HEOOXiIHO MPUITMATH Ha MYJIBTUAMCLMILTIHADHOMY
KOHCWJIiyMi 3a YYacTIO JTiKapsi-MyJIbMOHOJIOTA.

Y nanienris i3 PA Ta PA-I3JI Mmox1BOIO

€ ininiania a6o npogoBxkeHHs Tepamii
MTX (piBenn noka3sosocri Illc, cTyninb peko-
menganii C).

Bucoka aktuBHicTh PA, BU3HaueHa 3a LIKa-
noio DAS28, acouiiioBaHa i3 miaBUILIEHUM pU-
31KOM po3BUTKY PA-13J1 i BuII010 CMEpTHICTIO.
JlocmiakeHHs] KOTOPT aMepUKaHChKUX BeTepa-
HiB T0Ka3aJjo, 110 BUCOKa aKTUBHICTh PA Kope-
JIloBaja i3 MiABUILEHOI0 CMEepPTHicTI0O Mpu PA-
I3J1 (Brooks et al., 2022). Xoua npsimi n1oKa3u
HAa MiATBEPIXEHHSI TOTO, 10 KOHTpoab PA cro-
BiJIbHIOE TIporpecyBanHs 13J1, BincyTHi, € 3B’4-
30K MiX akTUBHUM PA Ta pusrkoM po3Butky 13J1
(Juge et al., 2021; Kiely et al., 2019).

Paninie Bukopucraniss MTX BBaxasnocst (pakto-
poM pu3nKy BUHUKHEHHS PA-13J1, 110 yacto mpu-
3BOJMJIO JI0 BiIMiHU TIpeMapaTy Mpyu BCTAaHOBJIEHHI
JiiarHo3y. barato mybMOHOJIOTIB Ta peBMATOJIOTiB
npunuHsuim tepanito MTX npu giarHocTyBaHHI
13J1 yepe3 noboroBaHHS TOKCMYHOCTI. OHAK OC-
TaHHi KOTOPTHi, (papMaKoemifeMionoriyHi 10Cmin-
>KEHHSI Ta pETPOCTIEKTUBHI aHAJTi31 He MiATBePIAXY-
10Tb 3B’A3Ky MiX MTX Ta minBUILEHUM PU3UKOM
PA-I3JI. Oxpemi HayKoBIIi HaBiTh MPUITYCKAIOTb,
o MTX Moxe MaTH MPOTEKTUBHUI e(PeKT, yIo-
BiIbHIOIOYM a00 3amobiraroun po3BuUTKy 13J1.
Y GinbLIOCTi HOCHiIKeHb He OYJ0 BUSIBJIEHO He-
raTuBHoro BBy MTX Ha cMmepTHicTb ipu PA-
13J1, a nesiki maHi HaBiTh CBiAYATh PO MOTEHIIITHY
3axucHy nito (Ibfelt et al., 2021; Kelly et al., 2021).

Toctpa abo minrocTpa KJIiHiYHa KapTUHA, 110 Hara-
JIye iIMyHOaJTepriaHy ITHEBMOHIIO, TIOB’s13aHy i3 MTX,
BUHUKAE MEPEBAKHO Y MepILuii pik Teparii. [liarHo3
BCTAHOBJTIOETHCSI METOZIOM BUKJIOUEHHSI (HEMa€ iH-
101 PUYKMHU, 0cO0IMBO iH(eKLiiiHOT). CuMITOMU
3HMKAIOTH Mics BigMiHu MTX. Y Takomy Bunaaky
MUATAHHS 100 MOAANBIIOro BUKopucTaHHs MTX
cJli 06roBOPIOBaTH i3 JliKapeM-yJIbMOHOJIOTOM.
V pasi TskKOro abo MIBUIKO MPOTrpecyBaJbHOTO
niepe0iry PA-13J1 nuTaHHSI CTOCOBHO MTPOIOBXKEHHS
MTX Mae BupillryBaTicst iHIMBILYaIbHO 151 KOX-
HOTO TIAIliEHTa Ha MYJIBTHIMCIUTITIHAPHOMY KOH-
CIJIiyMi pa3oM i3 peBMaToJI0rOM Ta IyJIbMOHOJIOTOM.
AHAJIOTIYHMI MiIXin peKOMEHIOBAHMIA IS iHIIHX
MOTEHIIITHO THEBMOTOKCUYHMX ITPerapariB.

( | | Axwo nanientosi 3 PA-I3JI notpiden

—d 0XMAPII, ciix o0upaTn adaTanent ado
putykcumao (piBerb gokasosocrTi Illc, cTyminb
pekomenaaii C).

3rigHo i3 cyyaCHUMU JIaHUMU, TIPENapaTu rpy-
i inribiTopiB ®HII Hapasi He € nikaMu BHOOpPY

PEBMATOJIOTIA

PEKOMEHOAL|I

npu PA-I3J1. Pesynbratu nesikux AOCHigXeHb
BKa3yIOTb Ha IMiJBUILIEHY CMEPTHICTb cepel Ia-
uieHTiB i3 PA-13J1, gki oTpumytoTh iHTiGiTOPH
O®HII (Perez-Alvarez et al., 2011; Mena-Vazquez
et al., 2021). OnHaK BOHU MalOTh 3HaYHi METOMIO-
JIOTiYHi OOMEXEHHSI, TOMY HEoOXiTHe 10JaTKOBE
BMBUEHHS 11bOT0 NMUTaHHA. Hapasi BukopucraH-
Hs inri6iropis ®HIT mpu PA-13J1 € muckyciitHum
i ToTpeOy€e MOBTOPHOI OLIIHKH.

[To3utuBHI pesynbratu Oyl OTpUMAaHi MpU
3aCTOCYBaHHi abaTallenTy Ta pUTYKCUMaly st
nikyBaHHst PA-13J1. ¥V nocnigkeHHi icmaHcbKoro
peectpy (MefiaHa crocTepexkeHHsT — 12 MicsiB),
sIKe BKIII04aso 263 oci6 i3 HeTspkkoio hopmoro PA-
13J1, nikyBaHHSI abaTaLleNTOM CIpUsLIO cTabiiza-
wii mokasuukiB ®XKEJI ta DLCO. IMoripmeHHs
KT-kaptunu 0yj0 3adikcoBane auiie y 23,4%
punankis (Fernandez-Diaz et al., 2020). Ouinka
3aCTOCYBaHHS pUTYKcUMaOy B oci6 i3 13J1, mop’s13a-
HUMU 3 iHIIMMU aBTOIMYHHUMHU XBOPOOAMMU, TAKOXK
rokasana nmo3utuBHuii epekT (Maher et al., 2023;
Mankikian et al., 2023). [aHi iHIIMX YOTUPHOX
BUTNIPOOYBaHb, SIKi 3arajloM BKJIOYAIK 133 XBopux
Ha PA-13J1, cBimumnu mpo nokpameHHs OXKEJI
ta DLCO micas novaTky Tepanii putyKcumadom
(Duarte et al., 2019; Narvaez et al., 2020).

Hapasi HegocTaTHBO JaHUX Ui aHali3y 0e3-
TEKH 3aCTOCYBaHHS ToUMi3ymady Ta iJAK mpu
PA-13J1, Tomy BoHO Mae 6yt obepexkHuM. Bapto
BiJI3HaYMTH, L0 YOJIOBiUa CTaTh, BiK Ta KypiH-
Hsl — 3araJibHi hakTopy pu3nKy po3BUTKy PA-13J1,
SIKi TAKOX acOLiOBaHi 3 MiABUIIEHUM OHKOJIO-
rivauM ta CC-pusnkom Ha T Tepamnii iJAK. JIis
iHmux XMAPII Hemae nepeKOHIMBUX 10Ka3iB iX
edextuBHOCTiI pu PA-13J1.

Bucnosku

Hosi pekomennanii FSR (2024) e BaxxnuBum
€TaroM Y TOJIMIIeHHI BeIeHHs MauieHTiB i3 PA.
[TopiBHSsIHO i3 MOMEpeHBOIO BEPCi€l0, Y HACTAHO-
Bi MOBTOPIOIOThCS 3arajibHi MPUHLIMIIM Ta CTpaTerii
JIIKYBaHHS 3 TOYKH 30Dy JiarHOCTUKM, OpraHizariii
TIOIAIBIIOTO CIIOCTEPEXEHHST Ta TEPANIEBTUYHOTO
BUOOpY 0e3 cyrTeBux 3miH. Posib iJAK neperssiHyTo
3 ypaxyBaHHSIM OCTaHHiX JOCTIIKEHb Ta PEKOMEH-
nauiii PRAC EMA. BoHu pekoMeHI0BaHi JiuIe Jist
MaljieHTiB 0e3 albTepHATUBHOI Teparlii Ta 3a MOBHOI
MOiH(GOPMOBAHOCTI PO MOTEHIIiIHI pU3KKU. XBOpi
TPy BUCOKOTO PU3MKY (0COOM MOXUIIOTO BiKYy, KYpLli,
TnailieHTu i3 pakropamu oHkonoriyHoro ta CC-pu-
3MKY) MaloTh YHUKaTH 3acTocyBaHHs iJAK. Lle Bin-
noBigae nonepenHiM pekoMenaauism FSR mono
KkoHTposo CC-pu3uKy B 0Cib i3 3amajbHUMK PeB-
MaTHYHIMU 3aXBOpIOBaHHAMM (Avouac et al., 2023).

Ha nonatoxk, Briepiie 6ys10 BBeIEHO peKOMEH A~
1ii om0 BeaeHHs ocid i3 mpe-PA ta PA-13J1:

1. Bedenns nayienmie i3 npe- PA. Pitnenus nona-
TH Lel pO3[is 6a3yETHCS HA TOMY, LI0 PEBMATOJIOTH
YacTO CTUKAIOTBCS i3 XBOPUMM, SIKi MAIOTh apTpaJIrii
260 nosutuBHi ALILIIT y cimeitHomy aHamHe3i PA.
[Tonpu yncneHHi 1oCTiaKeHHs B 1iii cepi, TOUHO
BU3HAYUTH PU3UK PO3BUTKY PA MOKH 1110 HEMOX-
mBo. 2KoneH XMAPII He moka3aB eeKTUBHOCTI
y npodinaktuui PA, Tomy cnienudiuHux Tepamnes-
TUYHUX peKOMEH ALl He chOpMYTbOBAHO.

2. Bedenns oci6 i3 PA-13JI. lle ckinagHa ta 1o-
TEHLIHO TSXKa Mmo3acyrioboBa MaHidecrawis
PA, 110 cTBOpIOE TPYAHOILI AJISI pEBMATOJIOTIB
Ta xBopux. Poboua rpyna copmynoBana 4oTUpu
peKxoMeHallii, siKi T0MOMOXYTb peBMaToJ0TaM
y CHiBIIpalli 3 MyJbMOHOJOIaMH PO3Ii3HABATH,
niarHoctyBaty Ta tikyBaTu PA-13J1. OuikyioTbest
CIIiJIbHI peBMATONOTIYHO-TTYJIbMOHOJIOTIUHI peKo-
Menmaiii mono PA-13J1, siki nerko iHTerpyBaTH-
MYTbCS i3 TOJOXKEHHSIMM MOTOYHOI HACTAHOBH.

TakuM unHOM, B OHOBJIEHiit HacTaHOBI FSR
(2024) HagaHe 4iTKe 6aYeHHS ONMTMMAJbHOTO
JiaTHOCTUYHOTO I TeparneBTUYHOTO BeIEHHS TMa-
ieHTiB i3 PA. OuiKyeTbCcst OHOBIIEHHS TOKyMEHTa
yepe3 2-3 pOKU 3 ypaXyBaHHSIM HOBUX HAyKOBUX
naHux. Benenns oci0 i3 npe-PA Ta PA-13J1 Biep-
11Ie iHTerpoBaHe y KJIiHiUHYy MPaKTUKY Ta CTaHe
OCHOBOIO /151 MAHOYTHIX MYJIBTUANCIUTUTIHAPHUX
peKkoMeH A, 3aBIIKN UM OHOBJICHHSIM PeB-
MAaToJIOT OTPUMYIOTh e(eKTUBHUN iIHCTPYMEHT
JUISI MEHEeIXKMEHTY XBopux Ha PA, amanrtoBaHuii
JI0 Cy4aCHUX HAayKOBHUX JaHUX Ta BUKJIMKIB K-

HiYHOI MPAaKTUKMU.

Migrotyeana Ipuna Knumace




MDKAUCUUNNIHAPHI NPOBJIEMA

nornaa ®AXisus

Tazap XAQ
XA® acouiitoBaHa 3i 30iTbLIEHHSIM CEPLEBO-
cynunHoi (CC) 3axBOpIOBAHOCTI Ta CMEPTHOCTI i3 CyT-
TEBUM EKOHOMIUHUM TSTapeM, MoTpedye 3HAUHMX
pEecypciB CUCTEMU OXOPOHU 3MOPOB’S i iCTOTHO
TOTIpIIIY€E SKiCTb XUTT nawieHTiB [68]. Ha ocran-
HIO BIUIMBAIOTh Pi3Hi YNHHUKHU, 30KPEMa CTaTh, BiK,
TSDKKICTh Tiepebiry XA® i HasgBHICTh crieldiyHOro
nikyBaHHs [36]. PaHHs oiarHOCTMKA Ta CBO€Yac-
HE TpU3HAYeHHs creunivHoi Teparlii nauieHTam
i3 XA® MatoTh BUpilllabHe 3HaueHHS. [IpoTe yepes
KJIiHIYHY BapiaOe/bHICTb, HAABHICTb iHILUX MPHU-
YUH PO3BUTKY Tineptpodii JiBoro muryHouka (IJIL)
Ta HEMOCTATHIO MOiH(GOPMOBaHICTh JIiKapiB 11010
IIbOTO 3aXBOPIOBAHHS BCTAHOBNIEHHS liarHO3y XAD
HEPINKO € CKIaIHIM 3aBIaHHAM [65, 66, 70].
Bumnanku HemiarHocToBaHoi XAD 3a1uiaroThest
JIOBOJTi MOIIMPEHUMU: CEPEIHilA Yac Bifl MOSIBY TIep-
LIMX CUMIITOMIB IO BCTAHOBJIEHHSI IiarHO3y CTaHO-
BUB 13,7 poKy B 40JIOBIKiB Ta 16,3 poKy B XiHOK [54].
Ockimbkt XA®D € MyTETHCUCTEMHIM 3aXBOPIOBAH-
HSIM, e(heKTHBHE BEICHHS TAKMX MAI[iEHTIB MOTpe-
Oye MIKIUCIMILTIHAPHOTO TiIXOMY i3 KOMILIEKCHOIO
OLLIHKOIO Ta JTIKYBAHHSIM ypaXXeHb Pi3HUX OpraHiB [83].
HeoGxinHo 3a3Haunty, 1o XA®D, BizomMa Takox
sIK xBopoba Dabpi, Brepiie Oy/1a onucana y 1898 p.
nBoma BueHUMU J. Fabry Ta W. Anderson. BoHu,
He3aJIeXXHO OUH Bill OHOTO, MOBITOMWIN TIPO
JIBOX TIALIIEHTIB 3 «aHTiOKepaTOMOIo Tila» [1, 18].
JliarHocTtrka ypaxeHHs cepus npu XAD e Bupi-
HIATBHOIO, OCKUIBKYM HECBOEYACHE OTO BUSBIEHHS
MOXe MaTy HecpusTIBi Hacinku [20]. 3atprmMka
NIarHOCTUKM 3[aTHA TMPU3BECTH IO PO3BUTKY MOTEH-
LiITHO HeOE3MEUHMX IS SKUTTS YCKIAIHEHb |34, 65,
75, 91]. [arororist cepiis € TPOBITHOIO IPUINHOIO
CC-3axBOPIOBAHOCTI Ta CMEPTHOCTI cepell MAlliEHTIB
i3 XA®D, BKITIOYHO i3 MTiMBUIIIEHNM PU3UKOM PAITTOBOI
cepuesoi cmepri (PCC) [8, 68, 70, 75, 87]. Ha panHix
cramistx KMIT npu XA® Hepinko Mae Hecnermgiv-
Hi K1iHiYHi mposiBy. Lle ycKnanHIoe BCTaHOBICHHS
JliarHO3Y Ta MoTpedye MPOBEAEHHSI peTesIbHOI Trde-
PEeHIIiaTbHOI IarHOCTUKM, 30KpeMa, 3 iHILIUMU TPy~
YMHAMU PO3BUTKY TinepTpodiyHoi KapaioMionatii
(TKMIT). I3 BnpoBamxeHHsIM (hepMeHTO3aMiCHOi Te-
partii (O3T) cBoewacHe BUSIBIIEHHST Ta PAHHil TOYATOK
JIIKYBaHHSI BAXJTMBI /151 CIIOBLUTbHEHHSI ITPOTPECYBAHHS
3aXBOPIOBaHHs Ta 3arodiraHHs TsokkuM CC-yekian-
HeHHsM [65, 70]. Crietmdiuna Teparist XAD npoze-
MOHCTpYBa/Ia TIEPCTIEKTUBHI Pe3yIBTaTH, 0COOIUBO
y pasi mpu3HaueHHsI Ha paHHix cramisx [11].

EnigeMionozig

Ha croronsi ineHtudgikoBano nmoHan 70 jizoco-
MaJIbHUX XBOPOO HaKOIMYCHHSI, cepel sKux XAD
nocifae Ipyre Miclie 32 MOLUIMPEHICTIO MiCIst XBOpOOU
Tore [83]. XAD ypaxae MmpeacTaBHUKIB YCiX €THIU-
HUX IPyM, OOHAK Y AESIKUX PerioHax BiIMiuyaroTbCs
reorpacdiuHi KJ1acTepu, 3yMOBJICHi HasIBHICTIO CIie-
bidHrx MyTariii rena GLA [45, 46]. Hesaxaioun
Ha 11, XAD 3a/IUIIa€ThCsI HENOCTATHHO BUBYEHUM
3aXBOPIOBAHHSM i TOMY, IMOBiIpHO, HEOOLIIHEHUM
i3 TOuKM 30py BusiBjieHHs [57]. Bapro 3ayBaxuTy,
110 mormpeHicts XA® 3HaYHOI MipOI0 3aIEXUTh
Bi 00paHOTO METOY CKPMHIHTY i KOJIMBAETHCS Y Jia-
na3oHi Bix 1 : 40 000 o 1 : 117 000 oci6 [46]. BomHo-
Yyac 3a3HaveHi AaHi, IMOBIPHO, € 3aHMXEHUMU Ye-
pe3 CKJIAAHICTh PO3Mi3HABAHHS KJIiHIYHMX MPOSIBIB,
a TAaKOX BUIIAIKY 3aTPUMaHHsI 800 HEBCTAHOBJICHHSI
niarHosy XA® [26, 31]. Ha BimMiHy Bix 11X OLIIHOK,
pe3yJabTaTH HEOHATAIbHUX CKPUHIHTOBUX MPOrpam
MPOJIEMOHCTPYBAIM HECTIONIBAHO BUCOKY MOLIMpPE-
HICTb BUTIAJIKIB CHIEU(IYHUX TTATOTEHHUX MYTalliif,
110 TIPU3BOASTH 710 Aecbitmty o-Gal A — Bin 1 : 1600
1o 1 : 8882 HoBoHapomxkeHux [ 10, 45].

V nocnimxkenni 3a yuactio 200 643 oci6 i3 6io-
0aHky Benukoi bpuTaHii nommpeHicTb iMOBIpHO
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YpaXennq cepueso-cyquunoi cucmemu
npu xsopobi Angepcona — Mabpi

Xeopo6a AHgepcoHa — Pabpi (XAD; OMIM #301500) — ue mynbTMCUCTEMHA, NpOrpecyioya, He6esneuna gns

XKUTTH, cnaakoBa X-3uenneHda Naronorisi, WO HANEXUTb A0 Ni30COMHUX XBOPO6 HOKONUYEHHS, 3d SIKoi myTauii

reHa o-galactosidase A (GLA) npuseogarb ao aediuury/BiacytHocti pepmenty o-ranakrosupasu A (e-Gal A).

Lleii pepmeHTaTuBHuii pediumut nopylwuye metabonism rnikocdinroninigis i 3ymosnioe ix HagMmipHe HaOKONMYeHHs

B nlizocomax, oco6nueo rno6orpiaosunuepaminy (Gb3) ra rno6orpiaosunceivrosmny (lyso-Gb3, deacylated form).
MynbTucHMcTEMHE HOKONMYEHHS NAaTonoriyHoro cy6crpary npu XA® 3ymoBnIOE ypa)XeHHs 6ararbox opraHis i cucrem,
Hacamnepep, HUPOK, cepueBo-cyauHHoi (CCC) Ta HepBOBOi cuctem. Take HOKONMYEHHS, 30KPEeMA, CMPUYMHSE Nporpecyioye
3HMKeHHs PyHKUii HUPOK, po3BuTok kapaiomionarii (KMI1), He6e3neuHnX ANS XXUTTS NOPYLUEHb CEPLEBOrO PUTMY,
NiaBULLYE PU3UK IHCYNIbTY, CKOPOUYYE TPUBAICTL XXUTTS T HEPIAKO CTAE NPUYUHOIO NePeAvacHOi cMmepTi.

MATOreHHUX MyTalliil (DeHOTUITY i3 Mi3HIM MOYATKOM
XA® cranoBuna 1 : 5732 BUMAzKiB Ta IS MYTallil,
110 BUKJIMKAIOTh KIaCHYHMIA peHotun XAD, —
1 :200 643 [29]. 3aranom derotrn XAD i3 mi3HIM
10YaTKOM OYB YACTILIIMM Y TOCIIKEHHSIX, 1110 BKITIO-
YaJIi CKPUHIHT HOBOHAPOMIXKEHMX; CITiBBIIHOLICHHSI
(beHOTHUMY i3 Mi3HIM MOYATKOM Ta KJIACUYHOTO KO-
nBajtocs Bin 7 : 1 8 Itanii no 16 : 1 Ha Taiisani [79].

Crtin 3ayBaXuTH, 1110 OLUTBIIICTD JTaHUX TIPO MO-
peHicTb XAD IpyHTYIOTbCS HA CUCTEMATUYHOMY
CKPUHIHTY MOMYJISALIi# BUCOKOTO PU3KKY i3 POSIBAMM,
TUIOBMMHU st Tiporpecytodoi XAD, sik-to TKMIT,
KPMIITOTeHHUI IHCYJIBT UM TepMiHaIbHa CTafist Xpo-
HiyHoi xBopoou HupoK (XXH) [15]. [TommpeHicTh
XAD cepen oci6 i3 Hes’sicoaHoo [JI1L kommBaeThest
Bix 0 o 12% y peTesbHO BimiOpaHuX KoropTax [46].
3a oriHkamu, yactota XA®D y XBOpHX Ha HE3pO3yMilTy
[T ta TKMIT cranosuts Bin 0,34 10 1,6% 3-moMix
nopocnux (tabm. 1) [15, 19, 41, 44, 52, 60, 89]; cBo-
€10 yeproio O. Azevedo et al. (2020) BusBuiun XAD
y 16,6% Bumnazxkis cepen 150 oci6 i3 TKMII [6].

Emiono2ia ma fedomunu XAM

Myrariii renHa GLA moninsiroTh Ha MaTOreHHi,
J0OpOosIKiCcHi (6e3 KITiHIYHOro 3HaUCHHST) Ta BapiaH-
TH i3 HeBM3HAYE€HUM BILTUBOM [24]. SIK BKasyBaiocst
BuIIe, XBopooa XAD € X-34eIIeHOI0 J1i30COMHOIO

XBOPOOOI0 HAKOTTMYEHHST, CTIPUYMHEHOIO TTaTOTeH-
HuMu MyTanismu reHa GLA [15, 65, 83].

XA® crioyaTKy Oyja onmucaHa y 4YOJOBIKiB
i3 TSDKKUM KJTiHIYHUM (eHoTuIoM [65]. Xoua pa-
Hillle BBAXXAJIOCS, 11O TSXKi KJIiHIYHi TIPOSIBA LIbOTO
3aXBOPIOBAHHS CITOCTEPIraloThesl JIUILE Y TeMi3H-
TOTHUX YOJIOBIKiB, naHi peectpy Fabry Outcome
Survey mokazanu, 110 reTepo3UTOTHI XiHKU TeX
ypaxatoTbcs [54]. Taxkicts nepediry XAD y re-
TEpPO3UTOTHHUX XKiHOK Bapilo€ BiJ 0€3CMMIITOMHOTO
JI0 TSDKKOTO (DeHOTHUITY, 1110 MA€E MiCLe Y TeMi3UToT-
HMX YOJIOBIKiB i3 KacuuHUM peHoTrumoM XAD
1 4aCTKOBO 3aJI€XUTb Bifl TUITy MyTallii Ta peHOMeHa
nioHizanii X-xpomocomu [65].

3ajiexHo Bin cTaTi, (heHOMeHa JlioHi3arIii Ta ma-
TOI€HHOTO BapiaHTa TeHa, po3pi3HsIOTh ABa (heHo-
i XAD [26, 65, 74]:

1. Tsoxxuit kniniyanit peHotrn XAD, Bimommii
SIK KTaCUYHUU, XapaKTepU3YEThCS BiICYTHICTIO
4y 3HAYHO 3HIKEHOI0 (<1% Bix HOPMMU) aKTHUBHIC-
Ti0 0-Gal A, Bupa3Hum HakondeHHsIM Gb3 Ta mo-
YaTKOM CHUMIITOMIB y IUTSYOMY ab0 MiMTiTKOBO-
MYy Billi, ypaXXeHHsSIM 0araTboX OpraHiB i cUcTeM
Ta MPOTPECYOUMM MOPYLIEHHM ix dyHKuii. Lei
(eHOTHUIT YacTillle CIIOCTEPIraETbCsl y YOJIOBIKIB
(ae He BUKIIIOYHO) 6e3 3aJIMIIKOBOi aKTUBHOCTI
(epmeHTy.

Tabnuus 1. Mowmpenicts XA® cepep nauienTis i3 [JILW uu TKMN

SO [ e [T R R —
L. Monserrat et al., 2007 [60] - 508 10,9 yuon,; 1,1y xin.)
T Kubo et al., 2017 [41] ~ 177 11
D. Doheny et al., 2018 [15] Ananiz 63 nocniaxeHs 51363 0,94 (won.); 0,90 (xin.)
M.S. Maron et al., 2018 [52] KoroptHe gocnigxeHHst 585 0’3312%%4X¥:fﬂ';
O. Azevedo et al., 2020 [6] - 150 16,6

The Asian Fabry
Y. Fan et l,, 2021 [19] Cordig’gfggfig;hgﬂégyh'ms" 499 1,6 2,4y won)
(ASIAN-FAME)
Y. Xico et al., 2021 [89] - 217 0,93
The Asian Fob'ry . ‘ )
SP.leungetal, 202444 | CLomYopaly Rk 426 Ll
(ASIAN-FAME-2)

Tabnuus 2. MpupogHmii nepebir knacuuHoro peHotTuny XAD

Cumntomm

* AHriokepaTomm

Jo 16 pokis * Brpara cnyxy

* [ino- uu aHrigpo3
* AnbByMiHypis

* BromniosaHicTts
* Hesposymina nmxomaHka

+ AkponapecTesii, 6onboBi kKpu3u: XpOHiYHe abO NepPioanYHE BiIYyTTA NEYHHA B JONOHAX
PYK i NiZOLLB Hir, LLO NPOBOKYIOTbCS i3UYHUMU HOBAHTAKEHHAMM, 3MIHOIO TEMNEPATYPH,
JIMXOMOHKOIO, CTPECOM, BXMBAHHSAM QNKOrOMIo

* YpaxeHHs oyelt: BopoHkonogibHa kepatonaris (cornea verticillata), sagHbokancynapHa
KATAPAKTA, 3BUBUCTI CYAUHM CITKIBKM ABO KOH IOHKTHBH

« [nomepynapHa rinepdinsTpauis (weuakicTs kny6oukosoi dinstpauii >125 mn/xs/1,73 m?)

* Posnaau tpasnenns (6inb, 3ayTTa XMBOTA, Aiapes)

Moo sik * Kny6oukosa npoteinypis
(17-30 pocis) « Nincenema

« Maronorist cepus: Gpagukapais, kopotkuit intepsan PR, [T1LL, nopywweHHs nposigHocTi cepus

CMepTb, CEPLEBA HEAOCTATHICTb

MMicna 30 pokis * XXH, pianis

* Matonoris cepus: $ibPO3 MioKAPAQ, YPAXEHHS KNANAHIB CEpLSs, APUTMIT, panToBa

* [HCYnbT TQ TPAH3UTOPHA iLEeMIYHA aTAKA
* [porpecytoua abo panToea BTPATA Cyxy

Mpumitka: Aganrtosaro 3a M. Michaud et al. (2021)

I.B. Moct6ayep

2. Hexnacuunwmii penotun XAD, abo peHOTUTT
i3 Mi3HiM MOYAaTKOM, BiI3HAYAETHCS 5K y YOJIOBI-
KiB, TaK i y XiHOK i3 4aCTKOBO 30€peXeHO10 aK-
TUBHicTIO 0-Gal A i 31e6ibIIOro MPOsIBIASIETHCS
i30JIbOBaHUM ypaxXEeHHSIM cepls. Y JiTeparypi
HEKJIACUYHUIT BapiaHT TAKOX HA3UBAIOTh «Kap]li-
anpHUM» GeHotuoM XAD [24, 46].

Knixivni npossu XAM

TunoBi KIiHIYHI TPOSIBU KIACMYHOTO (heHO-
tuny XA® BKII0YAIOTh YpaXeHHs IKipK (aHTio-
KepaToMM), Tinoriapos, nepudepuyHy Heiponarito
3 aKpoTapecTe3isMu Ta 00ITLOBUMYU KPU3AMHU, PaH-
Hiit iHcynbT, mpoTeinypito, XXH ta TKMII, nopy-
IIEHHSI PUTMY CepIIsl, IIUTyHKOBO-KUIIIKOBI TIPOSIBH,
XapakTepHe IMOMYTHiHHSI POTiBKM i KpUIlTajuKa
tomto (tabim. 2) [23, 26, 46, 57, 65]. CumnroMu
i3 OOKY opraHiB i cucTeM 3a3BMYail BAHUKAIOTh
y MOJIONIMX TALli€HTIB Ta BKJIIOYAIOTh, 30KpEMa,
XXH i3 mporpecyBaHHSIM 10 TepMiHaJIbHOI HUP-
koBoi HepoctatHocTi, [JIL, ¢i6bpo3 miokapaa,
APUTMii, TPAH3UTOPHI illIEMiUHi aTaku, iHCYJIbTH
Ta rmepemyacHy cMepth [61, 65]. Bapro 3a3HaunTH,
1110 KJIiHiYHi IPOSIBM MOXYTh BUHUKATH BXE Y paH-
HbOMY IMTUHCTBI [54].

Ha BinMiHy Bin KinacuuHoro deHoTuiry, XAD
i3 Mi3HIM TTOYaTKOM XapaKTepU3YEThCS TIOBiTbHI-
MM TPOrPeCcyBaHHSM 3aXBOPIOBAHHSI, L0 MOB’sI-
3aHO 3 HASIBHICTIO 3AIMIIKOBOI aKTUBHOCTI (DEPMEHTY
o-Gal A, a KITiHIYH] IPOSIBY TIEPEBAKHO 0OMEXKYIOTh-
cs cepueM. BoqHouac y yacTMHM MalliEHTIB MOXJIMBI
eKCTpaKaplialbHi YpaXeHHs, 30KpeMa iHCYJIbT a0o
aToJIOrist HUPOK [23, 26, 65]. BaxmBo migkpeciu-
TH, 110 KJTiHIYHi IPOSIBY 3aXBOPIOBAHHSI T€TEPOreHHI,
a eexTUBHICTD crieldivyHOI Teparnii Moxke 3MiHIo-
BaTUCS 3aJIEXHO Bil HU3KM YMHHUKIB: BiKY, CTaTi,
TSDKKOCTI MATOJIOTi1, FEHETUYHOTO BapiaHTa Ta yacy
MOYaTKYy JliKyBaHHsI [23].

NMamodpizionozia ypaxenna GGG

CucreMHe HAKOMMYEHHS TIiKOC)iHToiminiB
y KiiTiHax, Hacamriepen Gb3 ta lyso-Gb3, Bkimou-
HO 3i BCiMa TUMaMU KJIITWUH i TKAHWH Cceplis, SK-TO
eHI0TeTiaIbHi Ta I71aIeHbKOM SI30Bi KJIITUHU CYIUH,
KapIioMiolMTH, eHpokap, (piopodiactu KianaHiB
i KJIITMHU MPOBIHOI CUCTEMU cepls, MPU3BO-
JIUTh 0 TMOPYIIEHHS CTPYKTYpH i OYHKILT KITiTHH
[26, 31, 61]. TakoX BOHO aKTUBYE CUTHAJIBHI ILITSIXH,
BilMOBiNAIbHI 3a rinepTpodiio KJIITUH, i BUKIUKAE
3amajJeHHsI Ta aKTUBALi0 iIMyHHOI cuctemu [26].
Lle HakoMMYEeHHS MaTOJIOTiYHOIO CyOCTpary B Jii-
30COMax MOXe CIIPUYMHUTH SIK TOCTpE, TaK i Xpo-
HiYHe 3amajeHHs, 10, CBOEIO YeProlo, 3yMOBITIOE
nporpecyBaHHs ypaxeHHs [42, 73]. Oxpim Toro,
HAKOMUYEHHSI TIiKOC(IHTOIMIIIB CIIPUsIE BUBLJIb-
HEHHIO npo3ananbHuX 1uTokKiHiB (TNF-o, IL-1J,
1L-6), xeMOKiHiB, paKTOpPiB pOCTY, IPOTPOMOOTITY-
HUX YMHHUKIB, a TAKOX BUKIMKAE OKCUIAHTHUI
CTpEC, aronTo3 i MOPYLICHHS MEeTa001i3MY, SIKi Bifli-
TPaIOTh BKJIUBY POJTb Y PO3BUTKY Ta TIPOTPECyBaHHI
MOLIKO/IKEHHST OpraHiB i nmpoidepalii Kapaiomio-
uutiB i3 pozsutkom [JIL [8, 42, 73, 82].

XpoHiuHe 3anajeHHs py XA®D TakoxX MPU3BO-
JIUTh 0 aKTUBallii piopobracTis, ix mposideparii
Ta HAIMiPHOTO CMHTE3y KOMIIOHEHTIB MO3aKJIiTHH-
HOTO MATPUKCY, 10 CIIPUYMHSIE PO3BUTOK (hibpo-
3y ypaXkeHMX OpraHiB, 30Kpema Miokapaa [42, 73].

Ne 4 + 2025 p.
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JlomatkoBo, eHIOTeMiaTbHa TMCHYHKIIISA 1 TIPOTi-
(epallist rJIaIeHHKOM ' I30BUX KJIITUH CYIMH MOXYTh
MPU3BOAMTHU 10 PO3BUTKY illeMii Miokapaa [8].
Ha pucynky 1 mpencrabieHo matodizionoriaai me-
XaHi3MU ypaxeHHs cepis mpyu XAD Ta BiImoBinHi
KJiHivHi Hacmiaku [31].

GC-npogeu XAM

SIK 3a KJIaCMYHOTO, TaK i 3a Mi3HHOTO (PEHOTUITY
XA® ypaxenns: CCC, 30KpeMa po3BUTOK CepIIeBOL
HemoctatHocTi (CH) Ta mopyieHb putMy cepli,
€ OCHOBHOI0 MPUYMHOIO MOTiPLIEHHS SIKOCTi XUTTS
Ta MIBUILEHOI cMepTHOCTI MawieHTis [32, 39, 65].
Tomy perynsapHUil KJIiHIYHMI MOHITOPUHT Ma€
BAXJIMBE 3HAYEHHS IJIs1 OLiHKU MIPOTPECyBaHHS
3aXBOPIOBAHHSA Ta MOTPeOYe MiKIUCUIUILTIHAPHO-
ro miaxony [70]. Yacrora CC-cuMnTOMiB BHIIA
y YOJIOBIKiB, HIX Y XiHOK, TIPOTe KCIIOHEHIIiiTHO
3pOCTae i3 BiKOM Ta ITPOTrPECYBAHHSIM 3aXBOPIOBAH-
HA y NIpeJICTaBHUKIB 000X cTaTei [47]. A. Linhart
et al. (2020) 3a3naumny, mo XAP € HeTOOLiHEHOIO
npuuuHoto CH 3i 36epexeHo10 (pakilielo BUKULY
(CH306DB) niBoro nntyHouka (JILI) ta muryHouKo-
BUX apUTMill y 40JT0BiKiB BikoM Bif 30 poKiB i XXiHOK
micis 40 pokis [46].

Ax 3a3Havanocs Buiie, XA®D xapakTepu3yeThes
LIMPOKUM CIIEKTPOM KJIiHIYHUX MPOSIBIB i 03HAK
i3 BUCOKOIO BapiabeqbHICTIO CUMIITOMIB 3aJIeX-
HO BiJl 3aIMIIKOBOi (hepMEHTATUBHOI aKTUBHOCTI
o-Gal A [59]. YpaxeHHs ceplisd pU KIaCUYHOMY
denotuni XA® nepeBaxHO MOYNHAETHCS y paH-
HbOMY Billi, TOCTYMOBO MPOTPECYE A0 BUPAZHUX
CUMIITOMIB i 03HAK Ta 3a3BMYail TIPOSIBISETHCS
sk [JII Ta TKMII, a Takox ypaxeHHsIM 0araTbox
opraHiB i cucrem [15, 23, 26, 35, 46, 57, 65]. TJILL
PO3BMBAETHCS MPUOIN3HO Y MOJOBUHM YOJIOBIKIB
Ta TPETUHM XiHOK BikoMm Bix 30 pokis [27, 70].
Boanouac y aiteit Ta Mmonoaux oci6 i3 [JILL BcTa-
HOBJIeHHS1 fiarHo3y XA®D € manoitmoBipHUM [59].
3MmiHu Ha enekTpokapaiorpami (EKT), Taxi siK yko-
poueHHs iHTepBany PR Ta nopyieHHs penonsipu-
3alii, € paHHIMU O3HAKAMU i MepeayloTh MOsBi
CUMIITOMIB LIbOTO 3axBopioBaHH [61, 70].

JUtst ypaskeHHsI ceplis XapaKTepHi porpecyroda
[JI1 ta ¢idpos, miactoniuHa aucdynkitis, TKMIT
yy pectpuktiBHa KMII (yactime 'KMII i3 koH-
LEHTPUYHOIO TinepTpodiero Ta MiHIMATBHOIO/Bill-
CYTHBOIO O0OCTpYKIIi€l0 BUHOCHOTO Tpakty), CH
(mepeBaxxHo CH36MB), nopymieHHs mpoBiTHOCTI
i1 pUTMY CeplIsi, CHHKOIIE, apTepialbHa rinepTeH3ist
(AT') yHacmimoK ypaskeHHsI HUPOK, MiKpOBacKyJIsIp-
Ha CTeHOKap[isl, rocTpuii iHdapkT miokapaa (IM),
knananHi Bagu cepus i PCC [6, 11, 31, 46, 48, 55,
59, 65, 91]. 3a manumu A. Mehta et al. (2009), CC-
O3HAKM UM CUMIITOMH criocTepiranu y 60% doso-
BiKiB Ta 50% xiHoK i3 XA®: y Bini 29,2114,4 poky
cepest YoJIoBiKiB i 34,5+17,6 poky cepen XiHOK.

[Mpu6muzHo 60% nauientis i3 KMIT matots pis-
HOMaHITHi KapiaibHi MposiBU, TaKi sk [11]:

® 3aMuIKa P Gi3MYHOMY HABAHTAXEHHI, T1e-
peBaxHo 1moB’s13aHa i3 CH36M®B Mmaitxe y uBepTti
nauienTis (sxky CH I1I/IV ®©K 3a NYHA 3apeec-
TpoBaHo y 10% Bumankax);

o Oib y rpyaHii KT, CHPUYMHEHUI AUCHYHK-
1ieto MikpocymuH (y 23% BUMAKIB) Ta Piko — MaTo-
JIoTi€lo emiKapianbHIX apTepiii (dactota IM — 2%);

o cepuedurta (y 15-43% maiieHriB), Hailuac-
Tillle CIPUYMHEHE CYMPaBEHTPUKYIIPHUMU apyT-
Mistmu (y 17% BUDAIKiB DiarHOCTOBaHO HibpuIs-
wito mepencepab, ®I1), pixire — MTYHOYKOBUMK
MOPYIIEHHSIMU CEpLIeBOTO pUTMY (B 8% maltieH-
TiB — HecTiliKa nuTyHo4ykoBa Taxikapmis [ L T]);

e CHHKOIE, yacTime y yosiosikiB (1,7-5,6%)
BHACINOK AUCHYHKILT CHHYCOBOTO By3/1a 00 TSXK-
KX MTOpYILIeHb IpoBigHocTi (10 30%) Ta mopyiieHb
putmy cepiis [59].

T'KMII € ocHoBHuM CC-miposiBoM XAD [5].
3rimHo i3 JTaHUMM OAraTOLEHTPOBOTO AOCIIIKEHHS,
HamotyxHimmmu npeaukropamu ['KMIT mpu XAD
Oynu GipacLmKyJIsipHa 6J10Ka/Ia Ta HasIBHICTD Mi3HBO-
ro ragosiHieBoro mincuieHHs (LGE) y 6azanbHo-
HxHboOOKOBUX Bimminax JILI [7]. Pesynbratu iH-
LIOTO OAraTOLIEHTPOBOTO BUMPOOYBAaHHS MOKA3ay,
1110 TIOIIMPEHICTh CTeHOKapyii craHoBwia 23 1a 22%,
cepuebuTTs Ta apuTMiil — 27 i 26%, 3aIUIIKU [Py
(ismyHOMy HaBaHTaxXeHHi — 23 i 23%, cuHKoIEe —
214% y XiHOK Ta YOJIOBIKiB BilmoBinHoO [47].

linepTpocpis AiBOro WAYHOUKA

[JILL € HaityacTilow 03HaKo10, MO SIKY TMOBi-
gomtsuin 50% gonosikis Ta 33% xiHok i3 XAD. Ok-
pim Toro, HasiBHicTb [JILL acouitoBanacs i3 Buioio
yacTtotoro CC-03HaK Ta CUMIITOMIB, HE3aJIeKHO Bifl
BiKY, cTaTi 200 (DYHKIIIOHAILHOTO CTaHy HUPOK [47].
Mommpenicts [JIII cepen mamieHTiB i3 XAD
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Puc. 1. NMarodisionoris ypaxeHHs cepus npu XA® Ta kniHiuHi Hacnigkn

Mpumitkm: TKC — roctpui KOpOHAPHMIA CHHAPOM.
AgpantosaHo 3a A. Hagege et al. (2019)

npezcTaBiIeHa y Taomuii 3 [3, 34, 47, 48, 50, 55, 71].
[T yacrile € CMMETPUYHOIO i KOHLIEHTPUYHOIO,
X04ya MOXYTb 3ycTpiyatucs iHwi matepHu [JILLI,
SIK-TO aCUMETPUYHA TinepTpodist MDKILTyHOYKOBOI
MeperopoiKy Yu rinmeprpodist BepxiBku |5].
3rimHo i3 pe3yabraTaMu JOCTiIKEHHS, TTOLIN-
penictb TJII cranoBuna 6,5% cepen maieHTiB
BikoM <40 pokiB (20% y uonoBikiB Ta 0% y Xi-
HOK) Ta 61,6% cepen yyacHUKIB BikoM >40 pokiB
(93,8% y 4onoBikiB Ta 36,6% y XiHOK), IPUUOMY
B 75,5% Bumnajkis rinepTpodist BUSIBUIACS CUME-
TpuyHoo [6]. 3a maHumMu A. Linhart et al. (2000),
TJIII Gyna yacroro B oci6 BikoM Bix 30 pokiB: y 61%
yonoBikiB i 18% xinok (p<0,001) [48]. Cryminb
[JIL He3anexXHO KOpeJioBaB i3 BikoM Ta Jiora-
pudmoM aktusHocTi a-Gal A (12 = 0,70; p<0,001).
Jlo TOTO X BUEHi MepeBaXHO BUSIBISUIN KOHIICH-
tpuuny [JIIII Ta pemonemoBaHHs — y 36% naiieH-
TiB, TOJi SIK aCUMETPUYHY TinepTpodilo MixXIILTy-
HOYKOBOI TIeperopoaku 0yio 3apeectpoBano y 10%.
Ha momauy, HayKoBIIi aKkTHBHO BUBYAJIM 3B’SI30K
mix [JILI ta CC-nomistmu ipu XAD [67, 68, 87].
Y mpocnekTUBHOMY MOCTIIKEHHI 32 y4acTio
207 malieHTiB i3 CepeqHiM IepionoM CIIoCTepeKeH-
Hs 7,1 poKy Oy10 BCTaHOBJIEHO, 1110 CC-CMEpTHICTh
acouitoBanacs i3 IJIL: ingekc macu miokapnaa JITLT
(IMMUJILLI) BUSIBUBCS €IMHUM HE3aJEXHUM Tpe-
IUKTOPOM 3a pe3yibTaTaMy 0araTropakTOpHOTO
aHajisy [68]. IHIMMM TOCTiTHUKAMU BUSIBJIEHO,
110 36inbmenHss IMMIIII Ha 10 r/M? mpu3Boan-
JIO 110 MiABUIIIEHHST IMOBIPHOCTI HECTIPUSTIUBUX
noniit Ha 25% (BimHocHuit pusuk [BP] 1,25; 95%
nosipuuit iHtepsan [1] 1,08-1,45; p=0,003). 38’3~
30K Mick IMMUJIL Ta pusukom CC-nopiii (BP 1,13;
95% 111 0,98-1,30; p=0,09) OyB momiGHMM 10 TAKOTO
Mixx CC- ta LepeOpaJbHUMU TOAISIMUA Pa30M Y3sI-
tiumu (BP 1,18; 95% 11 0,98-1,44; p=0,09) cepen
nauieHTiB, ki orpumyBanmu ®3T [3]. VY mopis-
HSUTBHOMY BUITPOOYBaHHI BCTAHOBNIEHO, 110 Al
ta [JIII 6ynu HaitGinbul 3HAYYUIMMU MPEIUK-
Topamu cepitosHux Hecnpuarausux CC-momiit
(sx-to IM, CH Ta cepueBa cMepTh). 3a JaHUMU

JIOTiCTUYHOTO PerpeciitHoro aHaizy, BilHOILIEHHS
wanciB (BIL) pna T ctanoBuno 4,8 y yoJo-
BikiB (95% M1 1,03-22,2; p=0,0463) i 8,2 y XiHOK
(95% A1 2,6-26,0; p=0,0003) [67].

Pesynbrat 006cepBaliiiHOTO AOCHiIXKEHHS
MPOAEMOHCTPYBaJIH, 110 NauieHty i3 [T mamu
3HayHO BuImii pusnk CC-moxiit, Takux sk IM, 1o-
PYIIEHHS pUTMY Ta TIPOBITHOCTI CepIIs i XipypriyHe
BTpyJaHHs Ha cepui (BP 1,57; 95% I 1,21-2,05;
p<0,001) mopiBHsIHO i3 TUMU, B Koro IMMUJILLI OyB
y Mexax HOpMM Ha BUXiZHOMY piBHi. BogHouac
PU3UK TOii 3 00KY HUPOK CYTTEBO HE Bilpi3HSIB-
ca Mix migrpymamu (BP 1,90; 95% 11, 0,94-3,85;
p=0,074) [22]. Y Momeni omHO(aKTOPHOTO aHai3y
TaKoX OYJ10 MMOKa3aHo, 1110 miasumeHuii IMMJIILT
(BP 2,21;95% M1 1,43-3,42; p<0,001) Ta 3HMXEeHa
HIBUAKICTB KITy6oukoBoi dinsrpauii (BP 0,41; 95%
J10,27-0,62; p<0,001) mop’s13aHi 3 BULIMM PU3HU-
KOM PO3BUTKY HECHTPUSATIUBUX KJIIHIYHUX TOMii
[78]. 3rizHo i3 mTaHUMM OaraToOLIEHTPOBOTO AOCTiI-
JKEHHSI, 32 pe3y/bTaTaMi MarHiTHO-Pe30HaHCHOI
tomorpadii (MPT) cepug, [JIL y yonosikis Oyna
CUJIbHUM NpenukTopoM HasiBHocTi LGE (ckopu-
rosare 3a Bikom BIII 8,63; 95% M1 2,43-36,01;
p<0,01). HatomicTb y xXiHOK TaKoi acoliailii He BU-
siBIeHo (ckopuroBaHe 3a BikoM BIII 1,26; 95% M1
0,44-3,53; p=0,66) [4].

Takox y DOCTiIKeHHSIX OYB IMOKa3aHUI 3B’ 130K
mix [JIL Ta mmyHoukoBumu aput™isimu [13, 77].
Y npocneKTMBHOMY OHOLIEHTPOBOMY BUITPOOYBAaHHI
y BCIX IT’SITH TAIliEHTIB i3 Hectiiikoto LT crmoctepi-
rajJld MaKCUMaJIbHY TOBLIMHY cTiHku JIII >20 mm
i cepemniit IMMUITLII 243,62102 r/M? 32 TaHUMU €X0-
kapmniorpadii (ExoKT') [77]. Y peTpocniekTuBHOMY
JOCHifXeHHi B oci6 i3 migsumeHum [MMJILI
BUSIBUIIN OijiblLIE MOPYIIEHb PUTMY CEpLs 3ara-
JoM (p=0,007), uutyHoukoBux aputmiii (p=0,007)
ta criiikoi LT (p=0,008) [13]. O. Azevedo et al.
(2020) mponeMoHCTpyBaH, 10 Y nawieHTiB i3 TJI1H
TspkKicTe CC-1posBiB OyJ1a MoJiOHO Y YOJIOBi-
KiB i XiHOK, 3a BUHATKOM BUIII01 mormmpeHocTi CH
cepen xiHok (75 vs 36,4%) [6]. Ha okpemy yBary
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Tabnuus 3. MowwupeHicts MWL y nauiexTie is XAP
Agrop(-u), pik ~ q q
LI, ocn:")ll‘(euua na :(erl:.:in n qong/BIK"' SRR e nomm;éemc“'
nocunanns | AOCMA - i °
é(jl(-)igr}jg]et a, MopisHansHe 30 43 %954;]]%(;;:)}’ 61 (4on.), 18 (xin.)
Ornap,
(maHi nauienTis,
A. Mehta et al,, 30PEECTPOBAHMX 655 485 39£10 (von.); 43 (4on.)
2006 [55] y the Fabry ! 5017 (xin.) 26 (xi.)
Outcome Survey,
FOS)
A. Linhart et al., 4549 (yon.); 53y uon.; 33y xiH.
2007 [47] baratouenTpose 714 483 54413 (xin.) (HenikosaHi)
g‘ongb%%*]“'-' Ml 38 78,9 42,8411 64(80 y won)
43,6
(koHueHTpUYHG
D.P. Deva et al (L), 12,8
2016 [13] M Petpocnextusne 39 51 45,2(22,3-64,4) (rinepTpodist
MiXLLNYHOYKOBOIT
neperopoaku
4n BepXiBKM)
%Grﬁ?]ds etal, PetpocnexTtushe 236 55,6 46 (18-79) 58
gog%i[%zé]i etal, ObcepsauiitHe 560 48 23,2179 55
O. Azevedo et al., _ 40,8(6,5<40p.,
2020 [4] 120 3 4ox18 81,6540 p)
KoHueHTpuuna: 16
6e3 CH);
D.Robetal, 3(6es CH); | 43%14 (6e3 CH); ( o (i L
2022 [71] MpocnekTtusHe 116 62 fis CH) 5811 (i3 CH) : 66% (i3 CH)A
KCLEHTPHYHA: 1
(6e3 CH); 9 (i3 CH)
R. Hiestand et al., | PetpocnekTusre
2023 [34] KoropTHe 55 60 40,3£15,9 49,1 (IMMIILL)

TaKOX 3aCJIyTOBYE rinepTpodis MamiasipHuX M’s3iB,
1110 YaCTO BUSABISAETHCA y nmatieHTis i3 XAD [2, 11].

lNopyLwieHHs1 pUTMY cepus

[TopyieHHst puTMy ceplisi, UMOBIpHO, Bifirpa-
10Tb MPOBIHY POJIb Y MiABUILEHHI CMEPTHOCTI Cce-
pen xBopux Ha XA®D, ripu ibomy PCC € ocHOBHOIO
ii mpuunHolo. HaxonuyeHHs rikochiHromimniais
y cepui npu XAD cripuuKMHsIE PO3BUTOK Pi3HUX
TIOpYIIeHb PUTMY cepiis — TepeBakao OI, mry-
HOUYKOBUX apUTMiii i OpamiapuTM™iii. Ak 3a3Ha4a0Th
A. Roy et al. (2024), nenani Oiblie JaHUX CBITYUTD
mipo te, mo KMIT mpu XA®D € mepBUHHO apuUTMO-
TeHHUM 3aXBOPIOBAHHSIM, Y SIKOMY KOXHA CTafist —
Bi/l HAKOTIMYEHHS, Tineptpodii, 3ananeHHs i ¢io-
po3y — hopMye apUTMOTEHHUI CyOCTpaT HUISIXOM
3aJIyYeHHSI Pi3HOMaHITHUX BHYTPILUHbOKJTITUHHUX,
MO3aKIITUHHMX Ta iHIIKMX MeXaHi3MiB [72].

ITpu XA® criocTepiraioTh BapiaOelbHICTh cep-
1IEBOTO PUTMY, TUC(YHKIIiI0 CHHYCOBOTO BY3J1a,
HAJILTYHOYKOBY YH IITYHOYKOBY €KCTPACHCTOIIO;
O[T Tta TpinmoTiHHA Nepeacepb; aTPiOBEHTPUKY-
JisipHi 6;1o0Kkanu (AB) pisHoro cTyneHs, 6Jokay Ji-
Boi a60 IpaBoi HiXOK 1myuKa [ica, HecTiliKy/CcTiliKy
LT Ta ¢ibprswiio nutynoukis (PLI) [14, 59, 61,
72, 91]. HaguutyHOYKOBi apuTMii 3ycTpidaloThbest
yacTillle 3a UTYHOUKOBI, 3 IKMX MepeBaKHO Jia-
rHoctytoth OIT [61, 72, 90].

OIT yacrile 3ycTpivaeThesl y MaliEHTIB BIKOM
>50 pokiB i3 yacroroto 3,9% s mepcUcTyio-
yoi ®IT ta 13,3% — napokcusmanbroi OIT [77].
3a gaHumu gociimxkenb, ®I1 miarHocTyOThH
y 4-31,3% oci6 i3 XAD (tabu. 4) [6, 32, 34, 64, 86].
Bunuknenns ®I1 npu XA® MOXyTb CIIpUYH-
HSTH MHOXUWHHI YMHHMKU. OJUH i3 MeXaHi3MiB
posButky PIT nmpu XAD mojsirae B iHdinbTparrii
riikociHroninigaMu TKaHUH Niepeacepib, a Ta-
KOX y ix HakonuueHHi B JILI, mio npu3BoauTh
JI0 3HVMXEHHS HOTO MOJATIMBOCTI, MiABUILIEHHS
TUCKY HaITIOBHEHHS i, IK HACJIiOK, 10 PEMOJIEJTIO-
BaHH jtiBoro nepencepas (JIIT) Ta itoro qunararii
[34, 69]. 3a manumu cekia-Tpekinr ExoKI, cro-
cTepirasocs mopylleHHs HAaCOCHO1, pe3epByapHOi
ta npoBinHoi ¢yHkuii JIIT, mo nmokpaityBaiucs
yepe3 pik ®3T. /lo Toro X MoKasHUKK CTPEiiHiB
JIII 6ynu acouitioani 3 @I ta incymsTom [69].

V¥ nocnimkensiJ.S. Shah et al. (2005) npeaukro-
pamu PI1 mpu omHODakTOpHOMY aHai3 Oyau [77]:

o BiKk (p<0,001);
niametp JIIT (p=0,001);

MakcuMaibHa ToBiMHa cTinku JIL (p=0,003);
IMMUJILL (p=0,009);
creHokapais (p=0,02).

[1pu BUKOpUCTaHHI IUX MPEAMKTOPIB y MOfENi
TTOKPOKOBOTO JIOTiICTUYHOTO PErpeciiiHOro aHaizy
BiK 3QJIMIIMBCS €AMHUM HE3IEXHUM MPETUKTO-
pom ®IT (BL 1,2; 95% Al 1,1-1,3; p=0,001).

HesBaxatoun Ha BUCOKY MOIIMPEHICTb CUMII-
TOMATUYHUX apUTMili, YacTy iMIUIaHTALIil0 Kap/i-
IBbHUX MPUCTPOIB Ta 3HaYHY Yactoty PCC, TouHe
BU3HAYEHHSI 1X TIOIIMPEHOCT 3ATMIIAETHCS CKITAT -
HuM 3aBaaHHaM [35]. LUT ra @I e HajyacTinm-
MU 1ITyHOuKoBUMU apuTt™isimu; LT cniocrepira-
my 1,8-31,3% nauientis (nus. Tadm. 4) [6, 13, 34,
40, 56, 72,77, 86, 87]. OmHOLIEHTPOBI AOCITiIKEH-
H$1 MPOJEMOHCTPYBAIU BUILYY TOIIMPEHICTh ILLTY-
HOYKOBMX TIOPYIIEHb PUTMY CepIIs Y YOJIOBIKiB,
HiX Y XiHOK, TpOTe TUI MYTallii He BIJIMBAB Ha iX
yactoty [24, 77, 87].

OCHOBHi (haKTOpW PU3UKY HLTYHOYKOBHUX MO-
pYLIEHb PUTMY CEPIISl BKITIOYAIOTh: TIOXVJIMA BiK,
nopoBxeHHs Komiiekcy QRS, yosoBiuy craTh,
nporpecyBaHHs ¢hibpo3y, BULIMiA 6aj 3a iHIEKCOM
OIIIHKM cTyTeHs Tsekkocti Maitnma (MSSI) [72].
Hecriiika LT € yacroro 3Haxiakoo npu ambyna-
topHoMy MoHitopuury EKT [77]. [i momupenicTs
3pOCTAE 3 BiKOM Ta KOPEJIIOE i3 MPOrpecyBaHHIM
LGE 3a nanumu MPT cepug [40]. B inmomy
JOCIIIXEHHI 0yJ10 TPOAEeMOHCTPOBAHO, LIO Ce-
pen maiieHTiB i3 Hectilikoto LT yci Oyau vo-
JIOBiKaMU 3 MaKCUMaJIbHOIO TOBIIMHOIO CTiHKA
JI >20 mm [77].

Crin 3ynuHUTHCA TaKOX Ha JaHUX 6GaraTo-
LIEHTPOBOTO PETPOCTIEKTUBHOTO MOCIHiIKEHHS,
3a SIKUMH B OCi0 3 iIMIUIAHTOBAHUMM MTPUCTPOSIMHU,
sK-To enaekrpokapaioctumynsitop (EKC) ta imn-
JIaHTOBaHMIi KapaioBepTep-nediopunsrop (IKI),
TArap apuTMii, 110 MOTpeOyBaB JiKyBaHHS, OYB
ucokuM. Tak, y 26% ocib croctepirany HeCTiiiKy
LT, o motpebyBana MeAMKaMEHTO3HOI Teparii,
y 28% — criiiky LT, sika motpeOyBaia CTUMYJIsLIiT/
nediopunsiwii. [TauieHTn 3 iIMIIaHTOBAaHUMHU TIPUC-
TPOSIMU OYJIU CTapIIMMMU, Majiu Oinbiry macy JITII,

MpogosxeHHs HA HacT. crop.\
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Mouarok Ha ctop. 30 A,

Oisbllie pyOLIeBOI TKAHUHU Ta OiNbILI po3Mipu Te-
pencepab. HeobxigHo Takox 3a3HaunTH, 1110 y 29%
XBOPUX JiarHocTyBaiu 6escummromuy PIT [84].

3rigHo 3 faHuMu aociimkeHb, PCCy naiieHTiB
i3 XA® crocrepiramu y 1,5-15% Bunankis (1us.
Tabi. 4) [8, 40, 64, 68, 77, 87]. 3rimHo i3 cucTeMa-
TUYHUM orisiaoM, (pakropamu pusuky PCC oynu:
cTapiuii Bik, yosnosiua cratb, [JII, LGE Tta He-
critika LT [8].

bpaaukapais Ta nopyLueHHs
NpPOBIAHOCTI cepusi

Bpaniapurwmii y manienris i3 XAD 3ycrpivarorh-
cs1 yactime, Hix Taxiaputwii [72, 85]. [TopyieH-
HS MPOBIMHOCTI ceplisl BKIIOYAIOTh TUCHYHKILIIO
CUHYCOBOTO By3la, AB-010Kanu Ta mopyiieHHs
BHYTPilTHBOULIYHOYKOBOI MpoBigHoCTi [14, 59,
70, 72, 91]. HakonmuenHst GB3 y kiituHax rpo-
BiHOI cMcTeMU ceplisd Ha paHHii cramii XAD
31aTHE TTPU3BECTH 10 NMpUcKopeHoi AB-npoBin-
HOCTI, 1110 TIPOSIBIISIETHCS SIK KOPOTKUIA iHTEpBas
PR na EKT. Y mipy nporpecyBaHHSsI 3aXBOPIOBaHHS
HakonnueHHs1 GB3 Ta hibpo3 3yMOBIIIOIOTH PO3BU-
ToK AB-0mokan, 6;okan Hixkok myuka I'ica ta muc-
(yHKIIiT CMHYCOBOTO By3/1a, SIKi MOXYTb TOTPEOY-
Baty immanTanii EKC [5]. Bpanukapais y crani
CIIOKOIO € MOIIMPEHNM SIBULLEM, SIKY CTTOCTEPirain
y 72% xBopux Ha XAD i3 XpOHOTPOITHOIO HEKOM-
neteHTHicTIO [50].

3a TaHMMU JOCTiIKeHb, OpamiapuT™ii/Opamkap-
i y¥ MOpyIIEHHS MPOBITHOCTI CepL Y MalliEHTIB
i3 XA®, mo noTpeOyBain iMIUIaHTAIlii TTOCTiiiHO-
ro EKC, 6ynu y mianasoni Bin 1,8 1o 19% Bumnan-
KiB [14, 34, 64, 68, 86]. Y cucteMaTHUHOMY OTJISII
3BaXEHi OL[IHKY YaCTOTU OpafiapuTMii CTAHOBUIIN
10% (cyxymHuii MeiiaHHUI Yac CrocTepeKeHHs —
4,5 poxu) [85]. CBoEI0 Ueproro, 3a JTaHUMM iHIIOTO
JOCTTXeHHs, B 0ci0 i3 po3BuHeHo10 KMIT Opanu-
Kapjist Mana mictie y 43,8% Bumnankis [86].

3rigHo i3 pe3yJbraTaMy MepPexXpecHOro A0Ci-
IKeHHs, OpaaiapuTmii Oyau 3apeecTpoBaHi
y 23% xBopux Ha XAD i KopeJoBaiu 3 BiKOM, Ma-
coro JIII, ®B JIIII ta mopylieHHAM pe3epByapHOI
dynskuii JITT. Oxpim Toro, GpamiapuT™ii, acouiiio-
BaHi 3 KJIIHIYHO 3HAUYII010 TUCPYHKILIEIO CUHYCO-
BOTO By3J1a (SIK-TO BUpa3Ha CHHYCOBA OpamuKapiist
Ta CUHYCOBI TMay3u), niarHoctyBaiu y 12% Buman-
KkiB. [lanieHTtu i3 6pagiaputmisiMu Oynu cTapuiu-
MU Ta MaJI HUKYY YaCTOTY CepIIeBUX CKOPOUEHb
y cTaHi cnokoto [14]. R. Vijapurapu et al. (2019)
niarHoctyBamu AB-6mokamn y 17% xBopux. Y 1o-
crimpkyBaniit koropti EKC immnantyBaiu 42% na-
LieHTaM i3 6panukapmieio, a IKI — 48% ocobam
BiIMOBIZHO 10 NOKa3aHb [84].

3a HassBHUMU TaHVMH, Y TIALIEHTIB i3 Ti3HIM (e-
Hotunom XA®D AB-6iokanu criocrepiraiu y 18,3%,
AB-6nokany 1-ro ct. —y 12,6%, 2-ro cT. — y 5%,
3-ro ct. — y 5%, Giaokamny MpaBoOi HiXKHU MyyKa
lica — y 18,6%, Giokany mepeaHbOI IJIKK JIiBOI
Hixku mmyuka [ica —y 22,3%, 61okamy J1iBoi HXKA
nyuka lica — y 0,9%, GibacuukyaspHy 6J0Katy —
y 13,4%; EKC 6yB immuiantoBanmii 5,8% xBopux [6].
B oci6 i3 I'I1L AB-6:10kamu siarHoctyBama y 30,4%,
AB-6y10kany 1-ro ct. —y 21,4%, 2-ro ct. — y 4,1%,
3-ro cT. —y 12,2%, Giokamy npaBoi HiXKH My4Ka
Tica — y 43,2%, Gnokany mepeaHbOi IiJIKK JIiBOI
Hixxku myuka [ica —y 51,2%, 6rokamy JiBoi HiXXKA
nyuka lica — y 2,4%, GibacuukyaspHy 6J10Kany —
y 29,2%; EKC immnanrysanu 14,3% nauieHTiB.

Jlo (akropiB pusuMKy, acouiiioBaHuXx i3 Opamia-
puTMi€lo, Haexarhb |14, 72]:

o 30iIBILICHHS BiKY;

o nuchynkuis JIIT;

® HM3bKa YACTOTA CEPLIEBUX CKOPOUECHb Y CTaHi
CTIOKOIO;

o nonoBxeHHs iHTepBany PR ta kommiekcy QRS;

e npuitMaHHS B-anpeHo0I0KaToPiB;

e TIOPYIIEHHSI TI00ATBHOTO TO3TOBXHBOTO
crpeiiny JILI.

Crin 3a3HaYUTH, 1O 32 JAHUMU JOCTiIKEHHS
He OyJ10 BUSIBIEHO XOJHUX CYTTEBUX BiIMiHHOCTE!
y yacToTi OpaaMkapii 3a1eXHO Bifl cTati abo TuIy
myTattii reda GLA mpu XAD [24].

lemiuHa xBopoba cepus

Y nautienTis i3 XA®D BcTaHOBIEHUIT MTiABULIIEHUIA
PUY3MK PO3BUTKY illleMiyHOi XxBopobu cepus [91].
3a gannmMu peectpy Fabry Outcome Survey, cteHo-
Kapaito npu GisMyHOMY HaBaHTaXKEHHi, 3yMOBJIEHY
MiKpOCYITMHHOI AUCHYHKIIiEO, criocTepiraiy y 23
i33% oci0 3a pisHumu kepenamu [47, 87]. Y mato-
reHesi imeMii Miokapa BaxJIMBY poJib BilirparoTh
JIUCYHKILS KOPOHAPHUX MIKPOCYIMH, OIKCaHa IpU
XA® i3 I'JI1L a6o 6e3 Hei, MiIBUILEHHS TOTPEOU Mio-
Kapra B KUCHI, 110 BuHKKae yepe3 [JIL, 3meHiien-
HsI IPOCBITY APiOHMX apTepiil yHacIigoK rineprpodii
Ta rinepruiasii IJ1aIeHbKOM SI30BUX KJIITUH, a TAKOX
HaOPSIKy Ta Tpoidepallii eHIoTeTiaTbHIX KIITHH
3 iH(inbTpauiero rikocdinromiminamu [12, 33].

V nauienTiB i3 XA® i creHokapmieto Ta I,
B SIKMX NP00a i3 1030BaHUM (hi3MYHUM HaBaHTAKEH-
HsIM OyJ1a TO3UTHBHOIO, a 32 TAHUMU OXHO(DOTOH-
Hoi eMiciitHoi koM’ 1otepHoi Tomorpadii (OPEKT)
BUSBWIM CTpec-iHAyKOoBaHi nedexktu nepdysii,
B eMiKapAiaIbHUX KOPOHAPHUX apTepisiX CIOCTepi-
rajiocsi CroBiIbHEHHST KDOBOTOKY 0€3 CTPYKTYPHHX
3MiH [12]. ABTOpY 3a3HaYMIIU, 1110 MATOJIOTis APi0-
HUX CYIUH (3Ha4YHE 3BYXEHHS MPOCBITY OLTBLIOCTI
iHTpaMypaJIbHUX apTepiii) KopeoBaja 3 YIOBillb-
HEHUM KOPOHapHMM KPOBOTOKOM Ta BHPA3HICTIO

(idpoay, aje He 3 BikoM, cTarTio Ta cryneHem [JILLL
e minTBepmKeHO pe3y/IbTaTaMy iHILIOrO HEBEJIMKOTO
nociimkeHHs (10 4osoBiKiB Ta 24 0cid KOHTPOJIBHOI
TPYNHU), 3TiHO 3 IKMUMU OUTb Y TPYIHIN KITITLI T
yac (i3MYHOro HaBaHTaXeHHs Maa Micue y 60%
YOJIOBIKiB, aJie Y XXOIHOTO 3 HUX He OyJI0 3HAUylIMX
0OCTPYKTUBHHUX 3MiH KOPOHApHUX apTepiii 3a TaHU-
MU KopoHaporpadii. [TpoTe y maii€eHTiB BifzHaYaIm
BUpa3Hy AMC(PYHKIIiI0 KOPOHAPHUX MiKpOCYIMH,
Ha siky He BrurHynia ®3T mpoTsiroM y cepetHbOMY
10,1 micstueg [17]. Ha BimMiHy Bin LIMX TOKa3iB, pe3yiib-
TaTu 6araTOLEHTPOBOTO BUMPOOYBAaHHSI MOKA3aH,
110 3arayibHa rormmpeHictb XAD cepen ocib i3 6omeM
y IPYIHil KITTLi 3 HOpMaTbHUMU a00 HEOOCTPYK-
TUBHUMM KOPOHAPHUMH apTePisSMU CTAHOBIUJIA JTUILLIE
0,15% Bunanxis [33].

[H11i HayKOBLI BUSIBUJIM HECTIONIBAHO BUCOKY
MOIIMPEHICTh KOPOHApocnasMy B 89% maiieHTiB
i3 XA® npu npoBeleHHi MPOBOKALIIHOTO TeCTy
3 ALETUIXONIHOM i3 CUMIITOMAMU Ta illleMiYHUMU
3miHamu Ha EKT, ane 1ie mociimkeHHsT OXOILTIOBAJIO
JIILIIE JeB’SITh MalieHTiB [38]. Y niteparypi onucaHuit
KITiHIYHMIA BUTTAnoK KopoHapoctasmy i DL y 43-piy-
HOT0 YOJIOBiKa i3 cHYcOBOO Opanvikapmieto Ta [JII,
B sikoro XA®M He 6y10 JiarHocTOBaHO paHiie. 3a 1a-
HUMM CiMEIHOTO aHaAMHEe3y BCTAHOBJICHO, 0 Y Ma-
Tepi Oy [JILL He3’sicoBaHOTO TeHe3y Ta CUHIPOM
¢1abKoCTi CHYCOBOTO By3na. [Ticist noodcTexxeHHs
y nauieHTa 0yJ1o BUSIBICHO HU3bKY aKTUBHICTb o-Gal
Ay mma3mi kposi. XBopomy niprzHaur 3T, OnHak
TIiJT Yac 1’SITOro BBEICHHSI arayickiazu-3 y yososika
possunyacst DI, a va EKT, 1o Oyna 3apeectpoBaHa
6esmocepentro nepen PII, criocTepirany enepario
cermeHTa ST y HIDKHIX BilBEICHHSIX i3 PELIMITPOKHOIO
nenpeciero cermenta ST, [Tpu npoBenerHi MPT cepus
LGE y miokapai He BiizHayasnocs, sIK i CTEHO3y KO-
POHApHUX apTepiii 3a JTaHUMK KopoHaporpadii. Kpim
TOr0, KOpOHApOCIia3M OyB BUKJIMKAHWIA BHYTPILLIHBO-
KOPOHAPHUM BBEICHHSIM alleTHIXOMiHY [39].

Amnaaralis aoptu

Lle mommpeHa 3Haxinka y xsopux Ha XAD, mepe-
BaXXHO i3 JIETKOI0 200 MOMipHOIO ii IUIaTalli€lo, yac-
TOTA SIKOi 3pOCTAE 3 BIKOM Ta € 3HAYHO BUIIIOIO Y YO-
JIOBIKiB, HiX Y XiHOK. Po3impeHHs aopTy Ha piBHi
cuHyca Banbcanbsu 6yito BusiBieHo y 32,7% voiio-
BiKiB Ta 5,6% XiHOK, IMIATALII0 BUCXiTHOI a0pTH —
y29,6% vonosikiB Ta y 21,1% XiHOK, aHEBPU3MU —
y 9,6% dvonosikiB Ta 1,9% xiHok [9]. Pozsutok
nuatanii aoptd mpu XA® MoXHa MOSICHUTH,
30KpeMa, JIeTeHepaTUBHUMM 3MiHaMU CepeaHbOl
000JIOHKH a0PTH, CIPUYMHEHMMHU HAKOTTMYEHHSIM
rikocdinroniniais [5]. OnHaK Mpo HEOOXiAHICTh
XipypriYHOTro BTpy4YaHHs ab0 yCKJIaAHEHb, BKIIIOY-
HO i3 po3pMBOM a0b0 po3IIapyBaHHSIM aHEBPU3MU
A0pTH, MOBITOMJICHHS BiacyTHi [11].

Tabnunus 4. Mowwupenicts @M, WT ra patanbHux nogiii npu XAD
Agtop(-u), pik Ao q Cep. nepiop _ CmepTb Bif
ny6nikauii, ocn;rn)ll‘(enuﬂ :or:::':ie:;";} Cep::;x, CNOCTEPEIKEHHS D, % LT, % PCC, % SOy 6ynAb-aKux
nocunanns | POCMA bzo P (mianasoH), poku ° npuumn, %
1'S. Shah et al Obcepeauiiite 78 i 66: 3,9 (nepcuctyioual);
> 2non eral, r1osnoBxme AHORANTOOT 1 43,5415 1,9(0,3-10) 13,3 8,3 1,5 15 1,5
2005 [77] npoCNeKkTMBHE 55
KoropTHe (napokcuamansHa)
O6cepeauiitHe
F. Weidemann NO3AOBXHE ; _
etal., 2013 [87] NPOCNEKTUBHE 40,77,5 40%7 . 30 I s 077
KOropTHe
O6cepsauiiine
J. Kramer et al., NO3LOBXHE . _ _ _
2014 [40] npocheTUBHe 73; 48 39411 4,8+2,4 17,8 6,8
KOropTHe
O6cepeauiiiHe
NO300BXHE
goﬁgffgg]* al, e | 207473 442149 71 (4,09]) 6 - 24 3 58
CNEKTUBHUM
aHanisom
F.f\/\lleigggnéo[réné] MpocnekTneHe 16; 75 52411 1,2(0,3-2,0) 31,3 (iMﬂJ'|30]|I-|3Touiﬂ - -
ol KL - 25)
D.P. Deva, 2016 Petpocnektusre . 45,2 _ _ _ _
[13] nepexpecHe 3951 (34,7-55,5) 13 I
L.Z. Dietal, 2018 | Perpocnektusre . B B _ B
[14] nepexpecHe 53; 42 45 21 8
el 3o | 418550 376 1,210 - 15,3 59 49 8,3
K. Hanneman Petpocnektusre . B 1 (cTivka), 21 B B
etal, 2020 [32] KOrOpTHE 90; 34,4 44115 3.6 (Hecrilka) !
12, (HecTikka);
O. Azevedo et al., _ . _ 5 y naujenTis 28,6 _ _ _
2020 [6] 120; 37 A e U= 1D || fyreus
i3 [JILL)
C. Orsborne MosposxHe ) B B B B
etal., 2022 [64] NPOCNEKTUBHE 200; 39,5 46+13 45(27-63) 6
S ieleiel, | Repoesrne | g4 40 49(3,7-59) 12,7 18 (crika) | - 18 -
. BarartoueHtpose
rev:‘(i' g‘gggc['%] PETPOCNEKTUBHE 314; 44 45 (31-55) 8 9 33 - 33 -
N obcepsaliiHe
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KaanaHHi Bapam cepus

HenocrarHicTb a0pTajIbHOTO, MiTPaJILHOTO Ta TPU-
KYCHiTATbHOTO KJIaMaHiB € MOIIMPEHOIO Y MALEHTIB
i3 XA® vepe3 noToBIIEHHS CTY/OK KitanaHis [90, 91].
OpHaK CTEHOTMYHi ypakeHHs KJIamaHiB CIocTe-
piraroThCs Piiko, SIK i 3HaUHe YpaxkeHHs KJIanaHiB
cepirs [11, 90]. 3a manumu ToCTimKeHHST, He3HAUHE
MOTOBILEHHS CTYJIOK a0pPTAIbHOTO i MiTPaJbHOTO
KJIanaHiB ¢ikcyBamm y 25,5% nallieHTiB, a He3Ha-
YHM TIPOJIAIC MiTpaIbHOro KianaHa —y 10,9% [37].
3rigHo i3 pe3ysbraTaMu iHIIOI poOOTH, HE3HAUHI
CTPYKTYPHi 3MiHM MITpaIbHOro KJaraHa Oy/iu BUSIB-
nieHi y 57% xBopuxX, a0pTaJIbHOTO KilarnaHa — y 47%
i3 4aCTMM PO3BUTKOM iX HEOCTATHOCTI HE3HATHOTO
a00 Jierkoro cryrneHst [48]. BueHi 3a3Haumu, 110 Kijlb-
KicTb 0ci0 i3 XAD, gKi oTpeOyBay BTpyJaHHs, Oyia
Hu3bKoI0 [47]. [IprunHamMu pO3BUTKY a0pTaTBHOL
HEIOCTATHOCTI € AWJIATALLisl KOpEeHsI aOpTH Ta Piiie —
BilK/IaieHHsI rikocinromimnmimis [11].

ApTepiaAbHa rinepteHsis

AptepianbHy rinepreHsito (Al') crioctepiranu
y 7,3-36% nauienris i3 XAD [3, 13, 32, 34, 55, 78].
[porte iHi focaimHUKY 3a3HaumIu, 10 A’ B ocid
i3 XA® € HeyacTUM SBUILEM 3a BiICYTHOCTI IHC-
¢byHxuii Hupok [31, 59]. AHani3 nanux 2869 xBopux
i3 the Fabry Registry mokaszas, 1o Al siBnsie coboro
TIOTYXHW MPEAUKTOP CEPHO3HUX HECTIPUATIMBUX
CC-nogiit (sixk-to IM, CH Ta KapaiaibHa CMepTb).
3a JaHUMU JIOTICTUYHOTO PErpeciiHoOro aHai-
3y, BIII mnst AT y gostoBikiB cranoBuio 7,8 (95%
A1 2,1-28,6; p=0,0019), a y xinok — 4,5 (95% Al
1,6-12,3; p=0,0037) [67].

CepueBa HEAOCTATHICTb

XA® acoriifoBana i3 po3sutkom CH [47, 71].
l'neptpodis ta $Hidpo3 Miokapaa HLTYHOUKIB
€ MPUYMHOIO PO3BUTKY AiaCTOJIIYHOI Ta CUCTOJMIY-
HOI IUC(YHKLIT, SKi y MOEAHAHHI 3 TOPYILIEHHSAMU
PUTMY Ta TIPOBITHOCTI ceplisl, KIallaHHUMK Bajia-
MM CepL i iLIeMi€l0 MiOKap/a CIIPUSIOTh PO3BUT-
Ky CH [5]. D. Rob et al. (2022) BUSIBUIM BUCOKY
nommmpeHictb cumnTomatiaHoi CH y 116 oci6
i3 XA®, mornpu 3HayHy KiIbKIiCTh XBOPHUX, IO OT-
pumyBaan O3T [71]. Tak, 41% nauieHTiB Manu
cumnromatiydy CH (cepeniii Bik — 5811 pokiB,
62% donosikiB), i3 Hux CH30®B miarHocryBanm
y 91% Bunakis, ska Gyna TOMiHylOUUM GEeHOTH-
nom CH. O. Azevedo et al. (2020) miarHoctyBaau CH
y 20% mattienTis i3 XAD ta'y 49% — i3 TJII [6];
i nocinHuku — y 9,1% xopux Ha XAD [34].

Crin minkpecanty, mio sumkeHHs @B JIL moxe
posBuBatucs Ha mizHix cranisx KMII, acouiitoBaHoi
3 XAD, sike crioctepiranu y 6-8% mnallieHTiB, mepe-
BaxHo 3a BincyrHocTi ®3T [80, 81]. BecraHosieHo,
110 3HxeHHs1 OB JIL kope:moBato 3i 3pocTaHHAM
cmeptHocri [80]. 3a nanumu peectpy Fabry Outcome
Survey, 3aauiKy mpu GizuYHOMY HaBaHTaXKeHHI
ta CH cnocrepiranu y 23% oci6 [47]; 3a naHumMu
iHmoro gocnimkeHHs — y 48% xpopux [87].

3a pocryrmauMu gokasamu, IMMIILL mae Haii-
BUIIY JiarHOCTUYHY LIHHICTb (4yTIMBicTb — 71%,
crerudivnicts — 83%) mst BuseieHHss CH npu
XA, 3a uuM inyts E/e’ >9 (uyrausicts — 76%,
crietnbiuHicT — 78%) i rodabHA TO3MOBXKHS
nedopmarist JIL <16% (ayrmusicts — 54%, cre-
mdivHicTh — 88%), sIKi TOCTOBIPHO KOPEIIOIOTh
i3 piBHeM N-TepMiHAJIBHOTO (hparMeHTy MO3KOBO-
ro HatpiitypetuyHoro nponentuny (NT-proBNP)
(yci p<0,001). 3a yac crioctepexxeHHs (B CepeqHbOMY
12084444 nni) y mamienTis i3 CH Biz3Havamics Bui-
M piBeHb CMEPTHOCTI Bifl YCiX MPUYKH i TIporpe-
cyBanHst CH (33 vs 1,5%; p<0,001). 36inbmeHHs
IMMJILL, E/e’ >9 i rmobanbHa mo3noBxHS nehop-
mattist JII <16% Gynu moB’si3aHi 3 BUILOIO CMEPT-
HICTIO Bif ycix mpuyuuH i mporpecyBantsm CH [71].

JlaHi iHIIOro BUMPOOYBaHHS MPOIEMOHCTPY-
BaJIM, 1[0 piyHA YacToTa PO3BUTKY TsxkKoi CH
cranosuaa 1,62 Ha 100 monuHO-poKiB. 3araiom
y 10,6% malieHTiB pO3BUHY/IACS CUMITTOMHU TSIKKOI
CH (2111 @K 3a xnacudikaniero NYHA) no abo
Il yac crocrepexxeHHs. Bik nmpu nepiiomy 00-
cTexeHHi, 6an 3a MSSI, niamerp JIIT Ta IMMIJILL
BUSIBIJTUCS OHO(DAKTOPHUMU MPEAUKTOPAMU PO3-
BUTKY Tskkoi CH. Y 6arartodakropHomy aHamisi
BiK Ta 0ayn 3a MSSI Oynu 3HaYyLIUMM PEIUKTO-
pamu CH [68]. 3a pesysibraraMu MOPiBHSUTBHOTO
JOCIiIKeHHs, ¥ 5,8% 4onoBikiB Ta 3,7% XiHOK
crnioctepiranucs cepitozHi CC-nogii (IM, CH a6o
cepleBa CMepThb) Y cepeHboMY Billi 45 Ta 54 pokiB
BinmoBigHo. BogHouac CH Gyna HaiimommpeHi-
mroto nepinoto CC-nofi€eto, Mpo SIKy MOBiITOMIIH
3,5% yonoBikiB i 2,3% xXiHok [67].
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