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Cxyag MyJbTHIMCIMILIIHAPHOI p00040i rPyNH 3 ONPANIOBAHHA KJIIHIYHOI

HACTAHOBH
Hy6pos Cepriit nepimuii 3acTynHuK MiHicTpa OXOpPOHU 370pOB’s
OnekcanapoBud VYkpainu, rojioBa pobo4oi rpymnu;

Mockogko ['ennaii 3aBiyBau Kadeapu HEBPOJIOTii Ta HEeHpoXipyprii
CepriiioBuu (bakyJIbTeTy MICISIUIIIIOMHOT OCBITH BiHHUIIBKOTO

HAI[IOHAJTLHOTO MEIUYHOTO YHIBEPCUTETY IMEHI
M.I. ITuporosa, 3aCTYITHHUK T'OJIOBA pOOOYOI rpyIu
3 KJIIHIYHUX ITATaHb;

SAunmme Poman pexkrop IBaHo-®pankiBcbkoro  HarioHanbHOTO
[BaHOBHY MEJIUYHOTO YHIBEPCUTETY,

['pinenxo Onekcanap 3aCTYITHUK HavyaJIbHUKA dapMareBTUYHOTO
Bonogumuposuu yIpaBIIHHSA-HAYAJIBHUK BTy 3 MUTAHHS SKOCTI

Ta  JOCTYMHOCTI  JIIKAPChKUX  3aco0iB,  ix
palioHaIbHOIO 3acTOCyBaHHs DapMaleBTUYHOIO
yOpaBimiHHSA MIHICTEpCTBA OXOpPOHH  3[I0pOB s
VYkpainu;

bounapenko Anacracis  3aBimyBau  kadempu  memiaTpii,  IMyHOJIOTII,

BanepiiBaa 1HGEKIIHHMX ~ Ta  PIAKICHUX  3aXBOPIOBaHb
HaBuanbHO-HAyKOBOTO 1HCTUTYTY «CBporeiichbka
MeJIMYHa IIKoJia» MIXKHapOAHOTO €BPOMNEHCHKOTO
YHIBEPCUTETY (3a 3r0J1010)

I'pub BikTopis 3aBiAyBad Kadenpu HEBPOJOTii Ta HEUpOXIpyprii

AmnaroJiBHa IBaHO-®paHKIBCHKOTO HAI[IOHATBLHOTO MEIUYHOTO
YHIBEPCUTETY;

JenpBa Muxaitno 3aBigyBay Kadeapu HEPBOBHX XBOpOO

OpiitoBuu ITonTaBcbkoro JIEPKABHOTO MEIUYHOTO

YHIBEPCUTETY;



Kans0yc Onekcanap
IBanOBHY

JInuko Bonogumup
CraHiciaBoOBUY

ITanacrok Onena
JleoHigiBHA

ITamkoBcbkuit Bagum
IBanOBHY

Cemepsk Opect
MuxainoBud

Cno6omin TersiHa
MukosaiBHa

Yok Banentnna
Bononumupisaa

botiko fApuna €BreniBHa

3aBimyBau Kadenpu HeBposorii JIHITPOBCHKOTO
JIEP’KaBHOTO MEIMYHOTO YHIBEPCUTETY;

JOIEHT Kadeapu HeUpoxipyprii Ta HEBPOJOTii
HAaBYAJIbHO-HAYKOBOTO ~ MEIUYHOTO  iHCTHUTYTY
CyMCBKOT0 J1epKaBHOTO YHIBEPCHUTETY.

CTapIMii HAYKOBUW CIIBpPOOITHHUK JIep>KaBHOI
yCTaHOBU «IHCTUTYT emiieMionorii Ta iHpeKIiHHuX
JL.B.
HanionanpHOi akaneMii MEIUYHUX HAYK Y KpaiHm»

(3a 3r0/1010);

XBOpOO iMeHi1 I'pomameBcbKOro

3aBigyBau  BIQAUIEHHS  HeBposiorii  Ne 1
KOMYHaJIBHOTO TAIPUEMCTBA «JIHIMPOTIETPOBCHKA
oOnacHa KJiHIYHA JikapHsa iMeHi [.I. MeunukoBa»
(3a 3ro/1010);

KEpiBHUK IIEHTPY HEPBOBO-M SI30BUX 3aXBOPIOBAHb
KOMYHaJIbHOTO HEKOMEPLIHHOTO MiJMPUEMCTBA
JIpBiBCHKOI OOnacHOi paau «JIbBiBChka o0JiacHa
KJIIHIYHA JTIKapHS» (32 3T0J1010);

npodecop kapeapu  HeBposorii  Ne 1
HartionanpHOTro yHIBEPCUTETY OXOPOHHU 370POB’S

VYkpainu imeni [1JI. Hlynuka;

3aBiAyBady KadeApu KIIHIYHOI IMYHOJIOTiI Ta

ajeprojorii JIbBIBCHKOTO HalllOHAJIBHOTO

MEIUYHOTO YHIBEPCUTETY

imeHi Jlaawmna ["amuipKoro;

npodecop kadeapu KIIHIYHOI IMYHOJOTIi Ta

aJIeproJIorii JIbBIBCHKOTO HAI[IOHATBHOTO



MEANYHOTO  yHiBepcuTeTy  imeHi  Jlanuma
[Manupkoro

MeToauunuii cynposia ta ingopmaniiine 3a0e3neyeHHst

HAYaJIbHUK BTy CTaHIAPTHU3Alll MEAUYHOI JOTOMOTH
HepxaBHOTO mignmpueMcTBa «Jlep)kaBHUN eKCIepTHUM
neHTp MiHicTepcTBa OXOpPOHHM  3JI0pOB’  YKpaiHW»,

['ynenko Okcana
IBaniBHA

3aCTYMHHUK TOJIOBU POOOYOi TPYMHU 3 METOOJIOTIUHOTO
CyHpOBOIY

EnexTpoHHy Bepcil0o JOKYMEHTa MOKHA 3aBaHTAXUTH 3 OQiIiliHOrO caity
MinictepcTBa 0xopoHu 310poB’st Ykpainu (http://www.moz.gov.ua) Ta 3 Peectpy
MEJIUKO-TEXHOJOTIYHUX JIOKYMEHTIB 31 CTaHAapTU3allll MEJAUYHOI JOMOMOTH, IO
po3MilieHuid Ha caiTi JlepkaBHoro ekcmneptHoro IeHTpy MO3  VYkpainu
(https://www.dec.gov.ua/mtd/home/).

Jep:xaBHuii ekcniepTHU HeHTP MiHicTepcTBa 0XOPOHM 310POB’sl YKpaiHH €
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Guidelines International Network (Mixnapoana 'g @ -
Mepeka HaCTaHOB) 3 & g
~
~
Penensentu
MsnoBuipka Onena npodecop Kadeapu BHYTPIIHBOI MEAUIMHU
AmnaTtodiiBHa HaBYAJIbHO-HAYKOBOTO LEHTPY «[HCTUTYT Gl0JOTIi

Ta MeaunuHW» KHiBCBKOTO  HAI[lOHAJIBHOTO
yHiBepcuteTy iMeH1 Tapaca [lleBueHka, a.Me1.H.;


https://www.dec.gov.ua/mtd/home/

3aBigyBad Kadenpu BHyTpiliHbOI MeauHu Ne 1

CranicinaBuyk Mukosna BigaUIBKOTO HAI[lOHAJILHOTO MEIUYHOTO
AmamoBrY yuiBepcurery iM. M.I. ITluporosa, m.Mem.H.,
npodecop

Ileperasia KJIIHIYHOI HACTAHOBH 3aIJIAHOBAaHO Ha 2029 pik



3micT

Cxutag MyIbTHAUCHUIUTIHAPHOT poO0U0T Tpymu
CxopoueHHs
[TepenMoBa MyJIbTHAMCITUILIIHAPHOT POOOYOT IpyHH
Cdepa 3acTocyBaHHS Ta IPU3HAYEHHS
ba3oBi moHsATTS
IToTrpeba B HacTaHOBI
[linboBa ayauTopis
Cdepu, siKi HE OXOIUTIOIOTHCS HACTAHOBOIO
3amyuyeHHs 3alllKaBICHUX CTOPIH
CtporicTh nmporecy po3pooKu
Bubip kmodoBUX TUTaHb
[Tonryk nmiTepaTypu — 0OCST 1 CTpaTeris MOUIYKY
Kpurepii npuitHITHOCTI
Meroau, BUKOpUcTaHi 151 GOpMYITIOBAHHS PEKOMEH 1Al
[TomiTHKa 110/10 OHOBJIEHB
Brenenns ta knacudikarris
KiiniuHi nposiBu
JliarHOCTHYHI TOCITIIKSHHS
JlaGopaTopH1 MOKA3HUKHU BKIIOYAIOUM AHTUTLIA IPU MI03UTaX
EnexTpo@dizionoriybi o3Haku
Bizyamizanis M’s131B
biomncisa m’s3y
["icTomaronoris
JlikyBaHHS
[Himania repanii
[Ilo pobutu kKonu Teparisi HeePekTUBHA a00 YaCTKOBO e(hEKTHBHA
[Touarok Teparmii Apyroi JiHii
Bubip Tepanii apyroi giHii
3MeHIIIeHHS IIKIUTMBUX HACTIIKIB JTIKYBaHHS
JlikyBanus IBM
Hedapmakosmoriune jgikyBaHHS
JIOBrocTpOKOBHI MPOrHO3 1 CMEPTHICTh
MaiiOyTHI HanpsMKU
Jlitepatypa



CKOPOYEHHA

BBII" - BHYTpilIHLOBEHHI IMyHOTJI00YIHU

BMH - BepxHs Mexa HOpMHU

JIM - nepmaToMio3uT

JIHK - ne3okcupuOonyKiIeiHOBa KUCIIOTa

I[3JI - inTepeTuIiaibHE 3aXBOPIOBAHHS JIETCHD

I3M - igiomaTuyHa 3amajbHa MiOTIATis

I®H - inTepdepon

[I®H-1 - inTepdepoH nepuioro TUIY

k/IHK - kommiiemeHnTapHa 1e30KCUpUOOHYKIIETHOBA KMCIIOTA

KK - kpeatunkinaza

KT - xomm’totepHa Tomorpadis

MCA - Mi03uT cienudpiyHl aHTUTLIA

[IET - no3utpoHHO-eMiciiiHa ToMorpadis

[IM - momiomio3ut

[IMUJI - nporpecyroda MyabTU(dOKaIbHA JeiikoeHedanonaris

PK]I - panioMi3oBaHi KIiHIYHI JOCITIKCHHS

CUB - cucteMHU YEPBOHUI BOBYAK

IIT-13JI - mBuAKO Mporpecyrode iHTEPCTUIIIAIbHE 3aXBOPIOBAHHS JIETEHb

ARS - anti-aminoacyl-tRNA synthetase (aminoarui-TPHK-cuHTeTa3a)

ASS - myositis associated with antisynthetase syndrome (Mio3uT, MOB’s3aHUI 3
AHTUCUHTETA3HUM CHUHIPOMOM)

BSR - British Society for Rheumatology (bputancbka acormiariisi peBMaTOJIOT1)
cN-1A - cytosolic 5 -nucleotidase-1A (ruro3onbHa 5'-HykiaeoTraaza-1A)

COX - cytochrome oxidase (IUTOXPOM OKCHJIa3Q)

csDMARDs - conventional synthetic disease-modifying antirheumatic drugs
(3BMUaliHI CHHTETUYHI1 XBOPOOO-MOAM(IKYIOUl aHTUPEBMATUYHI ITpenapaT)

CTDs - connective tissue diseases (XBOpoOH CIIOTYYHOT TKAHHHN )

CYC - cyclophosphamide (mmknodochamin)

DEXA - dual-energy X-ray absorptiometry (mBoeHeprermyHa peHTreHiBChKa
abcopOIioMeTpis)

DLCO - diffusing capacity of the lungs for carbon monoxide (audysiiina 31aTHICTH
JIETE€Hb 3@ MOHOOKCHJIOM BYTJICIIIO)

DMARDs - disease-modifying antirheumatic drugs (xBopo6o-mMoaudikyroui
AHTUPEBMATUYHI MperapaTH)

EM - electron microscopy (eaeKTpoHHa MIKPOCKOTIs)

HMGCR - 3-hydroxy-3-methylglutaryl coenzyme A reductase (3-rigpokcu- 3-
METWITTYTApUII-KOCH3UM A pellyKTa3a)



HRQoL - health related quality of life (sxicTb *uTTs, MOB’s13aHa 13 310POB’SIM)
IBM - inclusion body myositis (MiO3UT 3 BHYTPIIIHbOKIITHHHUMH BKJIIOUEHHSIMU )
IMNM - immune mediated necrotizing myopathy (imyHOomocepeKoBaHa 3anajabHa
HEKpOTHUYHA MIOIIaTis)

IFNCK - interferon-regulated chemokine (inTepdepoH-peryap0BaHi XEMOKIHH)
IFNGS - interferon gene signature (reHHa curaarypa intephepony)

JAK - Janus kinase (sayc-kiHa3a)

MAA - myositis-associated antibodies (Mi03UT-acoIIOBaHI aHTUTIJIA)

MAC - complement membrane attack complex (memMOpaHHO-aTaKyrOUN KOMILIEKC

KOMILIEMEHTY )
MDA-5 - melanoma differentiation antigen-5 (anturen nudepeniialiii MeJIaHOMU-
5)

MGUS - monoclonal gammopathy of undetermined significance (MoHOKJIOHAJIbHA
raMmMarnarisi HeBU3BHAU€HOTO 3HAUYCHHS)

MHC-1 - major histocompatibility complex-1 (romoBHHiI  KOMIUIEKC
ricrocymicHocTi-1)

MXA - myxovirus A (MiKcoBipyc A)

NHSE - national health service of England (narionansna cimy>x6a 310poB’st AHIIIT)
NICE - national institute for health and care excellence (HamioHaJbHHE IHCTUTYT
3JI0pOB’S Ta JJOCKOHAJIOCTI JAOTJISITY)

NPPEAG - national plasma products expert advisory group (HamioHajdbHA
eKCIIepTHA KOHCYJIbTaTHBHA TPYIa 3 TUIA3MOBUX MPOAYKTIB)

NXP2 - nuclear matrix protein 2 (61710Kk siAepHOT MaTPHILi 2)

PCP - pneumocystis pneumonia (ITHEBMOIIMCTHA THEBMOHi)

PD-1 - programmed death inhibitor (iHri6iTop mporpamoBaHoi cmepTi-1)

PRES - posterior reversible encephalopathy syndrome (cuaapom 3aaH501 3BOPOTHOT
ennedanonarii)

RTX - rituximab (putykcuma)

SRP - signal recognition particle (4acCTUHKH pO3ITi3HABAHHS CUTHAITY)

TDP43 - Tar DNA-binding protein 43 (tap JJHK-3B’s3ytounii 6iox 43)

TGF-p - transforming growth factor beta (Tpancdopmyrounii pakTop pocty 6eTa)
TILF1 - transctriptional intermediary factor 1 (dbakrop-nocepeaHuK TPaHCKPHUIILIiT
1)

TLCO - lung transfer factor for carbon monoxide (pakrop nmepeHoCcy MOHOOKCUIY
BYTJIELIO B JIETEHSIX )

TNF-a - tumor necrosis factor -a (pakTop Hekpo3y MyXJIUH-ab(a)



JIIATHOCTHUKA TA JIKYBAHHSI 3AITAJIBHUX MIOIATIMN.
KJITHIYHA HACTAHOBA 3ACHOBAHA HA TOKA3AX.

MEPEJIMOBA MYJbTUINCHUILIIHAPHOI POBOYOI I'PYIIH.

Jlana xniniuna nacmanosa (KH) € pesynemamom aoanmayii onsa cucmemu
O0XOpOHU 300p08’ss Yxpainu nacmanosu bpumancvkoi acoyiayii peemamonocie
British Society for Rheumatology guideline on management of pediatric,
adolescent and adult patients with idiopathic inflammatory myopathy 2022, wo
byna obpana mynrbmuOUCYUniiHapHow poboHo0 2Pynoio K NPukiad HAUKpauwor
NPaAKmuKky HAOAHHA MeOUYHOi Oonomo2u Oimsam, NIOAIMKAM ma OO0pPOCIUM
nayiecumam 3 3anarbHUMu 10IONAMuYHUMU MIONAMIsMU Ma IPYHMYEMbCA HA
00CMYNHUX 00 Yb020 4aACy OAHUX O0KA3080i MEOUYUHU CMOCOBHO e@eKmU8HOCMI
ma Oe3nexku JNIKYBAIbHUX GMPYYAHb, (hapmakomepanii ma OpeaHi3ayitiHux
npunyunie ii Haoauus. Kniniuni nacmanosa 6yna obpana Ha 0CHOB8I 00 €EKMUBHUX
Kpumepiig oyinku 3 euxopucmanuim Onumysanrvuuka AGREE.

Tax sx 6 “British Society for Rheumatology guideline on management of
paediatric, adolescent and adult patients with idiopathic inflammatory myopathy”
He pO3KpUmo NUMAHHA  OIACHOCMUKU ma  Ou@epeHyiinoi  0iacHOCMUKU
[0ionamuyHux 3anaibHuUX Mionamii, 4ieHamu poooyoi epynu 6y10 upiuleHo 63smu
3a ocnosy KH nyb6nixayiro Autoimmune Myopathy: Update on evaluation and
treatment 2018, wo posxkpusae numarns diacnocmuxu.

Aoanmayia KH nepedbauac 6HecenHs 00 HE3MIHHO20 MEeKCMY OPUSITHANbHOL
Hacmanosu komenmapie pob6ouoi epynu, y AKUX BI00OPANCEHO MOMCIUBICHID
BUKOHAHHA MUX Yu iHuwux noaodxcenv KH 6 peanvnux ymosax ¢imuuznanoi cucmemu
OXOPOHU 300p08’sl, OOCMYNHICMb MEOUYHUX 8MPYUaAHb, HAAGHICMb peccmpayii 6
Vxpaini nikapcokux 3aco6is, wo 3asnaueni 6 KH, ionogionicms Hopmamueniti 6asi
wWo0o opeanizayii HA0AHHSA MEeOUYHOI OONOMO2U.

Kniniuna nacmanoeéa wo00o HaoawHs MeOUHHOI O0ONOMO2U NAYIEHMAM 3
3aNanbHUMU MIONAMIAMU MAE HA Memi O0ONoOMOocmu JiKapro ma nayieHmy y
NPUUHAMMI PaAyiOHATbHO20 PIULeHHS WO000 6e0eHHs NAYiEHma 3 Ypaxy8aHHAM
KIIHIYHUX Ma Namo2iCmoN02iuHux hopm mionamitl, € iHopMayitiHoo NIOMpUMKOIO
0J1s1 NIOBUWEHHS AKOCMI KIIHIYHOI NPAKMUKU HA OCHO8I OOCMYNHUX 00 Yb020 4aCy
00Ka3i8 eheKkmueHoCmi 3aCMOCYB8AHHS NEeBHUX MeOUYHUX MeXHON02il, NiKi8 ma
opeaHizayitiHux pecypcie meouunoi oonomozu. Lle pexomenoayiunuti OOKymenm 3
HAUKpawoi MeOuuHoi npakmuxu, NpU3HAYeHut, 8 neputy yepey, 01 NPaKmuKyouux
JIKApIis, sIKi HA0ams K NepeuUHHy, Mmax i Cneyianizo8any MeouyHy 00nomozy.

Ocmamoune pileHHss CMOCOBHO BUOOPY KOHKPEMHOI KAIHIYHOI npoyedypu
abo naamy niKy8aHHs NOBUHEH NPUUMAMU JIIKAP 3 YPAXy8aAHHAM KIIHIYHO20 CMAHY



nayicHma ma MOXNCIUBOCMeEU O/l NPOBEOEHHs. OIACHOCMUKU MA JAIKY8AHHA Y
KOHKDPEMHOMY 3AKNA0I 0XOPOHU 30008 5.



British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy

Cdepa 3acTocyBaHHS Ta MPU3HAYEHHSA

Bba3oBi nonsaTTH

Imionatnyna 3ananbHa wmiomnatiss (I3SM) — 1e MyJbTUCHCTEMHUUN
ayTOIMyHHUH CTaH, W0 XapaKTepU3ye€ThCs 3allajicHHsIM M s31B  (MIO3UTOM),
IHTEepCTUIIAIBHUM 3axBoproBaHHsM JiereHb (I3JI) 1 mKipHUMH TIposiBaMU 3
gactoToro j1o 19 BumaakiB Ha 1 000 000 mdroaMHO-POKIB I TOpociux 1 g0 4
Burnagkie Ha 1 000 000 mronuHO-poKiB y AiTeil. Po3paxyHkoBa MOIIMPEHICTH Y
Benukob6puTtanii (1yst I3M y nopocnux) cranosuts 10 000 [1, 2].

IToTrpeda B HacTaHOBI

Hemae cyBopo po3poOneHux pexoMeHmaiiil moao I3M, 1o oxoriowTh
IOBEHUIBHY Ta JIOpPOCIy XBOpOOYy. 3aCBOEHHS KIIOUOBHUX JOCIHIKEHb MIOA0
JKyBaHHS Ta (OpMyBaHHS MPAKTUYHUX PEKOMEHJIallli, 3aCHOBAaHUX Ha JIOKa3ax,
JIOTIOMO3K€E KJITHIIMCTaM ONTUMI3YBaTH JIKyBaHHS Ta MOKPAIIUTH pPe3yIbTaTH.

HinboBa aynuropist

[{i1b0BOIO ayIUTOPIEI0 € KIIHIMUCTH, SKI JIKYIOTh HamieHtiB 3 I3M,
BKJIFOYAIOYM JUTSYMX 1 JIOPOCIMX PEBMATOJIOTIB, HEBPOJIOTIB, JAEPMATOJIOTIB,
yJIbMOHOJIOT'IB, OHKOJIOT1B, TAaCTPOEHTEPOJIOTIB 1 Kap10JIOT1B.

Mencectpu, K1 TOpaliolOTh 3 PEBMATOJOraMd Ta  HEBPOJOraMu,
(1310TepaneBTH, €proTepaneBTH, OPTONEAH, JOTONean, (hapMaleBTH-PEBMATOIOTU
Ta TICUXOJIOTY TAKOX 3HAWIYTh 111 PEKOMEH Iallli TOPEYHUMHU.

Cdepu, sfiki He OXOIIIOIOTHCHA HACTAHOBOKO

JiarHoctuka, kiacudikauiss Ta AOCHKEHHs mino3proBaHoro I3M  He
pO3MIISIatOThCs.  MI03UT 3 BHYTPIIIHBOKIITUHHAMU — BKJIIOYEHHSMHU  HE
OXOTILTIOETHCSI.

3anyyeHHs 3alliKaBJIEHUX CTOPiH

KepyBaB mpoexkrom BukonaBumii komiteT (J.B.L., A.G.S.0., H.C., N.M.,
L.M.). byno ckimkaHo MDKIUCITUIUTIHAPHY poOOUy IpyITy 3a y4acTIO PEBMATOJIOTIB
(D.I,, H.G., H.T., N.Mc., A.P,, P.G., S.T., H.C., PK., PM.M., A.G.S.0.), tutsunx
pematouioriB (C.Pi., C.Pa., N.Ma., K.W., L.M., T.A.), uesposioru (J.B.L., M.H.),
nuTsunid HeppoJor (S.Sp.), menuuna cectpa (P.L.), papmanest (O.A.), nepmaTosior
(S.M.), mutsumit pepmatosior (R.M.), ¢iziorepanertu (V.C., SM., W.J.G.) 1
KOJIMIITHIN JIiKap 3arajibHOl MpakTUKW/creriamict 3 pesmarosorii (J.J.). Ilpotsarom
yChOTO TIpoliecy OyB HaJaHUM JOCTYM JJIs HECIHeliamicTiB (mamieHTaM/poaudam)
(P.T., Y.T., J.S., P.R.). Ilponiec cTBOpeHHs HacTaHOBU OyB MOIH(OPMOBAHUN
pexkoMengoBanuM metoosioroM EULAR (PMM), a momnyk iTepatypu IpoOBOIUBCS
excriepramu LlenTpy peBmarnmunux 3axBopioBanb, Kings College London (J.G.,
K.B., M.Y.).



Crporicth npouecy po3pooku

[Iss HactanoBa Oyna po3poOieHa BiAnoBiAHO 10 I[IpoTokony cTBOpeHHs
KiIiHIYHMX HactaHoB BSR 3 Bukopucranasm metononorii AGREE II (Ominka
HACTaHOB JIJIsl TOCHIDKEHHS Ta OIliHKH II).

Bubip k/J110490BUX NUTAHb

[Tounnaroun 3 Oepe3nst 2018 poky, BUKOHABUYMI KOMITET 1 poboya rpymna
TIOTOJTMIM OOCST HACTAHOBU Ta CTBOPWIJIM KJIFOYOBI 3aITUTaHHS, CTPYKTYPOBaHi 3a
nonomororo PICO (mamienT abo HacelleHHs, BTpyYaHHs, IOPIBHSHHS, PE3yJIbTaT).
Koxne nmutanHs Oyno po3aiieHO Ha HiIECTIPSAMOBAHI KIIHIUHI MUTAHHS i 4ac
aHaII3y JI0Ka3iB 1 mporecy GopMyTtOBaHHS PEKOMEHAITIH.

Homyk JitepaTtypu — 00cor i cTpareris NoumyKy

B3sB11M 32 OCHOBY KJIFOUOBI MUTAHHS, 0YyJI0 3A1CHEHO MOUIYK JIITEpaTypH 3a
nonoMororo Ovid (muB. «Tepminu nomyky» y JomarkoBomy marepiamt Sl,
noctynHomy Ha caiiti Rheumatology onnaiin). Bynu BkiItoueH1 pe3yabTaTH MOITYKY
Ta JOJATKOBI IMOCWJIaHHS, BU3HAYEHI Bpy4uHy, /10 KOBTHS 2020 poky. Jlokasu,
omyOikoBaHi micis KOoBTHs 2020 poky, He Oyiau BKIIIOYEHI, OCKUIbKU 11e OyJio
MEYKEIO0 BIAMOBIAHOCTI BUMoraM. [loTeHmiiHuM oOMeKeHHSIM 1i€i HACTaHOBU € TE,
110 BIATNOBIHA JTiTepaTypa Moxke OyTu onmyoiikoBaHa 3 3k0BTHsI 2020 poky; naHi abo
iH(dOopMaIis 3 IUX JIOCHTIKeHb HE MOXYTh OYTH BKJIFOUEHI B mpoliec popmyBaHHs
peKOMeHaaIH.

Kpurepii npuitHaTHocCTi

bynu BkirodeHi omyOdiKOBaHI PELEH30BaHl KIIIHIYHI JOCTIKEHHS, 1110
CTOCYIOTbCSl ~ Oyap-sikoro  migTumy I3M, 3a  BUHATKOM  MIO3UTY 3
BHYTPIIIHBOKIITHHHUMHU BKIJIFOUEHHSIMHU. 3BITH/CEpii BUMAIKIB OyiIM OOMEKEH1
THMH, IO ONUCYBAJU pe3yJbTaTH [JIsl TphoX abo0 Ounblie cyO’ekTiB. Orisnosi
CTaTTl, peJaKiliifHi CTaTTl, MaTepiasivi KOH(MEPEHIIIH Ta ICHYI0U1 KJIIHIYHI HACTAaHOBU
Oynu BukioueHi. CTarTi HE aHTJIOMOBHI OyJiM BUKIIOYEHI, SKIIO HE OYIo
omyOikoBaHo mnepekian. DyHIaMeHTabHI HAyKOBI JOCTIIKEHHS 0€3 YiTKOTO
KJIIHIYHOTO 3aCTOCYBaHHS OyiM BUKIIIOUEHi. Te3u momoBizned Oylu MeperssiHyTi
JIBOMa aBTOpaMH, 100 BU3HAYUTH BIAMOBIIHICTH LIUM KpuUTepisaMm (OI0K-cxema
PRISMA, mnoka3ana Ha J0JaTKOBOMY MaliOHKy S1, J0CTyrmHa Ha caiTi
Rheumatology onnaiin).

Metoau, BUKOpHUCTAHI 1y GopMyTI0BAaHHSA PEeKOMEeHAANi

[ToBHMIT TEKCT KOXHOI NPUUHATHOI POOOTH OyJIO PO3IIISIHYTO JBOMa
eKCIepTaMu 3 BUKOPUCTAHHSIM METOJI0JIOr1i Kiacudikaiii peKoMeH/ 1allii, OliHKHY,
po3Butky Ta oninioBaHHA (GRADE). Koxne nocunanus Oyno kinacudikoBaHo 3a
aKicTio: Bucoka (A), momipHa (B) abo Husbka/myxe Hu3bka (C). Po36ixHOCTI
BUpIITYBaB TpeTii cymns. Bceporo mis dopmyBaHHS pexomeHaariii Oyro
Bukopuctano 213 po6it. uBuchk nomatkoBy Tabmuito S1 (mOCTyNHY Ha CaiTi



Rheumatology omnnaiin), o6 gizHaTucs OuIblIE MPO JOKA30BY 0a3y, fKa CHpHsE
peKoOMeHaIlisaM. byno CTBOpPEHO TPOEKTH peKOMEeHAaIid 1 KiIacu(pikoBaHO SK
3aCTOCOBHI JIO BCIX TMAIIEHTIB, SIK JIs JOPOCIHX, TakK 1 1y aitei. [Ipouec, onmucanuii
[oTnanacbkor0  Mepexero  MIKBY3iBCbkux  HactaHoB  (SIGN) [3],
BUKOPUCTOBYBABCA HJIsl y3arajdbHEHHS SKOCTI CYKYMHOCTI JIOKa3iB JJIsi KOXKHOT
pexkoMeHnpanli: Bucoka (A), nomipHa (B), nuspka (C) abo ayxe Huzbka (D) 3a
meroankoto GRADE. 3wmict, dbopmymoBanHs, cwia pexkomeHaarii (cwibHa=I,
YMOBHa=2) 1 SKICTh MIATBEPKYIOUNX JOKa3iB I KOXKHOI pEeKOMEHJaIlii
nigaaBanucs (GopMaTbHOMY IMPOILECY OCSITHEHHS KOHCEHCYCY 3a JOMOMOTOIO
MO€THAHHA OCOOUCTHUX 3YyCTpiuei Ta oHiaiiH-onuTyBaHb. CTiMKicTh 3roau (SoA)
JUTSI 3aBEPIICHUX PEKOMEH 1allii OyJia BU3HAUEHa 3a JOIOMOTOI0 ITPOCTO1 MOABIMHOT
CUCTEMHU T'OJIOCYBAHHS JJII KOKHOTO Ta MpeJCTaBjieHa y BIJICOTKaxX. ABTOPU MOTJIH
BUIBHO YTPUMYBATHCS BiJl TOJIOCYBAaHHSA B TUX 00JIaCTAX, /1€ BOHU HE BITUyBaJlu ce0e
KIIIHIYHO KOMIETEHTHUMH, MpPU 1LbOMY BIJICOTOK BIJIOOpaxkaB THUX, UIO
nporojocyBanu. Jluie pekomenaaii 3 SOA >80% Oyyiu BKIIIOUEH1 10 HACTAHOBH.

IHosiTHKA I0A0 OHOBJIEHD.

Bumorn 1010 OHOBIEHb po3MISIAATUMYThC PobOouoio rpymoro  3i
CTaHJapTIB, ayJIUTy Ta HacTaHOB BSR BiAMOBiIHO O MPUHIIMIIB, BUKIAJICHUX Y
IPOTOKOJII CTBOPEHHS KJIIHIYHUX HacTaHOB BSR.

Autoimmune Myopathies: Updates on Evaluation and Treatment Emer R.
McGrath & Christopher T. Doughty & Anthony A. Amato The American Society
for Experimental NeuroTherapeutics, Inc. 2018

BBenenns Ta kiaacugikanis

AyTOoiMyHHI MiomaTii BKJIIOYAIOTh IT'SITh OCHOBHUX IIATOJIOTiM, a came:
nepmaromio3ut (M), monimiozut (IIM), Mio3uT, MOB’sI3aHUM 3 aHTUCUHTETa3HUM
cuagpomom (ASS), iMyHoomocepenkoBaHa HekpoTtuuHa wmionatTis (IMNM) ta
MI03UT 3 BHYTPIIIHbOKIITUHHUMHY BKIIIOUeHHsAMU (IBM). Xoua koeH 3 IIuX CTaHIB
Ma€ yHIKaJIbHI KJIIHIYHI Ta TICTONATOJIOTIYHI XapaKTEPUCTHKU, YCI BOHH MarOTh
CHiIbHUM IMyHOOTOcepenkoBanuii kKommoHeHT (Tabmurs 1). Lli crannm MOXyTh
BUHUKATHU 130Jb0BAaHO a00 MOXXYTh OYTH IOB’Si3aHI 13 CUCTEMHUMH 3JI0SIKICHUMU
HOBOYTBOPEHHSIMH 4YM 3aXBOPIOBAHHSMHU CHOJIYYHOI TKAaHUHU (CHHIPOMHU
NEPEKPUTTSI), 1 BC1 BOHU YaCTO MOB’sA3aH1 3 ayTOAHTUTIJIAMHU.

TouHy 4YacTOTy Ta MOUIMPEHICTh AYTOIMyHHUX MIONATIi BU3HAYUTH HYXKeE
BAXXKO  4Yepe3 BHUKOPUCTAHHS  pI3HUX  JIarHOCTUYHUX  KPUTEpIiB,  fKl
BUKOPHUCTOBYBAJIUCh B €MiJEMIONOTIUHMX JociikeHHsax. Kpurepii boxana Ta
[Tirepa 1975, ki BUKOPHCTOBYIOTHCSI B 0aratbox MOMEPEIHIX TOCITIIKEHHSIX, HE



BUMAararmTh O10MCii M’s31B, MalOTh TEHACHIIIO TepeoriHioBaTu 4dactoTy [IM, i
nepenayBany BiakputTio IBM a6o IMNM, sik okpemMux 3axBoproBaHb [2, 3]. 3 Toro
yacy OyJId 3alpoIlOHOBaH1 Pi3HI MEPerIsiHyTl J1arHOCTUYHI KPUTEPli ayTOIMYHHHUX
MIOIIaTiH, K1 BpaxOBYIOTh KJIIHIYHI O3HAKH, ayTOAHTHUTIJIA Ta TiCTOMATOJOT10 [4—
8]. Oani KpuTepli BKIIOYAIM 3BAXKEHY CHUCTEMY OI[IHKM HMOBIPHOCTI 3amajibHOT
Miornarii [7], olHaK BOHU He OYJIM J0IaTKOBO BaJliIOBaHi 3a JOIIOMOT'0I0 KOHTPOJIIO
Ta BKJIIOYAJIM JHUIIE OCi0 13 TPUBANICTIO 3aXBOPIOBaHHS TOHAJ 6 MICHIIIB,
00OMEXYI0UM MOKJIMBICTh Y3aralbHEHHS JUIA OC10 13 OLJIBII TOCTPUM MPOSIBOM.

Kuiniuni nposiBu

JIM Moke BUHUKHYTU B OYyJlb-KOMY Billl. 3aXBOPIOBAHICTh BHINA Y KIHOK
MOPIBHSHO 3 YOJOBIKaMHM, MOAIOHO 10 OUTBIIOCTI ayTOIMyHHUX 3aXBOpIOBaHb [9].
CnaOkicTh MOE MPOSIBISATUCS BIJHOCHO TOCTPO MPOTATOM KUIBKOX AHIB abo
THXHIB, a00 BOHa MOX€ MNPOSBIATUCA NOBUIBHIIIE MPOTITOM KIJIBKOX MICSIIB.
3a3BHuail ypaxkarThCsl MPOKCUMAaNbHI BIJJIUIA PYK 1 HIT pa3oM 13 TEHAEHUIEIO 10
pPaHHBOTO ypakeHHs 3ruHauiB Imui. [Ipubmuzno y 30% ocib cimaOkicTh M’s31B
POTOIJIOTKH Ta CTPABOXOLy PU3BOAUTH 10 nucdarii [10]. JuzapTpisa ta cnabKicTh
JUIBOBUX M’S31B MOXYTh BUHHUKaTH, aiie Hedacto [11]. XapakrepHuil BucwuIl,
noB’si3anui 13 JIM, BKito4ae mepiopOiTaibHUM OarpsiHuil Kodip (TeaioTponmHUi
BUCHUIT), TAMyJbO3HUM €pUTEMATO3HUM BHUCUI Ha KICTOYKAX MaJbIIB (Mamyiau
['oTTpoHa) Ta epUTEMATO3HUI MaKyJspHUN BUCUI Ha OONHMYYl, Wi Ta MEpEIHIN
yacTuHi rpyaeil (V-3HaK) 1 Ha mjieyax Ta BEPXHIM YaCTHHI CIMHU (3HAK IIaii), a
TAKOX Ha PO3TMHAIBHMX MOBEPXHSAX JIKTIB, KICTOYOK MajbliB 1 KOJIH (3HaK
l'ortpona). Bucun Moke pO3BUHYTHCS 4Yepe3 KUIbKa MICALIB MICHS MOYaTKy
3aXBOPIOBaHHS, ajié YacCTIIIE BIH CYINPOBOXKYE a0 Tepeaye MosBl M’ S30BOi
cimabkocti. [Ipubnuzno y 20% oci® xapakTepHuil BUCHI BUHUKAE 32 BIJACYTHOCTI
cnabkocti, hopma JIM, Bimoma sk amionatuunuii JIM a6o JIM cunyc-mio3ut [12,
13]. HaBnaku, y neskux JroJed CIOCTEpIraeThCsl M’si30Ba CIAOKICTh 1 KJIACUYHI
riCTONMATOJIOTIYHI O3HAKW TMPU M’SI30BIM O10IMCIi, ane HIKOJIM HE PO3BUBAETHCS
xapakTepHuil Bucur, popma /IM, sy HazuBaroTh ajnepmaronatuuHum M abo
cunyc-gepmatutom npu JM [14]. Calcinosis cutis (miamkipHi BiIKIaJeHHS
KaJIbI1F0) MOYKE€ BUHUKATH HEYacTo y AiTeH 1 nopocnux i3 JIM [15]. [IposiBu JIM y
JiTel Mo i0H1 10 TaKUX Y IOPOCITHUX.

JIM Takox TMOB’SI3aHM 3 YUCICHHUMH CHUCTEMHUMHU YCKJIAJHEHHSIMHU,
BKJIFOUAIOYH CEpLEBI, JIET€HEBI, IUTYHKOBO-KHILIKOBI Ta pEBMATOJIOTIYH] YPayKEHHS,
a TaKOXX CHUCTEMHUMH 3JI0AKICHUMHU HOBOYTBOpeHHsMHU (ripu M y nopocnux).
[ToTeHmiiiHi yckiagHeHHs 3 OOKy ceplsl BKJIIOYAIOTh IMOPYLIEHHS MPOBIAHOI
CUCTEMHU Ta apUTMIi, IEPUKAPUT, MIOKAPAUT, 1IIIEMIYHY XBOPOOY ceplis Ta 3aCTIHHY
CepIeBy HemocTaTHICTh/miacTomuny aucyskiito [16-20]. IaTepcTuianbHe



3axBoproBaHHs jereHiB (I3J1) moxxe Bunukarn y 15-20% namienTis i3 JIM, 3a3Buyaii
MPOSIBIISIETHCS CYXUM KalllJIeM, 3aJIMIIKOI0, APiOHUM JTBOOA3aJIbHUM XPHUIIOM MpU
BJIUXY TIpU OOCTEKEHH1 JIEreHIB 1 O3HaKaMH HEIOCTAaTHOCTI IPU TECTYBaHHI
nereeBoi ¢ysHkuii [21, 22]. OOGmiTepyrouuid OpOHXIONIT 3 OPraHi30BaHOIO
HEBMOHIE€I0 € HabaraTo pIiAIIMM JIETEHEBUM YCKJIATHEHHSAM. 3alydeHHS
BEHTWJISIIAHUX M’SI31B 1 M S31B POTOIIOTKH Tpu JIM Takox MO»e MPU3BECTH /10
3HayHOi cnabKoCTI Ta PU3MKY acmipamiiiHoi mHeBMoHIi. IIImyHKOBO-KHIIIKOBI
YCKJIAHEHHS BKIIOYAIOTh TPYAHOIII 3 KOBTAHHSIM, SIK 3a3HAYCHO BHIIE, aCITipaIliio
[IUTyHKOBOTO BMICTY Ta 3aTPUMKY BHUIIOPOKHEHHSI HUIYHKA, 10, SK BBAXKaIOTh,
MOB’si3aHE 31 3HIKEHHSAM MOro mepucTaibTUku [23—-26]. PeBmarosoriuni
YCKJIaJHEHHS BKJIIOYAIOTh apTParii, apTPUTU Ta KOHTPAKTYpPHU CYTI001B.

VIMOBIpHICTh BHSBICHHS 3JIOSKICHUX HOBOYTBOPEHb ITiBHIIYETHCS Y
nopociux manieHtiB 13 M npubnuzno qo 10-15% mnpotsirom 2—3 pokiB micis
MEPBUHHO1 11arHOCTUKHU, IPUYOMY OUIBIIICTh BUMA/IKIB TPAIUIAETHCA B 0C10 cTapiie
40 poxkis [27, 28]. FOBeninbHUM JIM He noB’s13anuii 3 pakoM. Haiinommpeniin BUau
paky, noB’si3aHi 3 [IM y popociux, BKIIOYaIOTh TeMaTOJIOTIYHAM Ta JTiMGpaTUIHUN
pak (0coOMMBO HEXOJKKIHChbKa JiMdoMa, jeiikeMis Ta MHOKMHHA Mi€JIoMa), 3a
SAKUMU WIyTh COJIIHI a€HOKApPIIMHOMH JIET€Hb, TOBCTOI KHUIIIKH, CEY0BOT0 MIXypa,
MOJIOYHOI 3aJI03U, SIEYHHKIB, MUKW MATKU, TAINLTYHKOBOT 3a7103U Ta CTPABOXOIY
[27, 29]. VYcnimHe JiKyBaHHS OCHOBHOIO 3JIOSIKICHOTO HOBOYTBOPEHHSI MOKE
MIPU3BECTH J0 MOKpameHHs cuiii M 318 [30]. Ocobu 3 IM noBUHHI NPOATH TOBHUI
CKPHUHIHT 3JI05KICHIX HOBOYTBOPEHbB, IKHI1 TOBHHEH BKIIIOYATH JCTAIbHUI aHAMHE3
1 (i3ukanbHe OOCTEKEHHSI, BKJIIOYAIOYM OOCTEKEHHS MOJIOYHUX 3aJI03, OpPraHiB
Majoro Ta3y, S€4OK 1 MEepeaMIXypOBOi 3ajo3u, fKIIO Iie HeoOxigHo. bazose
00CTe)KEHHsI TOBMHHO BKIIIOYATHU 3arajbHUN aHaji3 KpOBi, BU3HAYCHHS PIBHS
CNEKTPONITIB Ta (QYHKIII HHUPOK, eJeKTpodope3 CHPOBATKOBUX OLIKIB 3
IMyHO(]IKCaIlI€I0 Ta BUTBHUMHU JIETKUMH JIAHIIOTAMM, aHalli3 Cedi, KOMIT IOTepHY
ToMorpadito OpraHiB TpyIHOI KJIITKHA, YEPEBHOI MOPOKHHWHU Ta MAajoro Tasy,
yIbTPa3BYKOBE JOCHIIKEHHS OpPraHiB Majloro Ta3y Ta mMamorpadiro y KiHOK, a
TAaKOX KOJIOHOCKOIIIO JUIsl MAlieHTiB BikoM ctapuie 50 pokiB abo Mpu HasBHOCTI
CHUMITOMIB, IO BKa3yIOTh Ha 3JOSKICHY MyXJUHY HUTYHKOBO-KHIIIKOBOTO TPAaKTy,
BKJIFOYAIOYH KOJIMBAHHS CTaHy BUTIOPOKHEHbB, TCHE3MU, KPOBOTEYI 3 MPSMOI KUIIIKH,
MeJieHy Ta/abo BTpary Baru. [lo3utpoHHO-emiciitHa Tomorpadis KOpUcHa B 0OCi0, y
AKX ICHY€ BHCOKA KIIIHIYHA Ti03pa Ha 3JIOSKICHUN TpOIlec, HE3BAXKAIUM Ha
HEraTUBHUM MOYATKOBUM CKPUHIHT Ha pax.

[IM Tako yacTilie 3yCTpIYa€eThCsl y JKIHOK MOPIBHSHO 3 4ojoBikamu [31].
Peanbha 3axBoproBaHicTh Ha [IM HeBigoMa udepe3 ommMcaHl paHilie 0OMEKEHHS
JTIarHOCTUYHUX KpPUTEPIiB, Kl BUKOPUCTOBYIOTHCS HAa CHOTOJHIIIHIA JEHb Y
Oaratpbox emigemiosioriunux gociimxeHHsx. [lamientn 3 [IM, sk npaBuio, y Biri



ctapuie 20 pokiB MatOTh CUMETPUYHY CIa0KICTh MPOKCUMATBHUX M’ SI31B Y BEPXHIX
1 HIDKHIX KIHIIIBKaX, XOdYa 3allydeHHS MAWCTAIBHUX M S31B TaKOX MOXKE
CIIOCTepiraTucs, aje B MeHIIM Mipi. TakoX MOBIJOMIISIOTH HPO MiABUILICHY
YYTIUBICTh M’SI31B 1 MiQJIT110, @ TAKOK PO TPYAHOIII 3 KOBTaHHAM. CeplieBi MPOsBHU,
BKJIIOYAIOYM  aHOMaJli MPOBIJHOI CUCTEMH Ta CEpLEBY HEIOCTaTHICTb,
noB1AoMIII0TE 10 30% martieHTiB. Sk 1 JIM, IIM Takox moB’si3aHUM 13 [T ABUIIICHUM
PHU3HUKOM 3JI0SIKICHUX HOBOYTBOPEHb [28]. HacToTa lereHeBUX YCKIaHECHD, Y TOMY
guci [3J1, moxibna mo JIM. Iikaso, o 13JI Mae TeHaeHIIIT0 3yCcTpidaTHCS PialIe Y
Bunazgkax [IM a6o JIM, siki acomiroroThes 31 3JI0sAKICHICTIO [32].

CunapoMu ‘“‘liepeKkpuBaHHS” MIO3UTIB BHHHUKAIOThb, KOJM ayTOIMYHHa
mionatis (JIM a6o IIM) BHHMKae B MO€IHAHHI 3 IHIIMMHU PO3JIaJlaMH CIIOIYYHOI
TKaHWHU, 3a3BUYal 3MIIIAHUMHU 3aXBOPIOBAHHSAMH CIIOJIYYHOI TKAHUHH, CHCTEMHUM
4epBOHUM BOBYakoM, cuHapomoM lllerpena, ckiepoaepMiero abo peBMaTOiTHUM
aptputoM [33]. [IpubiusHo y 15% mnatieHTiB Npyu IEPBUHHOMY 3BEPHEHH1 KIIIHIYHI
O3HAKH 3aXBOPIOBAHHS CIOJIYYHOI TKAHUHH BIJCYTHI, XO4a MPUCYTHI aHTUTLJIA, 1110
MEPEKPUBAIOTHCA. Y TaKUX NALIEHTIB KIIHIYHI O3HAKH YpPaXXE€HHS CHOJYYHOI
TKAaHWHY 3a3BUYail BAHUKAIOTH M1 Yac MOJAJBIIOr0 croctepekeHHs [33]

Mio3ut, noB’si3aHuii 3 ASS, — 11e Kareropis MiO3UTIB, acOIlIMOBaHUX 3
antutinamu npotu amiHoanwi-TPHK-cunterasu (ARS), naityacrime - npotu Jol.
[lepmmmu cuMIiroMmamMu y 1MX NaiieHTiB 3a3Bu4ait € [3J1 3 KOHCTUTYIIOHATTbHUMHU
CUMIITOMaMH, BKJIIOUAIOYM JIMXOMAaHKy Ta BTpAaTy Bard, HEEpO3WBHUN apTpUT,
(denomen PeliHO Ta 3MiHM WIKIpH, BIAOMI SIK «pyku MexaHika» [34-37]. CymyTHs
MOsIBA €PUTEMATO3HOTO BUCHITY MOYKE MPU3BECTH IO MIOMUIKOBOTO JiarHo3y M y
O0aratbox Mmaimi€eHTiB. ASS BaXJIMBO pO3MI3HATH Y€pe3 BUCOKY MommpeHicTh [3J1
(50-60%), siKy qy*e Ba)KKO JIIKyBaTH.

IMNM ctanoBuTth 10 20% ycix ayTOIMyHHUX MIOMATIH 1 MOKE MPOSIBIISTUCS
rocTporo0 abo OUIBII MPUXOBAHOK CHAOKICTIO MPOKCUMAIILHUX M S31B BEPXHIX 1
HUKHIX KIHIIBOK, sIKa MPOTPECYE 3 YACOM, a TAKOXK CIAOKICTIO M 5131B 00nyuys [38—
40]. IMNM acomiro€eThCcsl 3 AHTUTUIAMH TPOTH 3-TiAPOKCH-3-METHITITyTapu-
koeH3uM A penykrazu (HMGCR) 1 npoTu yacTUHOK po3ii3HaBaHHs curHainy (SRP),
1, AMOBIPHO, € 1HIII1, SIK1 I11€ HAJIEKUTh BIAKpUTH. [ loBIIOMIISIIIOCS, IO YACTOTA aHTH-
HMGCR antutin y IMNM konuBaetbest Bin 22 mo 61% [41, 42]. AHtuTina 1o
HMGCR 6ynu BusiBieni y 60% namienti 13 IMNM, siki orpumyBanu ctatiuau [39].
Baxmuso BigpizasaTu antu-HMGCR mionaTiro Bif OUIBII MOMIMPEHOI TOKCHYHOL
MIOIIaTii, MOB’S3aH0i 13 3aCTOCYBaHHAM CTaTHHIB. OCTaHHS MOKPAIYETHCS MICIIS
OpUNUHEHHS TpuiloMy cTtaTuny, ToAl ik anTu-HMGCR wmionatist A1 moKpaieHHs
cTany notpe0ye imyHorepanii (o0roBoproerbcs Huxkde). AHTU-HMGCR anTutina
TAaKOX OYJIM 3apeecTpoBaHl y JITEH 1 JOPOCHMX, SKI HE OTPUMYBAIM TEparmiio
CTaTUHAMU Ta 3 HasgsBHUM pakoM [43]. Cnin 3a3Hauuty, mo IMNM, 30kpema aHTH-



HMGCR wmionatisi, MOke MpPOSIBISATHCS y AITEH 1 IMITYBaTH CIAJKOBY KIHIIIBKO-
MOSICHY M’sI30BY AUCTpodito. ToMy BaKJIMBO OIHUTH HAsBHICTb AHTUTLI 0
HMGCR vy gite#t 1 Jopociux 13 Mi03poI0 Ha CMAIKOBY KIHI[IBKO-TIOSICHY M’ S30BY
aucTpodiro, y AKUX HE BUABICHO MyTallii, ockiabku IMNM migaeTbes TiKyBaHHIO
[42, 44]. Xoua 61bmricTh anTU-HMGCR Mionatiii MaroTh T1CTOMATOJIOTTYHI O3HAKH
IMNM, iHOAl BUHUKAE CHAOMI3laJbHE 3amlajieHHs, M0 CBiqYuTh mpo I[IM.
[oBigommsinocs, mo antutiia 10 SRP cnocrepiraioreest y 16% narientis 3 IMNM
[41] 1 moB’sA3aH1 3 BXXKHUM 1 arpECHBHUM 3aXBOPIOBAHHSM, SIKE MOXKE OyTH Ba’KKO
aJIeKBaTHO KOHTpostoBatu [41, 45, 46]. Autu-SRP miomnaTis yacTiiie 3ycTpidaeTbes
y KiHOK [47]. JIesiki JOCTIKeHHS IMOKa3aJid, 1110 Y MOJIOAMX MAIll€HTIB 3 aHTUTLJIAMU
npotu SRP Moke OyTH NiABUIIIEHUI pU3UK CePLIEBUX yCKIaaHEeHb [48]. AHTH-SRP
MIOIIaTisl, SIK MPaBUIJIO, ACOIIIETHCS 3 OUIBII BHPAXKEHOIO CIAOKICTIO Ta BHUIIUM
PU3HUKOM ypa)keHHs JiereH1B a0o nucdarii nopiBusHo 3 anTu-HMGCR miomnariero
[40, 49]. Takox MOke BUHUKATH CJIA0KICTh aKCiadbHHX M’SI3iB, HAIPUKIIAJ, IO
MPOSIBIIAETHCS NMAIHHIM (3BUCaHHAM) rosioBu [47, 50].

IMMN Tako)X MOX€ CHOCTEpIraTUCS MpPU 3aXBOPIOBAHHAX CIOJYYHOI
TKAaHUHW  (HAmpUKJIaJd, 3MilIaHe 3aXBOPIOBAHHS  CIOJIYYHOI TKaHUHU Ta
CKJIEpOJIepMis) 1 SIK MMapaHeoIUIaCTUYHI YCKIaAHEHHS (HailuacTiiie pak JereHiB abo
IUTYHKOBO-KUIIKOB1 aJIeHOKaPIIMHOMHM ) 400 MOXe OyTH 17[I0NaTUYHUM, 1110 BUHUKAE
3a B1JICYTHOCTI cliei()i9HOTO M103UTY a00 M103UT-aCOIIHOBAHUX AaHTUTLII 200 paKy
[50, 51]. OOcTexeHHs HAa HASIBHICTD 3JI0SIKICHUX HOBOYTBOPEHBb HEOOX1AHE TS BCIX
mariedTiB, moxiono go JM 1 IIM. Cmig 3a3HaunTH, 10 HEIIOAABHI METOIU
iMyHOTepamii paky, a came IiHTiIOiTOpH TporpamoBaHoi cmepti-1 (PD-1)
(meMOposizymad 1 HiBoiyMa0), TakoX OyJiM IMOB’si3aHi 3 YHUCICHHUMH HEPBOBO-
M’ SI30BUMH YCKJIaAHCHHSIMH, BKJIFOYAIOYH BAXKKY HEKPOTHU3YIOUY
IMYHOOITOCEPEIKOBaHY M10TIATiI0, SIKY BaXKKO JIIKyBaTH, HE3BAXKAIOUM HA arPECUBHY
imyHoTepariro [52-55].

IBM, Haitnommpenima wionartiss B oci0 crapme 50 pokiB, YacTimie
3yCTPI4A€ThCS y YOJIOBIKIB, HIK Y JKIHOK. SIK IpaBUJIO, MPOSIBISETHCS B 0CI0 BIKOM
40 pokiB 1 cTapuie 3 MOBUIBHHUM IOYAaTKOM HPOrpecyrouoi, aCMMETPUYHOI,
MPOKCUMAJIbHOI Ta JUCTajdbHOI aTpodii Ta caabKOCTI 31 CXWIBHICTIO [0
MIOITKO/KEHHS YOTHPHUIOJIOBOTO M’Si3a CTErHa, 3TMHAYIB 3aIl’SICTSA, NaJbIIB 1
TUIBHUX 3TUHA4iB cromu (puc. 1) [56]. 3a omiakamu, Bix 35 mo 50% mnarieHTiB
BIIPOJIOBXK 14 pokiB moTpeOyBaTUMYyTh I1HBaNigHUN BI3oK [56, 57]. Hucdaris
3yCTpiuaeTbes npuHaMH1 y 60% maiieHTiB 1 MOKe OyTH OCHOBHOIO CKaproro, sika
3a 7 pOKIB Iepeaye BUHUKHEHHIO Cl1a0KOCTI B KiHIIBKax [58, 59]. 'enepainizoBana
CEHCOpHa moJiiHeHponaris Big3HavyaeTbess y 20% mnamientiB [60]. IBM Takox
aCOLIOETHCA 3 CapKOil030M, a TaKOX 3 BIPYCHUMHU 1H(EKIISIMU, BKIIOYAIOYU
renatut C T1a BIJI [61-64]. Bimomo, mo IBM He moB’si3aHa 3 JereHeBUMU



YCKJIaJHEHHSIMU, CEPLIEBUMH MpPOSBaMH a00 MiJBUIEHUM PU3HKOM CHCTEMHHUX
3MOSIKICHUX HOBOYTBOPEHb, MOKJIMBO, 32 BUHSATKOM TPaHYJIOLUTAPHOTO JEUKO3Y

(nuB. HIKYE) [65].

Man. 1. Xapaxmepuuii posnodin cirabkocmi ma ampoghii npu miozumi 3
BHYMPIUHbOKTIMUHHUMU 8KTIOUeHHAMU. (a) Ampogis uomupboxeono8o2o m a3y (b)
Acumempuuna ampoghis m’a3i6-32uHauqie nepeoniivus 3 ACUMempUYHOI C1aOKICmI0
2nUOOKUX 32UHAYI8 Nanbyi (BKIIOYAIOUU O062ULL 32UHAY BEIUKO20 NATbYs) >
NOBEPXHEBUX 32UHAYI8 NANbYi8 (NAYiEHMA NONPOCUNIU CIMUCHYMU NALbYl 6 KYIaK
BKIIIOYAIOYU BENIUKI NANbYIL)

JliarHocTuuHi J0CTiIKeHHSI
JlaGopaTopHi NOKa3HNUKHU, BKJIIOYAIOYN AHTUTLIA PU Mio3UTaX

AxTuBHICTh cupoBaTtkoBoi kpeatuHkiHazu (KK) migBumiena mpubnvsHo y
70% marmientiB 13 M [16, 66]. Tlpubnauzno B 10% BumagkiB y MaIli€HTIB 3
HopMmasbHuM KK BigMiuaeThes MiIBUIIICHHS PIBHSI aJIbJI0NIa31 B cupoBariii [67, 68].
KK 3aBxau miasuiena npu [IM, mio3uri, acoriiioBanomy 3 ASS ta IMNM. V IBM
CHUPOBATKOBl KPEATUHIHW € HOPMaJIbHUMHU a0o0 JIMIIE TOMIPHO IIiJIBUIIICHUMHU,
3a3Bu4ail MeHme HiK y 10 pa3iB Bullle BEepXHbOI MexXi HOpMmH. [IpumiTHO, 110



cupoBatkoBa KK He Kopeintoe 3 TSKKICTIO KJIIHIYHOI CIa0KOCTI MPU OyIb-SIKOMY 3
MIO3HTIB.

AHTHUTINIA 10 MIO3UTY BKJIIOYAIOTh K Mio3uT-cnenudiuni antutina (MCA),
Tak 1 Mio3ut-acomiioBani antutiia (MAA). MCA B OCHOBHOMY HpPHUCYTHI
BUKJIIOUHO TIPH HAsSBHOCTI ayTOIMYHHOI Miomatii, Toai sk MAA mnoB’s3aHi 3
MI03UTOM, ajie¢ TaKOX 3YCTPIYAIOTHCS MPH 1HIIUX ayTOIMyHHUX PEBMATOJOTIUHHUX
cTaHax (CMHIPOMH NEPEKPUTTS MIO3UTY).

Kopucnicte MCA mipu ayTOIMyHHHX MIOMATISIX CTa€ BCE OUIBII BU3HAHOIO,
BKJIIOYAIOYM 1) JM1arHOCTUKY Ta XapaKTepUCTHKY ayTOIMyHHHX Miomartii, 2)
KEepyBaHHS JI0JaTKOBUM OOCTEKEHHSIM 1 CKPUHIHTOM, 3) MPOTHO3YBAaHHS BiIOBIII
Ha JiKyBaHHs Ta 4) Bu3HaueHHS nporHosy (Tabmuis 1). MCA BkiItouae aHTUTLIA
ARS, anturina SRP Ta cnenudiyni antutina go JM (a came antu-Mi-2, antu-
MDAS, antu-TIF1-Y ta antu-NXP2). Cepen antutin 1o ARS antutina go Jo-1
(npotu rictunun-TPHK-cuHTETa31M) € HAallOLIBII MOMIMPEHUMH Ta TICHO MOB’sA3aHI 3
ASS, Bxirouatoun [3JI (66% martienTiB), aptpanrii (56%), muxomanky (27%),
dbenomen xBopobu Peiino (40%) ta “pykum wmexanika” (31%) [34]. Pimme
3ycTpivaroThes aHTuTLIa 10 ARS Bitouatots antu-PL-12 (antu-anaunin), antu-PL-
7 (antu-tpeonin), antu-EJ (anTu-rmiuun), antu-OJ (antu-izonennui), aHtu-KS
(anTH-acmaparinii), aHtu-Zo (aHtu-peHinananin), antu-Ha (abo anTtH-YRS,
antutuposwi), aHtu-SC (aHTU-TMi3Wi), aHTu-JS (aHTU-TIIyTaMiHLI), AaHTH-
tpunTodanin 1 aHTU-SAE (aHTH-mManuii yOIKBITHHONOAIOHMI MoaHdikaTop,
akTUBYIOUMi PpepmeHrt) [35].

JAM-cnenudiuni aHTUTLIAa BUSBIAIOTH Y 60—70% xBopux Ha JIM [69]. AnTH-
Mi-2 antuTtina BUsSBISIOTECA y 7-30% narienTiB 13 JIM 1, sk npaBuiio, MoB’si3aHi 3
rOCTPUM MOYATKOM KiacuyHoro JIM, ocoOauBO cepiio3HUMU MIKIPHUMU MTPOSIBAMU
HAa TIOYaTKOBOMY €Tall, XOpPOIIOK BIJMOBIIII0 Ha Tepamito, CHPUSTINBUM
IIPOTHO30M 1 3HM)KEHUM PU3UKOM 3JI0SKICHUX HOBOYTBOPEHB MOPIBHSHO 3 THITUMU
nauieatamu 3 JAM [70-73]. AxTuTina, cpsiMoBaHl NpoTH Ouka S5 audepeHtianii
Menanomu (MDA-5), 3yctpivyatorbesa npubnuzno y 15% namienTis 13 [AM [74, 75].
AntuTtina 7o MDA-5 3a3Buyail acoliOlOThCA 3 MIHIMAJIBHUM YPaKEHHSAM M’ sI31B
(amionmatuuHuii a6o rinomionatuyHuii JIM), Ba)KKOHO BacKyJOMaTI€l), 4acTo 3
BHpa3KaMu TaIbBINB 1 MBUIKO Tiporpecytouoto [3J1 [74—77]. AaTHTNA, CLIpsSIMOBaHI1
MPOTHU TPAHCKPHUIIIIHHOTO TpoMiKHOTO (hakTopa 1-Y (TIFI-Y'), Takox BigoMi sIK
antuTina npotu pl55/140, maroth nommupenicts Bia 14 10 31% npu IM Tta giTko
nepeadavyaroTb  PU3MK  3JOSKICHUX  HOBOYTBOPEHb, JAeMOHCTpyrouun  89%
crietudigyHocTi Ta 78% YYTIMBOCTI Il IarHOCTUKW OHKOJIOTI 3 MO3UTUBHOIO
MPOTHOCTUYHOIO I[IHHICTIO 58% 1 HEraTUBHOIO MPOTHOCTUYHOO IIHHICTIO 95% [ 78—
80]. Kpim Toro, mi aHTUTUIa MOB’A3aHI 3 OCOOJMBO CEPHO3HMMHU ILIKIPHUMHU
MposiBAaMH, BKJIIOYAIOUM TIMEPKEPATO3HI TamyJdd Ha JOJOHSAX, YypaKEHHs



MICOPIATUYHOTO THUITYy Ta TIMOMITMEHTOBAHI Ta TEJICAHTICKTaTUYHI MIJITHKU MIKIpU
[81]. AnTuTina nmpotu Oinka sigepHoi matpuil 2 (NXP-2), mie ogHe aHTUTLI0 TPOTH
p140, Takox Bigome sik anti-MJ, BusiBisitoTbest ipudsm3Ho y 30% mnartienTis 13 M
1 TIOB’s13aH1 3 OUIBIII MOJIOJIMM BIKOM IIOYATKYy, BUPAKEHOIO M’S30BOIO CJIA0KICTIO,
MIIIIKIPHAM KaJbIIMHO30M, TapHOIO BIJAMOBIJIIO HA JIIKYBaHHS Ta IiJIBUIICHUM
PUBHUKOM 3JIOSIKICHUX HOBOYTBOpeHb [82-86]. Antutina go SRP 1 HMGCR
00rOBOPIOIOTHCS BHILIE.

MAA Bxiroyaroth aHTH-Ro, antu-La, antu-Sm, antu-PM-Scl abo antn-U1-
pubonykieonpotein (RNP). Sk 3a3naganocs Bumie, mossa MAA y marmieHTa 3
M103UTOM CBITYUTH PO CUHAPOM MEPEKPUTTS MIO3UTY.

AHTHUTINIA, HaLJICHI Ha [HTO30JIbHY S'-Hykimeorugasy 1A (cN-1A),
BUSBJISIIOTH MpuOan3Ho y 70% oci6 3 IBM; MmoxxyTh nonomortH Bipizaut IBM Bin
IHIIMX ayTOoIMyHHHUX Mionatii. [{e anturinio mae aytiusicts 70% 1 crienudiuHiCTh
92% nnsa miaroctuku IBM [87, 88]. Ommak antutima 10 cN-1A Takox
BUSIBIISIIOTBCA Y 20% maiieHTiB 13 cuHapomoM lllerpena ta cucTeMHUM 4€pBOHUM
BOBYAKOM 3a BIJICYTHOCTI MIOMAaTIi, a TaKOX y namieHTiB 13 [IM a6o [IM, a Takox y
310poBUX J100poBoJbiiB [89, 90]. IcHye Takox 3B’s30k Mk IBM Ta meBHUMU
ayTOIMyHHUMHU 3aXBOPIOBaHHSAMHM, BKitodaroun cuuapoMm lllerpena, capkoino3 Ta
nmimorposnidepaTuBHI 3aXBOPIOBaHHS (XpOHIUHUMN JiMboneiko3/miMmpornuTos) [63,
65], a Takox MeHII crienrupIYHUMU ayTOIMyHHUMHU aHTUTIIAMH, BKJIFOUAIOYH aHTH-
Ro, anTu-La, aHTHHYKJI€apH1 aHTUTL1a, AHTUPEBMATOITHUI (hakTOp, aHTU-Smith Ta
anTu-RNP, Takox nosigomisuiocs y 20% namienTis 3 IBM [60, 91, 92].

VY HelogaBHHOMY JIOCTIKEHHI, MPUCBIYEHOMY 3B’s3ky MDK [BM Ta
niMdoJieitko3oM/mimMpoIUTO30M, OYJI0 BUSIBIICHO, 1110 Maiixe 60% mnamieHTis 13 IBM
MarTh aHOMAaJbHI KJIOHAJIBHI MOMYJAIIl BETUKUX 3epHUCTUX T-miM@oumTiB, 1110
BIJIMOBIAIOTh  KpUTEpisiM  T-KIITUHHOTO  BEJTMKO3EPHUCTOTO  JiM(OIEHKO3Y,
nopiBHsHO 3 14% marienTiB BianosigHoro Biky 3 JIM, IIM a6o IMNM ta 0%
KOHTPOJIBHOT TPyHHU BIAMOBIIHOTO BIKY [65]. 3HM)KEHE CHIBBIAHOIICHHS KJIITHH
CD4+ no CD8+, miiBuIlIeHa KITBKICT Ieprudepruunux kmtud CD8+ ta nimdonuTis
y KpOBl1 3Ha4HO KOPEJIOBAIM 3 EKCIPECIEI0 BEIMKUX 3EPHUCTUX JIM(OLHUTIB,
BUSBJICHHX 3a JIONIOMOT0I0 MPOTOYHOI IIUTOMETpIi. ['icTomaromnoriss M’s31B BUsIBUJIA
BEJIUKY 3€PHUCTY JIIMOIIMTApHY 1HBA3110 M s31B y BCiX XBopux Ha IBM, npu oMy
cTymiab iHBa3li kaiTHH CD8+ mpu M’s30Biil O10MCIT IPSAMO KOPEIIOE 3 PO3MIPOM
MOMYJISALI] BETUKUX 3epHUCTUX JIM(ponuTiB epudepudaHoi Kposi. byno BusiBieHo,
10 KJIITUHH SIKI TPOHUKAIOTh B MIOIIUTH, €KCIIPeCYOTh MoJiekyiry CD57 - mapkep
T-xmiTuH arpecuBHOCTI. Lle qocmigkeHHs mokas3ano, o ayToiMyHHa ekcnaHcis T-
kIiTiH 'y IBM MoOXe pO3BHMHYTHCS B HEOIUIACTUUHMUMA pO37ad, a TAKOXK MOXKE
MNOSICHUTH CTIMKICTh LILOTO PO3JIaly JO CTaHAAPTHOI IMYHHOI Teparii (JIIKyBaHHS
I[BM 00roBOprOETHCS HIKYE).



British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy

(VD) Yu xopucnuii ananiz aymoanmumin y aroei 3 I3M?

[TamieHTiB ciij nepeBipUTH HA ayToaHTUTLIA 0 Mio3uTy (1, B, 100%).

CrenugiyHi A0 MIO3UTY aHTHUTIIA Ta ayTOAHTHUTLIA, OB’ SI3aH1 3 MiIO3UTOM,
MOKYTh MOJIETIIMTH A1arHOCTUKY, BUBHAYUTH (DEHOTHI 3aXBOPIOBAHHS Ta MPOTHO3,
a TaKkoXX MOXYTh JomoMortu mimiOpatu mikyBanHs [34, 35]. IuTepmperariito
PE3yNbTaTIB IMYHOOJIOTY CJIiJT MPOBOJAWTH B KOHTEKCTI 3arajibHOT KJIIHIYHOT KApTUHU
narieHTa. TUTpU ayTOAHTUTUI HE CJiJi BHKOPUCTOBYBATH JUIS MOHITOPUHTY
aKTUBHOCTI 3aXBOPIOBAHHSI.

Autoimmune Myopathies: Updates on Evaluation and Treatment Emer R.
McGrath & Christopher T. Doughty & Anthony A. Amato The American Society
for Experimental NeuroTherapeutics, Inc. 2018

Enexrpodiziosioriuni o3Hakmn

XapakTepHi eJaeKTpo(i310J0TiyHl 3HAXIJKK Y TMAaII€HTIB 13 3amajibHOI0
MIOIATIEI0 BKJIIOYAOTH: 1) MiABUIIEHHS CIOHTAHHOI aKTUBHOCTI, MIPO 110 CBIIYATh
noteHuiam (GiOpuALili Ta MO3UTHUBHI TOCTpPl XBWIl; 2) HU3BKOAMILTITY/IHI,
KOpPOTKOYAaCHI, moJida3Hi TMOTEHIIad Jii PYyXOBOi OJAMHUIN; 3) 3HUKEHE
pEeKpyTyBaHHS (MIOMATUYHUN THUII PEKPYTYyBaHHS PYXOBHX OJWHHUIL). [Ipu
XpPOHIYHOMY  3aXBOPIOBaHHI  MOXYTh  CIOCTEpITaTUCS  BUCOKOAMILIITY/IHI,
JIOBTOTPUBAJI MOTEHINAIM PYXOBUX OJMHHIIb, SKIIO € PO3IICIIJICHHS BOJOKOH 3
pereHepaili€ro, a TaKo 3MEHIIEHHS 3/IaTHOCTI M 531B aKTUBYBATH IIBUJIKI MOTOPHI
OJIMHHUIII, SIKIIO € TOMITHa aTrpodis M’S30BUX BOJIOKOH, SKa MOXE€ IMITyBaTH
HeliporeHHui mnporiec. [lpubnau3Ho B onHi€l TpeTuHH TalieHTiB 3 [BM
CIIOCTEPITa€eThCS 3MILIAHA KapTHHA BUCOKHX, 301IbIIEHOT TPUBAJIOCTI, MOMI(pa3ZHUX
MOTOPHUX OJIMHUIIb, & TAKOXK MaJOi aMILIITYAN, KOPOTKOI TPUBAJIOCTI, MOMia3HUX
MOTOPHUX OJIMHUIIb 13 PaHHIM PEKPYTYBaHHSAM, IO MOXE MPHU3BECTH JI0
MMOMUJIKOBOT JIarHOCTUKH 3aXBOPIOBAaHHS pPyXoBUX HewpoHiB [60, 93, 94]. Kpim
TOTO, JOCTIIPKCHHS] HEPBOBOI MPOBITHOCTI MOXYTh IMPOJEMOHCTPYBATH O3HAKH
JIETKO1 aKCOHaIBHOT ceHCcopHO1 Helpomnatii 70 20% mnamienTis 3 IBM [60].

Bizyaaizauisa m’s3iB



MarnitHo-pe3onancaa Tomorpadist (MPT) ckeneTHux mM’s131B MOKE BUSIBUTH
03HaKH HAOpsAKY (aKTUBHE 3alaJICHHS ), SIKI HAWKpAIe OIIHUTH Ha TOCIiOBHOCTSIX
Bi3yanmizailii BigHOBIeHHA 1HBepcii Tay (STIR). Opnak 1i O3HaKM YacTo €
HecrenupIYHUMU JIJIS 3aMaJIbHUX MIOIATIH, a TAKOK MOXKYTh CIIOCTEPIraTUcCs Mpu
TOKCHYHHMX MIOIATISIX, PabaoMiofizi, M S30BUX AUCTPOPIAX 1 1HOII MPHU TOCTPUX
HEHWPOTEHHUX 3aXBOPIOBaHHAX [95, 96]. B omHomMy nociimkenHi B 10 3 17 nmaiieHTiB
i3 BcraHoBneHuM IBM na MPT Oyma BimMiueHa ocoOimBa kKapTtuHa (iGpo3HO-
KUPOBOI 1HOIBTpalii Ta arpodii MHPOKOTO MTPOMIKHOTO Ta IMIUPOKOTO
MEJIIaTbHOTO M’SI31B Yy BHTJSAI TPATIEHTY BiJl AWCTAIBHOI JO MPOKCHMAIBHOI
YaCTUHM (3 BIJHOCHHUM 3MEHIICHHSM JI0 NpOoKcHMasibHOro KiHIpl) [97]. Kpim
KIiHIYHOrO obOcTexxkeHHss, MPT Takox Moxke OyTH KOPHCHOIO JJii BHU3HAYCHHS
ONTHUMAaJILHOIO M’s13a 1 O1orcii [98, 99].

Bioncia m’s13a

VY BCIX Dami€eHTIB 3 ayTOIMYHHOIO MIONATIEI [Jis1 JIIAaTHOCTHKU  CIILJ
pO3IIIIaTh M’ S130BY O10MCII0. Y MAIIEHTIB 13 XapaKTEePHUMHU KIITHIYHUMHU O3HAKAMHU
JIM 117151 BCTAaHOBJICHHSI JIIarHO3y MOKe OyTH JJOCTaTHBO O101ICIi MIKIpH. Y TAI[I€HTIB
3 MCA Ta xapaktepHuMH KIiHIYHUMEU 03HakaMu JIM a6o ASS 6ioricist M s131B MOke
He 3HanoouTucs. [loniOnum unnom nipu IBM HasBHICTH aHTUTLI TipoTH cN-1A €
OyXe crneuu(iuHor s 3aXBOPIOBAHHS, OCOOJIMBO 3a HAsIBHOCTI XapaKTEPHHUX
KJIIIHIYHUX O3HAK, TOMY JOCBIJTUEHUN KIIHILUCT MOXE BIIMOBUTHCS Bij OlomCii
M’SI31B Y TAKUX BHITAIKAX.

Bubip ontumansHOro M’siza ais OIONCIi TPYHTYEThCA HA KITHIYHOMY
oOcrexeHHl. B 1neani M’s3 Mae OyTH MOMIPHO clIa0KUM (4 CTYIIHb 3a IIKAJIOIO
Medical Research Council). Tyxe cnabki M’s13u uepe3 0OMekKeHyY TiarHOCTHYHY
e(eKTUBHICTh O10MCIT MOXKYTh MOKa3aTH HecnenudiyHi KiHleBl (10po3HO-KUPOBI
sminu. EMIT a6o MPT MoxyTe OyTH 0COOJMBO KOPUCHUMHU [JIi BHOOPY
ONTUMAJIBHOTO MiCIIs JiJIsi O10TICii M S31B y BUMA/AKaX, KOJU y TAIIIEHTIB € CJIa0Ki
M’SI31.

I'icronmaToJioris

[TaTOrHOMOHIYHOIO TICTONOrIYHOIO O3Hakow JM e mnepudacuukynspHa
atpodisa. OmgHak 1€, SIK TpaBWIIO, crocTtepiraerbcs juiie B 50% BUMAAKIB Y
JOPOCIIMX, OCKUIBKK BOHO YacCTO BIICYTHE Y THX, XTO MaB O1OTICIIO HA paHHIN cTali
3aXBOPIOBaHHS. BUSBISIETHCS TEPUBACKYISIPHUN 1 TEepUMI3iaIbHUN 3amaibHUAM
1H(MUIBTPAT, 0 CKIAAAEThCS 3 MakpodariB, ACHAPUTHUX KIITUH, B-mimdoruTis,
CD4+ T-nmimdorutie. bimpnricte CD4+ KITHH € TIa3MaTHIHUMA — ICHAPUTHUMUA
KJIITUHAMHA 3 HAJUIMIIKOBOIO eKcIpecieto iHTepdepoHa-1, sKuii BBaKAE€THCS
TOKCUYHUM ISl TIepuEepUUHUX M’S30BUX BOJIOKOH 1 cycimHix kanuisipiB [100].



ImyHoricroximMiuHe QapOyBaHHS BHSBISIE€ EKCIPECII0 AaHTUTEHY T'OJOBHOTO
KoMIutekcy rictocymicHocti-1 (MHC-1) Ta inTepdepon-anbda/beTa-iHIyKOBAaHOTO
O1IKy pEe3UCTEHTHOCTI MIKCOBIpycy A (MXA), eKCIpecoBaHOTO Ha M’ S30BHUX
BOJIOKHAxX, 0cob0yuBo B mepudaciukymsapaux oomactsax [100]. OgHe HemogaBHE
JOCIIJKEHHS 1OKa3ajo, 10 CapKoIla3MaThuyHa ekcrpecis MXA mae 4yTiIuBICTb
71% 1 cneuudiunictb 98% s miarHocTukud JIM, TOOTO € OUIBIN YYTIUBUM
MapKepoM TOpiBHSHO 3 mnepudepudHoro atpodiecro ado BimkmaneHHsM MAC Ha
Kanusipax (uyrinuBicte 47% 1 cneuudiuHicts 98%, uytnuBicte 35% 1
cnernudiunicte 93% Binnmosiguo) [101]. Ha Bigminy Big IIM Ta IBM, npu M
3a3BUYail HE CIOCTEPIra€ThCsl 1HBA3li HEKPOTUUYHMX M S30BUX BOJIOKOH. [lpu
€JIEKTPOHHIM MIKPOCKOINI B EHJOTEIiaJbHUX KIITHHAX MOXKHA TMO00auynuTH
TyOyJIOPETUKYIISIPHI BKITIOUEHHS.

[IM, sk mnpaBWiIo, XapaKTEPU3IYEThCS TICTOJOTIYHOIO BapiaOeIbHICTIO
pO3MIpiB 1 POPMHU BOJIOKOH, 3MIIIAHUMHU JUISTHKAMU HEKPOTHYHUX 1 pEereHEePYIOUHnX
M’S30BUX BOJIOKOH, a TAKOXX €HJIOMI31aJIbHUM 1 IEPUBACKYJISIPHUM 3alajeHHSIM, 110
CKJIaZa€eThcsi B OCHOBHOMY 3 CD8+ T-kmiTuH 1 Makpo@aris, Kl OTOYYIOTh 1 1HOJI
IPOHUKAIOTh B HEHEKPOTUYHI M’S30B1 BOJIOKHA 1 €KCIPECYIOTh OCHOBHHUM aHTUTEH
MHC-1 [ 102, 103].

IIpu ASS-acorifioBaHOMy MIiO3UTI THIIOBI TiCTONATOJOTIYHI 3HAX1JIKH
BKJIFOUAIOTh BIJKJIQJICHHS TUTA3MAaTHYHHUX JSHIPUTHUX KIITHH 1 MakpodariB y
NepuMi3ialibHIN 1 IEepUBACKYJIAPHINA 0o0nacTsX, BiakiaaaeHHss MAC Ha kanuispax, a
TaKOX O3HAKM (pparMeHTalli Ta NOIIKOKEHHS epUMI31aIbHOI CIIOJIYYHOI TKAaHUHU
3 MO3UTUBHUM (apOyBaHHAM Ha nyxHY (ocharazy [104]. [lomiono o M,
criocTepiraeThes nepudaciukyasipHa aTpodis, xoua nopiBHIHO 3 [IM BiamidaeThCs
TEHJICHITISL 10 OUTBIIOTO MepudacuKyISIpPHOTO HEKPO3y MIOLMUTIB 1 BiJIKJIAJICHHS
MHC-1 1 MAC. Ilosigomisiiocst ipo ekcnpecito antureny HLA-DR B MioBos0KHaX
y moHan 80% marieHTiB 3 ASS-aconifioBaHUM MIO3UTOM TOpPIBHSHO 3 24%
nauieHTis 13 JIM, npuyomy nepudepuyHa eKcrpecis CrocTepiraiacs BUKIIOYHO
npu ASS-MiO3MTI, IO CBIAYUTH MpO poJib BUsBIeHHS aHTUreHy HLA-DR y
mudepenmianii uux aiaruosis [105].

IMNM, sk npaBuiIo, TICTOJOTIYHO XapaKTEPU3YETHCS HASIBHICTIO PO3CITHUX
HEKPOTUYHHUX M’SI30BUX BOJIOKOH, SIKI MiAIOTHCS Mi0(aromuTosy, i HE3HAYHOTO
3amaJieHHs], JJOKaI130BaHOTO Ha HEKPOTUYHUX BoJiokHax [106]. [IpoTe mpubauzno y
20% marieHTiB 13 MIO3UTOM, acoIliiOBaHUM 3 aHTU-SRP-anTHTiIaMHu, Mo)KHA
no0aunTu noMiTHui TimboruTapuuii induteTpat [47]. Kpim Toro, y 30% naiieHTiB
3 antu-HMGCR wmionaTieto MOXKHa croocTepiraTd MOMITHI JIIM(OLMTAapHI
BIIKJIaJCHHS 3 po3cisstHuMH eHaomizianbHuMu CD4+ ta CD8+ wximitunamu y 50%
nanieHTiB [38, 106, 107]. MoxHa crioctepiratu audy3ny excrpecito MAC 1 MHC-
1 Ha capkojemMi HEHEKPOTUYHUX M SI30BHX BOJIOKOH (YACTIIIE€ CIOCTEPITAETHCS Y



namieHTiB 3 antutiiamMu npotd HMGCR mnopiBHSIHO 3 mami€eHTaMH 3 aHTUTLIaMU
npotu SRP) i Biaxnagenas MAC Ha manux kpoBoHOCHUX cyauHax [40, 46]. Takox
BIJI3HAYEHO TOTOBIICHHS Oa3albHUX MeMOpaH KamuspiB (TpyOuaTocTOBOYpOBHX
kanuapi) [108]. Anenrs DRBI1 11:01 mroachKoro JIeHKOLMTApPHOTO AHTUTCHY
(HLA) MHC xnacy II € cunbHUM IMyHOT€HETUYHUM (PAKTOPOM PHU3UKY PO3BUTKY
ayroantutin npotdu HMGCR, Toai sk HLA B 5001 1 HLA DQAT1 0104, nos’s3aH1
3 MABUIIEHUM PU3UKOM PO3BHUTKY ayToaHTHTLI mpotu SRP [109-111] .

Iicronoriuno IBM xapaktepu3yeTbcsi €HAOMI3IaJbHUM 3aMaJICHHSM, IO
ckianaerscs 3 CD8+ T-xmituH 1 Mmakpodaris, sKi IPOHUKAIOTh Y HEHEKPOTHU30BaH1
M’s130B1 BOJIOKHA, 1110 eKcripecyroTh antureH MHC-1, moai6Ho 110 Toro, sik mpu [1TM.
Te, mo nomomarae BiapizHuTd IBM Bim [IM, - 1e HasgBHICTH, Bakyojied 3
OKaHTOBKOIO Ta IIUTOIUIa3MaTUYHUX BKJIIOYEHb Y M SI30BUX BOJIOKHAX; OJIHAK BOHU
He BUABIAIOTECA y 20-30% mipu Oyab-sikux M’ si30Bux Oioncisx IBM. Takox mosxHa
CIOCTEPIraT! MITOXOH IpIaJbHY MATOJIOTIIO0, MPO SIKY CBIAYNTH 301IbIIE€HA KUIBKICT
HEpIBHUX YepBOHMX BOJOKOH 1 COX-HEraTUBHUX M S30BHX BOJIOKOH, TOPIBHSIHO 3
nauieatamMu 3 JIM, IIM abo KOHTpOJIbHOIO TPYMHOIO BIAMNOBIAHOIO BIKY, a TaKOXK
HEBEJUKI BIJIKJIAJICHHS aMUIOily B piJIKicCHUX Bumajakax (< 1%) M’s30BUX BOJIOKOH
3a A01moMororo (apOyBaHHS KOHTO 4YepBOHHUM. IMyHoricToxiMiune ¢hapOyBaHHs Ha
Tar IHK-3B’s13ytounii 0i0k-43 (TDP-43) € nmyxxe cnenmdiuaum st IBM, Toxi sk
dapOyBanHs Ha p62 (IO JAEMOHCTPYE IMMUTOIUIA3MATH4YHI arperatu) € Jyxe
gyTauBuM i IBM [112]; p62 3a3Buuaii yacTilie BUKOPUCTOBYETHCS B OLIBIIOCTI
MIONATOJIOTIYHUX Jiaboparopiil. Ilin 4Yac eneKTpOHHOI MIKPOCKOMIi 1HKOJH B
M’SI30BHX BOJIOKHAX MOKHA CIIOCTEPIraTh BHYTPIIIHBOSAEPHI Ta [IUTOIJIA3MaTHYHI
TyOynodiiameHTH, xoua ix BaxKko 3HauTu [60].

British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy

(VII) Ak cnio npoeooumu CKpUHIHZ HA HAABHICH b OHKON02IYHOT namo102ii
y nauienmie 3 I3M?

1-cneyughiuno ons Oimeri. PyTUHHUM CKPUHIHT HA OHKOJIOT1YHY MaTOJIOTIIO HE
€ BunpaBganumM npu 13M 3 roBeHinbHuM noyatkoM (1, B, 100%).

2-cneyugiuno  0na Odopocaux. PU3MK paky cCIiJi BpaxOBYBaTH i BCIX
MaIi€HTIB, & CKPUHIHT OCOOJIUBO CIIiJ MPOBOAUTH ISl TUX, XTO Ma€ Taki (hakTopu
pusuky (1, B, 100%):
JITHIA BIK HA MOYATKY
YOJIOBIYA CTaTh

nucdaris
HEKpO3 LIKIpU



PE3UCTEHTHICTH 10 IMyHOCYIIPECUBHOI Tepamii
IIBUJIKUH ITOYATOK XBOPOOHU

no3uTuBHI ayroanTutiia 10 TIF1-ramma

MO3UTHBHI ayToaHTUTLIA 10 NXP2

HEraTUBHI Ha B1JIOMI M103UT-CIIeIM(IUHI ayTOAaHTUTLIIA

Icnye 38’5130k Mixk I3M y nopocnux 1 310siKicHICTIO. J{oka3u, 10 CTOCYIOThCS
e(eKTUBHOTO CKPHHIHTY paKy, oOMexeHi, ane BKazyloTh Ha kopucth KT rpynnoi
KIIITKH, YEePEBHOI TOPOXHWHU Ta Tasza I TAIll€EHTIB 13 TPYyNU PHU3HKY: 3
MO3UTUBHUM aHTUTPAHCKPUTIIIHHUM MpoMiKHUM QakTopoMm-lc (anTE-TIF1-C).
[Tyxnuuni mapkepu Ta IIET/KT-ckanyBanus 18F-FDG wmoxkHa po3risHyTH y
neskux mamienTiB. Ha Bigminy Big I3M y nopociux, I3M 3 moyatkom y 1OHAIIbKOMY
Billl HE MOB’S3aHUN 3 paKoM, a JiTepaTypa CKIAJA€ThCs JIUIIE 3 MOOJUHOKHUX
BUMAJKIB. PyTuHHUN CKpuHIHT paky npu [3M 3 OBEHIIBHUM IOYaTKOM HeE
PEKOMEHIYETHCSI, SIKII0 HEMAE TTiI03pH Ha pakK, M0 JIEKUTh B OCHOBI.

Autoimmune Myopathies: Updates on Evaluation and Treatment Emer R.
McGrath & Christopher T. Doughty & Anthony A. Amato The American Society
for Experimental NeuroTherapeutics, Inc. 2018

JIikyBaHHA

Merta niKyBaHHS MIO3UTY Ma€ MOJISITaTU B TOMY, OO MOBEPHYTH MHAILIEHTY
HOpMaJbHY CWIy 1 (DYHKIII Ta 3BECTH JI0 MIHIMyMY €KCTpaM'si30BE€ 3ay4eHHS,
YHUKaO4M N0OIYHUX e(EeKTIB JIKyBaHHA. [CHye KiJIbka paHIOMI30BaHUX IL1anedo-
KOHTPOJBOBAHUX  JOCHIJKEHb  MAIl€EHTIB 3  MIO3UTOM. KOKpaHIBCHKUU
cuctematuynuii ormsig 2012 poky, Hampukian, igeHTUdikyBaB jumie 10
PaHIOMI30BaHUX KOHTPOJBOBAHUX JOCIHIKCHb, SIKI OXOMWIM 258 mMaIli€HTIB,
NPUAATHUX JJIS BKJIIOYEHHS, JKOAHE 3 SIKUX HE MPOJEMOHCTPYBAJIO IMepeBaru
MepopayibHOI IMYHOCYNPECUBHOI Tepamii Japyroro psay Haja rmiamne6o [113].
BignoBigHo, pexkoMeHmaiii MIOJ0 JIKyBaHHS 3A€OUIBIIOTO TIPYHTYIOThCS Ha
HEBEJIMKUX HEKOHTPOJIHOBAHUX JOCIIKEHHIX, PETPOCTIEKTUBHHUX CEPIsIX BUTIAIKIB
Ta BUCHOBKaX €KCIICPTIB.

Imynotepanisi € ocHoBoto JikyBanHs JM, [IM, mio3ury, acoiiiioBaHoro 3
ASS, 1 IMNM, a mnamientn 3 IBM, HaBmaku, 3a3Buuaili He pearylTh Ha
imyHotepanito (Tabmuus 2). Iigxin no tepamii noaidbumii ans [IM, JIM, ASS Ta
IMNM: npuzHayatoTh KOPTUKOCTEPOIAU SK JIIKYBaHHS Mepioi JiHii. OCHOBHUM
BUHATKOM € aHTU-HMGCR-MionaTist, npu siKii mamieHTH MOXYTh BIANOBIIATH HA
moHotepanito BBII six Ha nikyBanHs nepiuoi JdiHii [ 114]. baratbom naiientam 6yae
MOTPiOHO JOJaBaHHS TMpernapaTy APYroro psiay i3-3a HEJOCTaTHHOTO e(EeKTy



KOPTUKOCTEpoiniB a0 3HauH1 mo0iuHI epexTr. [HOm1 maIienTiB, sIKi MAtOTh BITHOCHI
MPOTUIIOKA3aHHS /10 KOPTHKOCTEPOiNiB (HANPUKIAA, TMAIli€HTIB 13 TOTaHO
KOHTPOJIbOBAaHUM J1a0ETOM, OCTEONMOpPO30M), MOYKHA JIIKyBaTH TPaJUIIIHUM
nmpenapaToM JApyroro psay (mpo e #HaeTbes Hwkue). IlamieHtam, sKi He
BIJIMOBIAAIOTH Ha TEPAITito MEPIIOi Ta APYToi J1HIT, MOXKYTh 3HAAOOUTHCS MperapaTu
TPETbOTO psAy, 1HOMI 3 OJHOYACHUM BHUKOPUCTAHHSIM TPHOX IMpernapariB
(HampuKIaa, KOPTUKOCTEPOIAH, MEepopajbHUil cTepoino3depirarounii mpemnapar i
BBII" a6o putykcuma0).

Ininianisa repamii

Xova XKOJIHE PaHJIOMI30BaHE ILIANE00-KOHTPOJIbOBAHE JOCTIIPKCHHS HE

OIIHIOBAJIO €()EKTUBHICTh KOPTHUKOCTEPOIIIB y TAIlIEHTIB 3 MIO3UTOM, BOHHU
BBAXXAIOThCA €(PEeKTUBHUMM Mpenapatamu nepmoi il [8, 115, 116].
PekoMeH/I0BaHO TOYMHATH TEpalild y MAall€HTIB 3 I[IOJACHHO BHCOKOI 103U
npeanizony (Bix 0,7 no 1 mr/kr/no0y, makcumyM 10 60 Mr Ha 100y). [TamienTam 13
BUPAKXEHOIO M’SI30BOIO0  CIAOKICTIO (HAMPUKIIAZ, HEMOXXIUBICTH XOIUTH abo
nucdariero) abo MyJIBTHUCUCTEMHUM ypakeHHsM (Hanpukian, 13JI, miokapaur,
BUPQXEHUN  IIKIPHUA  BUCHUII)  MOXHA  TMPOBECTH  3—5-JIGHHUUA  KypcC
BHYTPINTHBOBEHHOTO BBEJACHHS MeETHINpeaHI30oHy (1 1/mo0y) n0 moyaTky
MEPOPaAIBLHOrO MPEIHI3OHY.
Komenmap poodouoi epynu: na momenm po3pooKu KiiHi4HOI HACMAHOBU NIKAPCbKULL
3acib 3a MIHCHAPOOHOIO HENnameHMmMOBAHOI HA36010 NPEeOHI30H 3apeccmpo8aHo 8
Vrpaini minoxu y popmi pekmanvuux cynozumopiis. B Yxpaini samicms npeoHizony
BUKOPUCMOBYEMBCS NPEOHIZOJIOH.

[cHyIOTh anbTEepHATHBHI CTpATErii AJis MAIIEHTIB 13 MIABUIICHUM PU3HKOM
PO3BUTKY MOOIYHMUX €(EeKTiB, CIPUUYUHEHUX CTEPOITaMH: HANPUKIIAJ, XBOPUX HA
IIYKPOBHII A1a0eT, 0cTeonopo3 (a00 mari€HTIB 13 MIBUILIEHUM PU3UKOM, HAPUKIIA],
KIHKH B IOCTMEHOIIay31), 0)KUPIHHS a00 HEPBOBO-IICUXIYHI po3naau. Mu BBaxaemMo
3a Kpalie BUKOPHCTOBYBAaTH BHCOKI 103U TIPEAHI30HY, ajieé TaKOX HETraiHo
pO3MoYaTi MPUIOM MpenapaTy APYroro psiay, o0 COPUSITH OUIbII IIBUAKOMY
3HIDKCHHIO DPIBHA mpenHi3oHy (auB. Hwkue). [lamientn 3 nerkum mepedirom
3aXBOPIOBAHHS Ta CIPUATINBUMH MTPOTHOCTHYHUMH (haKTOPaMU MOXKYTh HATOMICTh
PO3MOYMHATH JIIKYBaHHSI 3 HU3bKOI 103U MPEHI30HY, TOCTYIOBO 301IBIIYIOUYH 03y
JIOKU HE Oy7ie OUYEeBUIAHOI BIJMIOBIII.

OtpuMani J1aHi o0cepBalliitHUX JOCTIKEHb MATBEP/KYIOTh posib BBIT™ sik
MOHOTepanii nepioi JdiHii y mnauieHtiB 3 IMNM 1 npu npoTUNOKa3aHHSIX 10
crepoiniB. Onucana ojHa cepis BUMaAKIB 13 Tpbox naiieHTiB 13 IMNM, noB’s3aH010
3 €KCIIO3MIIIEI0 CTATUHIB 1 MOo3UTUBHUME aHTUTiIamMu 10 HMGCR, siki BIAMOBHIIHCS



BiJl cTepoiniB 1 oTpumyBanu jdikyBaHHs BBII' (2 r/kr Ha micslb) K MOHOTEpAIito
[114]. ITicas 2-3 muknie BBII' y aBox i3 TphOX JIKOBaHWX MAIIEHTIB KITIHIYHI
cumnromu IMNM He cnoctepirayiuch, OyJjia KOHCTaTOBaHA IIOBHA M’si30Ba CUJia
i yac OOCTEXKEHHs, a Yy TPEThOTO CTaH MOKpAIUBCS, aje BiJMivajiach TpUBaja
noMmipHa ciabkicte 3ruHadviB  crerHa. KK 3Hu3MBCS y BCiX  Talli€HTIB.
[ToBimomitsiocs, o me yoTupu namieHTd 3 IMNM (ayToaHTHTiia HEYTOYHEHI)
BinmoBin Ha BBII' sk MonoTepamiro nepmoi minii [8]. Jlia miaTBepKeHHS 1TUX
BHUCHOBKIB HEOOX1/H1 I01aTKOB1 MPOCIIEKTUBHI JTOCI1I>KEHHSI.

VY neskux BUMaaKax I aJeKBaTHOTO KOHTPOJIIO 3aXBOPIOBAHHS JOCTATHHO
MOHOTepanii npeaHizoHoM. [loyaTkoBy 03y MPEAHI30HY CIIiJ MIATPUMYBaTH 0€3
MOCTYIIOBOTO 3MEHILICHHS, JJOKU CHJIa HE HOpMaJli3yeTbes a0o nocsirHe miaro, a KK
HE MOBEPHETHCS 0 HOPMAJIBHOTO Jlala3oHy. 3a3BUYail 11e¢ BUMarae, moo MaiieHT
3aJIMIIAaBCS Ha BHCOKHMX J103aX MPEAHI30HY mpoTsiroMm 2-4 micsmiB. Konu cuia
HOpMaJi3yeTbcss ab0 AOCATHE IUIATO, MU 3a3BHYail 3MEHIIYEMO TOOOBY 03y
npeaHi3oHy Ha 10 mMr koxH1 4 TuxHI 10 20 MI/1€Hb, TOTIM Ha 5 M KOKH1 4 THXKHI
10 10 mr/oenp. Ko MOKIMBO, MICIA [BOTO MU 3MEHLIYEMO 1103y Ha 1-2,5 mr
KOXH1 4 TH>XHI. 3 HAIIIOTO JIOCBIY, O1IBIII MIBUKE 3HIKEHHS YaCTO MPU3BOIUTH J10
pPEUUANBY Ta HEMHUHYYOTO TIOBTOPHOTO 301IBIIICHHS JI03H.

3MiHUM B 1031 CTEpOIAiB MOBHHHI 3YMOBIIIOBAaTHCS HacamImepesl piBHEM
M’A30BO1 CWJIM MAIll€HTa I 4Yac KIIHIYHOIO OOCTEXE€HHA. BUIbLIICTH ITalli€HTIB
NOTpeOyBaTUMYTh MOCTIMHOT HEBEJIUKOI O3 MPEHI30HY ISl MIATPUMKH TPUBAJIOTO
KOHTPOJIIO: METa 1bOT0 MOJISITae B TOMY, 11100 3HAWTH HaliMeHIlly e(peKTUBHY J03Y,
dKa 3a0e3nevye aJleKBaTHUM KOHTpoJb 3axBoptoBaHHs. [linBumenns piBHsa KK y
CUpPOBATIIl KpOBI came Mo co0l HE BUMAara€ MOCUJICHHS JIIKYBaHHS, ajle MOXeE
CBITYUTH TMPO WMOBIPHICTH HAPOCTAHHS CJIAOKOCTI. Y TaKuX BHIMAJKaxX Haila
MpakTUKa TMOJsIra€ B TOMY, IIO0 THMYAacOBO MIATPUMYBAaTH CTaOUIbHY 03y
MPEHI30HY Ta YBAXKHO CIIOCTEPIraTH 3a IMAIlieHTOM IIOAO0 3MiH MPH OOCTEKEHHI.
[Tamientn 3 IMNM 3a3Buuail MaroTh ctiviko miaBunieHud KK. V omniit koropri,
HaBITh Cepe/l MAIIEHTIB, K1 IOCITIU MOBHOI M’ A30B0O1 CHJIM TT1]T 4ac JiKyBaHHs, 55%
npoaosxyBanu matu piBeHb KK Buie 500 MO/ [43]. ¥V naiieHTiB 13 TOCUJICHHSIM
c1a0KOCTI MiCJ MOYaTKOBOTO MOKPAIIEHHS MOHITOPUHT Mmoka3HukiB EMI™ moxe
Oyt kopucHUM Ha noxaTok no ominku auHamiku KK. Tlamientu 3 akTuBHUM
Mi03UTOM 3a3BUYail MaroTh miaBumieHHs KK 1 miaBumieHy akTMBHICTh MPY BBEICHHI
roj4acToro ejaeKkTpoAy abo CIOHTaHHY aKTHUBHICTh, OMITHY Ha roskoBiii EMI'.
[Taient 3 arpodiero BOJOKOH 2 THUIly, TOB’SI3aHOI0 13 3aCTOCYBaHHSIM
KOPTUKOCTEPOiJiB, MalOTh HOpPMallbHy a00 HaBITh 3HM)KEHY AaKTHUBHICTh IpHU
BBEJICHHI r0JIYacToro eynekTpoay Ha EMI'.

IIlo poOuTH KoM Tepanis Heed)eKTUBHA a00 YACTKOBO epekTHUBHA?



SIkmo Hemae peakiii Ha KOPTHKOCTEPOiqu, MEPIIUM KPOKOM € Teperisi
niarHozy. M’s30By aucTpoiro 1HOJI MOKHA CIUTyTaTH 3 MIO3UTOM Ha OCHOBI
moA10HOT KJIIHIYHOI KapTUHU Ta HAsSBHOCTI 3amajieHHs npu M’ s30Bii Oiomcii. [Ipu
nucepiiHomnarii, KaipnaiHomartii Ta  QariockanyJorymMepaibHOi M S30BIH
muctpodii (FSHD) wacto cmocrepiraioThCsi 3amalibHI KIITUHHI 1H(QUIBTpATH,
oueBuHI npu Oiorcii [117]. ns npukiiaay, B 0AHOMY KOTOPTHOMY AOCTIIKEHH1 y
25% martieHTiB 3 auc(EpiiHOMNATIEI0 CHOYATKy HEMpPaBUIBHO OYB MOCTaBICHUN
miargo3 1M BHACIIZOK HAaABHOCTI O3HAK 3aITajI€HHS 32 JaHUMHU M’ S130BO1 O101ICii Ta
IIIBUJIKOTO KJIIHIYHOTO MPOrPECyBaHHS CHUMIITOMATUKH a00 HasBHOCTI 600 [118].
[Toni6nuM ymHOoM y marieHTiB 3 IBM cmodatky uwacto smiarHocTyioTh [IM,
BPaxOBYIOUM TOJII0HI TICTOMATOJIOTIYHI XapaKTEPUCTUKH, onucaHi Buiie. OliHKa
UTOXPOMOKCH/Ia30HEraTUBHUX BOJIOKOH, ekcnipecii MHC1 Ha capkosieMi BOJIOKOH
1 BKJIIOUEHb P62, a TaKOK TECTYBAHHS CUPOBATKM HA HABHICTh aHTUTLI MPOTH CN-
1A € 0cO0MMBO KOPUCHHUM Y TaKUX BUIAJKAX.

Opnak, ORI NOIIKMPEHOKO € CUTYAIlsl, KOJU BIAMOBIIb HA JIKyBaHHS JIUIIE
yacTkoBa. Hopmarizariisi cuiau Moke OyTH HEMOKIIMBOIO Y MAIIEHTIB 13 XPOHIYHUM
HEJIIKOBaHUM a00 arpeCUBHUM 3aXBOPIOBAHHSM, y SIKUX BXK€ BiAOYJIOCS 3HAYHE
KUPOBE 3aMillleHHs M s3iB. Tomy iHIIamig Tepamii ojpasy IMicis MOYaTKy
3aXBOPIOBaHHS Ma€ BUPIMIAIbHE 3HAYECHHS TMEpIl HIK BUHUKHYTH HE3BOPOTHI
MOIIKO/IP)KEHHA. Y pEeTpPOCIEeKTUBHOMY aHami3l 113 mnaimieHTiB 13 3amaibHOIO
MIOIIATIEIO KOJICH 3 HUX 13 MOYATKOM JIIKYBaHHS OUIbIIIE HIXK Yepe3 18 MiCSIIIB Micis
MOSIBM CUMIITOMIB HE MaB MOBHO1 BIJIMOBI/AI Ha JiKyBaHHs (TOOTO MOBEPHEHHS 10
HOpMaJTbHOI cuiu Ta 3HmwkeHHs KK 10 HopmanbHoro miamaszony) [119]. Aatu-SRP
MiomaTisi OCOOJMBO arpecwBHa; aTpodis Ta »KuUpoBa 3aMiHAa M S31B YaCTIIIe
BUSBJISIIOTHCA Ha MOYATKY 3aXBOPIOBAHHS, HIXK Mpu 1HIIH natosorii [120]. V oxuii
koropti 31 100 marientiB 3 aHTu-SRP Mmiomnartiero cryminb cnabkocTi Ta arpodii
M’5131B (a2 HE TPUBAIICTh CUMIITOMIB) Ha 4Yac 1HIIIaLIi Teparnii Majau NpeIUuKTUBHUN
XapakTep MO BIIHOIICHHIO 10 Pe3yJIbTaTIB JIIKyBaHHS yepe3 2 poku [47].

Konu mnamieHT mMae 4acTKOBY BIJANOBIAb HAa JIIKYBaHHS, CHIJ PO3PIZHATH
AKTUBHICTh 3aXBOPIOBAaHHS, SKa TIJIJAEThCS JIIKYBaHHIO, Ta HE3BOPOTHE
MOILKO/DKEHHS M sI31B, sike He pearye Ha jikyBaHHs. CupoBatkoBuil KK ta EMIT
MOXYTb JOTIOMOITH, sK omucaHo Buie. MPT M’sa3iB cTerHa TakoxX MOXe
JIOTIOMOTTH B PO3Mi3HaHH1, OCKUIbKHU MOCHiA0BHOCTI T1 MOXKYTh IPOJIEMOHCTPYBATH
KUPOBY 1HOUIBTpaALil0. Y HEBETUKOMY [OCHIJKEHHI MaIleHTiB 3 aHThu-SRP-
AHTUTIJIAMHU BHSIBJICHO, 1110 HASBHICTh MOMITHOI >XHUpOBOi 1H(DnbTpanii Ha MPT
CTErHa KOpeJIroBaJia 3 MOTaHO0 BIAMOBI 0 Ha Tepartito [121]. Sk oGroBoproBaiocs
Buile (auB. «Bizyamizamiss M’s3iB»), mnocwieHHs curHany STIR  moxke



11eHTU(IKyBaTH MiO€leMy, IO CBIAYWTH MPO TPHUBAIOYE 3alajeHHs, SKE MOXKe
migaaBatucs tepamii [122].

ITouaTrok Tepamii Apyroi JiHii

B ognomy nocnipkerH1 55% mnariieHTiB Maiu ¢iia0Ky BiJIIMOB1AL a00 cepiio3Hi
no0iuHi epexTr Mpu MOHOTEpamii kopTukoctepoinamu [ 123]. Takum unHOM, 6araTo
MAI€EHTIB MOTPeOyBaTUMYTh JIIKyBaHHS JOJATKOBUM IpENapaToM, ajie ICHYe
HEBU3HAYEHICTh II0/I0 ONTHUMAJBHOTO Yacy Jis TMOYaTKy Teparii Apyroi JiHii.
PexomeHnmoBaHO fo1aTy mpemnapaT APYroro psay, SIKIIO CrocTepiraiacs HEMmOBHA
BIJIMOBIAb HAa BHUCOKY 103y IpPEeAHI30HY depe3 2—4 micsii ado SKIIO y maljieHTa
CTaBCA PEIUAMB TI1]] 4ac MOCTYIOBOIO 3HIKEHHS 103U MPEAHIZ0HY.

VY neskux mari€eHTiB MOXKe OyTH JOLUUIBHUM pPO3MOYaTH Mpernapar JAPyroro
psAly Ha MOYATKY 3aXBOPIOBAHHS Pa30M 13 MPeIHI30HOM. PeKOMEeH10BaHO 11e poOUTH
y TAalI€HTIB 13 3HAYHOK CJAOKICTIO M’s31B Ha T[OYaTKy 3axXxBOPIOBAHHS,
MYJIbTUCUCTEMHUM ypakeHHAM (Hanpukial, [3JI, MiokapauT) abo y maiieHTiB 13
MPOTUIIOKA3AHHSAMU J0 KOPTHUKOCTEpOiaiB. KpiM Toro, 3’sBisi€ThCs Bce OLIbIIe
JI0Ka31B 0OCepBaIliiHUX JOCIIKEHb TOTO, 1110 TECTYBAaHHS HA ayTOAHTHUTLIA MOXKE
JIOTIOMOI'TH BU3HAYUTH OUYIKYBaHHS 1I0JI0 KIIHIYHOTO NEepediry 3aXxBOPIOBAHHA Ta
BIAMOBIAI Ha Tepamito (auB. Tabmuiro 2). IlopiBHSHO 3 mallleHTaMH 3 1HITUMU
ayTOAHTHTUIaMU a00 CEpOHETaTMBHMMH TallieHTamMu, ocodu 3 aHtu-Mi-2
AHTUTIIAMH MOXYTh MOTpeOyBaTH HAWHWKYIOI JO3M MPEAHIZ0HY TS aIeKBATHOTO
KOHTPOJIIO 3aXBOPIOBAHHS, PIAKO NOTPEOYIOTh Ipenapary APYroro psay Ta piako
BIIUYBAlOTh PELUAMB MiJ 4Yac MOCTYMOBOI'O 3HIKEHHS Tepamii MpeaHi30JI0HOM
[124]. HaBmaku, aHTH-JO-1 anTUTIIA OyiM TMOB’sS3aHi 31 CIa0KOK0 BIAMOBIIAIO HA
IPEAHI30H OKPEMO Ta IMIBUIIEHOI0 MOTPeOOor0 B mpemnaparax Japyroro psay [125,
126]. V koropti 3 40 marientiB 3 pisauMu ARS anTtuTinamu g0 83% 3 Hux
noTpedyBaiu JIOAATKOBOI IMyHOTepamii, OKpIM MpPEIHI30HY, BIOPOJOBXK Y
cepeaabomy 40 micsauiB crioctepexenss [37]. Tlamientu 3 ASS ta 13JI ocobnuBo
HWMOBIpHO OyAYyTh PE3UCTEHTHUMH JI0 MOHOTEpAIii KOPTUKOCTEPOigaMu. Y OJHOMY
OJIHOLICHTPOBOMY PETPOCIEKTUBHOMY JOCHIIKEHH1 BC1 17 MaIl€HTIB 3 aHTUTIJIaMU
10 Jo-1 Ta [3J1 abo He BiAMOBIIM HA MOHOTEpAIIi0 TIPEIHI30HOM, a00 MaJld PEIIU/INB
3aXBOPIOBAHHS MPOTATOM 12 MICSIIIB Micis movaTKy Tepamii [127].

Momnorteparis TpeIHI30HOM piaKo OyBa€ TOCTAaTHBOIO ISl TAIIEHTIB 3
IMNM. V onniit koropti 90% mnarieHTiB MOTpeOyBaJIM J0JaBaHHsS Tpernapary
Apyroi JiHli mpoTsromM 6 MicsIiB micas nouyatky jgikyBanHs [50]. Hacnpasai 56%
[UX MalI€HTIB MOTPeOyBaIl OJHOYACHOTO BUKOPHUCTaHHS TPhOX MpenapatiB s
KOHTPOJIIO aKTMBHOCTI 3aXBOpIoBaHHS. B i1HIIIN KoropTi maimieHTH 3 aHTH-SRP
MIOMaTI€0 MajIl 3HAYHO MEHITY HMOBIPHICTh YCHIIIHOTO JIIKYBaHHS 32 JIOIOMOT OO



MOHOTepamnii KOpTUKOocTepoinamu, Hixk namieHTn 3 anTu-HMGCR miomnartiero (8%
narieHTiB 3 SRP npotu 31% mnartienTiB 3 antu-HMGCR, p = 0,0048) [40], moai6HO
710 IOKA3HUKIB y (hpaHIly3bKiit koropti [8]. ¥V iHImMX oOcepBalliifHUX TOCTIIKEHHSIX
MOKa3HUKHU Hee(hEKTUBHOCTI CTEPOIiB y MaIlieHTIB, ki npuiiMain antu-HMGCR,
ctaHoBwin Big 92 mo 100% [42, 128, 129]. Taki BUCHOBKH 3MYCHJIM JESKHX
€KCIIepPTIB CTBEP/KYBATH, 10 IMpenapaTtd APYroro psiay CiiJi BUKOPUCTOBYBATU
OUTbII CHUCTEeMAaTWYHO Juis Lux mnarmieHtiB. Y 2016 poui €Bponeichkuit
Heitpom’si30Buit eHTp (ENMC) cknnkaB poOouy Tpyiy 3 BU3HAUEHHS Ta JIIKYBaHHS
IMNM. 3i6pana rpyma ekcriepTiB IiiIIa KOHCEHCYCY, mo mamiedTiB 3 IMNM cin
JKYBATH sIK KOPTUKOCTEPOIAaMHU, TaK 1 MPErapaToM APYroro psjay abo HeraifHo, abo
BIIPOJIOBXK | Micsls Miciisl 3BEPHEHHS 3aJIEKHO BIJl TSXKKOCTI 3aXBOPIOBaHHS Ta
BIJIMOBII1 Ha JIIKyBaHHs cTepoizamu [8]. KpiM Toro, BOHM peKOMEHIyBaIu 10 1aBaTH
BBII' nns Bcix marieHTtiB 3 Mio3uToM aHTH-HMGCR npoTtarom 6 MicsIiB Imicis
3BEpPHEHHS, & TAKOX J0JABATH PUTYKCHUMAO ISl BCIX MAIIEHTIB 3 MIO3UTOM MPOTU
SRP BnpogoB:x 6 MicAILIB, SIKIIO 1HIII 3aX0AN HEE(PEKTUBHI (JIUB. HUKYE).

Buoip repamii gpyroi Jinii

Ha ocHOBI KoOHCeHCyCy eKcCHepTiB 1 oOcepBalliiHUX JOCHIKECHb,
METOTpEeKcaT, azaTionpuH 1 Moderrsty MiKOdEHOJIAT BBAKAIOTHCS MpernapaTaMu
Apyroro psiny, SKUM Kpamie BiggaBatu nepeBary [8, 116, 130-133]. Mu
BUKOPHCTOBYEMO METOTpPEKCAT SIK TIpemapaT APYroro psay. 3TiAHO 3 TOCBiAOM
aBTOPIB, METOTPEKCAT MA€ IBUIIINI Yac JOCSITHEHHS TEPANEBTUYHOTO €(EKTY, HIXK
azarionpuH abo MIKO(EeHOJaT, 3 OYEBHUJIHOIO BIAMOBIJIIO MPOTIroM 4 THUXKHIB Y
JIeSIKUX TalieHTiB (Ta0muis 2). Mu cXuibHI YHHUKATH METOTPEKCAT y MAIlIEHTIB 3
antutinamu 1o 13J1 abo ARS, ski maroTe BucOkuil pu3uk po3Butky [3J1. Jlerenena
TOKCHUYHICTh, TIOB’5I3aHA 3 METOTPEKCaTOM, Moke iMiTyBatu 13J1, niarHOCTUYHOI Ta
TEpPaneBTUYHOI JWJIEMH, SKHX, Ha Hamly OIyMKy, Kpame yHUKaTH. Mu
BUKOPUCTOBYEMO MiKOo(eHoNaT K mpernapar BUOOpy s mauieHTiB 3 ASS abo
JAM/TIM martientiB 3 [3JI. PerpocniekTuBHI TOCHIIXEHHSI CBiYaTh MPO Te, IO
MiKo(eHoJIaT € Oe3neyHuM 1 eheKTUBHUM 3aco0oM JiikyBaHHs [3J1, a HeBenuki cepii
HOIATPUMYIOTh HOTO BUKOpPHCTaHHA came Yy mnauieHTiB 13 [3JI, mom’s3anoro 3
ayToiMyHHOIO0 Miomnartieto [ 134, 135].

HeBenuke pangomizoBaHe TOMABIMHE Cline  IJIare00-KOHTPOJIbOBAHE
JOCJIKEHHS 3 (PaKTOPHUM JU3aHOM 3a y4acTIO JOPOCIUX MAIlI€EHTIB 3 MIO3UTOM
HE TPOJEMOHCTPYBAIO KOJHUX IEpeBar M0JaBaHHS METOTPEKcaTy MOPIBHSHO 3
MOHOTEpAMI€ MPEIHI30HOM, SIK OKpPEMO, TaK 1 B KOMOiHaIllil 3 IUKJIOCTIOPUHOM
[136]. ¥V peTpoCHeKTUBHOMY OJHOIIEHTPOBOMY KOTOPTHOMY JociimxeHHi 160
narieHTiB 13 [IM a6o JIM mamieHTH, ki OTpuMyBaid MeTOTpekcaT (y Oyab-sKuii



MOMEHT XBOpOOM), Maju 3HA4yHO Kpauly 10-piuyHy BHKUBAHICTh TMOPIBHSHO 3
naieHTaMu, sKi oTpuMyBanu aszaTionpud [137]. BpaxoByroum, mo 1e Oyro
peTpoCHeKTHUBHE OOCepBalliiiHe JOCIIKEHHS, JUCOAIaHC Y BIJOMHUX 1 HEBIOMHX
CIIOTBOPIOIOYMX (haKTOpax MIr OyTH MPUYKUHOIO TMEBHOI PI3HUII MIX TalliEHTaMH,
K1 OTPUMYBAJIM a3aTIONPHUH MOPIBHAHO 3 METOTPEKCATOM; MPOTE aBTOPH 3pOOHIIH
nonpaBky Ha noudatkoBuil piBeHb KK, nasBHicth [3J] abo HasBHiCTH paky. [Hmmi
JOCTIDKEHHSI CB1YaTh MO MOMIOHY €PEeKTHUBHICTH LUX ABOX mpemapatiB [119,
122].

BBII' € oganM 13 HebOaraThbOX METOIB JIIKyBaHHSA, JaHI PaHIOMI30BaHUX
1a11e00-KOHTPOJIBOBAHUX JIOCHIIPKEHb MIITBEPKYIOTh MOr0 BUKOPHUCTAHHS Y
Mali€HTIB 3 ayTOIMYHHOIO Mionatiero [138]. ¥V ogHoMy nmochimkeHHi 15 marieHTiB
13 IepMaToMio3uToM Oy paHjomizoBaHi i npuiiomy BBIT™ y no31 2 r/kr/micsib
a00 1anedo MpoTAroM 3 MICAIIB 3 MOJAJBIIO HEOOOB SI3KOBOIO MEPEXPECHOIO
¢dazoro me 3 micsi. [lamientu, ski orpumyBasiu BBII', Manu 3HauHe 3011bIIEHHS
M’30BO1 cwid 4epe3 3 Micsnl. Bxirodarouum mnepexpecHi pe3ynbTatd, 9/12
Mali€eHTIB, ski oTpuMyBasiu BBIID', BimoBi1anuy 3a3naierijib BU3HAYEHUM KPUTEPIsIM
3HAYHOTO MOKpaIeHHs cuiu mopiBHsAHO 3 0/1 1 maifieHTiB, K1 OTpUMYBaJIH MJ1a1eoo0.
VY orusini cemu BiAKpUTHX Aociimkens BBII y marieHTiB 3 Mio3UTOM OYJ10 OIIHEHO,
mo y 71 - 100% mnarmientiB Oyna 3apeectpoBaHa Bianosiab [139]. Tpusaroue
MDKHApOJIHE 0araTolEHTPOBE PAaHIOMI30BaHE KOHTPOJIhOBAHE JOCIIKEHHS (Da3u
[IT Octagam (NCT02728752) nezabapoM MOKe HaJlaTh TOJATKOBI IOKa3H.

Yepes arpecuBHY IPUPOIY 3aXBOPIOBAHHS 3POCTAE IHTEPEC 10 BAKOPUCTAHHS
BBII' y namientiBa 3 IMNM. Ha pomarok no moBigomseHoro ycmixy BBIDT sk
MOYAaTKOBOI MOHOTEpanii, sk 00roBoproBajocs Bulle, JikyBaHHs BBII' npoTsrom
nepmux 3 MicAliB OyJ0 MOB’SI3aHO 3 KPaIlol KJIHIYHOIO BIJMOBIIII0 yepe3 6
micamiB  (p=0,047) y xoropti mnamieHtiB 3 IMNM B ogHOMy 1EHTPI,
petrpocniektuBHO [50]. Koncencychi pekomenaarii ENMC npumyckarots, mo BBIT
MOXHa BHUKOPHCTOBYBATH 3aMiCThb METOTpeKcary abo0 SK JIOMOBHEHHS 0
METOTpEKcaTy, K Tepamito Apyroi JiHii [8]. i mamieHTiB, K1 BIANOBIAAIOTH HA
BBII' 1 3amumaroTbcs 3alICKHEMH BiJ HHOTO, KIIHIYHOI CTAOLUIHPHOCTI 3a3BHYai
MO>KHA JIOCATTH 32 JOTIOMOTOI0 MIATPUMYIOUOT 103U | I/Kr/Micsib micis nepmux 3
Micsii [140].

Cepis BUNAAKIB CBIAYUTH MPO BUCOKWI PIBEHBb BIAMOBIII HA PUTYKCHUMAO
cepeq Mali€HTIB 3 ayTOIMyHHUMU MionaTisiMu — npuoau3Ho y 80% 13 88 maiiieHTiB
3 IIM ta [IM; Takox BcTaHOBJIEHO, 10 y 40 namieHTiB 3 ASS Oyn0 mokpaiieHHs
micas 3acrocyBaHHsi putrykcumady [141]. Hocmimpkenns Rituximab in Myositis
(RIM), Haiibisbllie paHAOMI30BaHE MPOCIEKTUBHE MOABIMHE CIINE JOCIHIIKEHHS
MaIl€HTIB 3 MIO3UTOM Ha CHOTOJIHINIHIN J€Hb, HE MPOJIEMOHCTPYBAJIO TiepeBar
puTyKCMMal0y Ha OCHOBI HOro mepBUHHOTO pe3ynbrary [142]. ¥ mocmimkeHHi



BUKOPHUCTOBYBABCS PAHIOMI30BaHUI MEePEXPECHUM TU3aiiH, y SIKOMY BCl MAlllEHTH
OTPUMYBAJIM PUTYKCUMAO: MMOJIOBMHA HA MOYATKY JOCIIIKEHHS, a MOJIOBUHA MICTs
3aTpUMKU Ha & TIDKHIB. BBaxkaeTbcsi, 10 NPUYMHOIO CTAaTUCTHUYHOI HEBAaul
JOCIIIDKCHHS € HEJIOJIKUA B JU3aiiHi, BKJIIOYAIOYH HEJOOLIHKY edeKTy Iianedo Ta
O1IBIIIMI Yac 0 MoYaTKy eheKTy puTyKcuMaly, HIXK odikyBanocs [143].

Jlesiki eKcrepTH CTBEP/KYIOTh PO KOHKPETHY KOPUCHICTh PUTYKCUMAOy B
naiieHTiB 3 aHTH-SRP-anTuTinamu. OctanHsa poboTa MmiATBEPHKYE MaTOTCHETHYHE
sHadueHHs aHTU-SRP Ta aatu-HMGCR antutin y IMNM [144, 145] 1 Oyno
MOKAa3aHO, 10 TSHKKICTh 3aXBOPIOBAHHS KOPEIIOE 3 TUTPAMU aHTHUTLI y TAIIEHTIB 3
antu-SRP miomnariero [146]. Xoua cepis BUMAJKIB MPUITYCKAE, 10 ICHYE 3HAYHE
3HIDKEHHSI TUTPIB aHTU-SRP micis npuiiomy putykcumaly [147], post-hoc anamni3
nociimxeHHss RIM He mokaszaB 3HAYHOTO 3HMKEHHS TICIS PUHAOMY PUTYKCHUMAOy
[148]. HeBenuki cepii BUMaAKIB MarieHTiB 3 aHTU-SRP Miomariero cBiguath mpo
4yacTy, aje He 3arajbHy BianoBiab [49, 147]. Koncencycui pekomenaaiii ENMC
CBIYATh MPO T€, 1[0 PUTYKCUMAO MOYKHA BUKOPUCTOBYBATH 3aMiCTh a00 Ha TI0AATOK
710 METOTPEKCATY SIK Tepamito Apyroi JiHii [8].

Putykcumad pijiko BUKITUKAE TPUBAITY peMicito. JesKi KITHIIUCTH PETYISIPHO
MOBTOPHO BBOJATH PUTYKCUMAO 3 IHTEPBAJIOM y 6 MICHIIB, ajle MU YEKAEMO, JIOKU
HE 3’ABJIATHCS PaHHI O3HAKH PELUMJMBY, OCKUIBKH JESIKl MAalllEHTH MOXYTh
OTPUMYBATHU KJITHIYHY KOPUCTh IPOTATOM POKY ab0 OUIbIIIE, IEePIl HIXK 3HAT0OUTHCS
MOBTOPHA J103a. PeTpOCNneKTUBHI JaH1 CB11YaTh PO TE, 110 NALIEHTH MOXYTh MAaTH
CTIMKY BIJMOBIJb B1Jl OJIHOTO HUKIY (B1A MeHIIe 1 poky A0 Ouibiie 2 pokiB) [149].

Huxnocnopun [127, 150-153] 1 Takponimyc [152, 154, 155], sk npaBuio,
pEe3epBYIOThCS K MpenapaTty TPEThOi JiHii, TOJOBHUM YMHOM, Yyepe3 ixHl mpodii
no0iunHux edekTiB. [lamienTu, ki OTPUMYBAJIH JIIKYBaHHS, PO SIK1 MTOBITOMIISIIOCS
B JIiITEpaTypi, K MPaBUIIO, MaIX ad0 MIO3UT, PE3UCTEHTHUH 10 OaraThOX I1HIIHMX
iMyHozeripecanTiB, abo [3J1. Iluknocnopus 1 TakpoiMyc MarOTh MOAI0HI mpodii
Mo0IYHUX €(EeKTiB, MPUYOMY HE(DPOTOKCHUYHICTh 1 MOTIPIIEHHS apTepialbHOI
rinepTensli € HalMOMMPEHIIIUMUA TOOIYHUMHU e(eKTaMu, Kl BUMAratoTh KOpeKIli
7034 abo NMpUNMHEHHS NpuiloMy mpenapaty. Yepe3 pu3MK cCeplo3HUX MOOIYHHMX
e(eKTIB, BKIIOUAOUM OE3IJIiAs Ta MOAANbITy BTOPUHHY 3JIOSIKICHICTB, a TaKOXK
4yepe3 TATap MOHITOPUHTY, HEOOXITHOTO TMiJ Yac Tepamii, mukiaodocdamis, sk
MIPaBUJIO, PE3EPBYETHCS SIK OCTAHHIN BapiaHT, 1 K MPABUIIO, Y MAIIEHTIB 13 TSKKOIO
[3J1 a6o cuctemuum Backymitom [156, 157].

British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy
Pexomenpamii



Pexkomenpartii cynpoBokytoTbes nyxxkkamu 3 netamsimu GRADE Tta SoA
(cwta pexkoMeHaItii, IKiCTh CYKYITHOCTI JOKa3iB, SOA).

(1) Ak cnio nikyeamu 3anaieHnsa ckeiemuux m'azie (miozum)?

1. Bucoki 103U TIIOKOKOPTUKOIIIB CJiJi BUKOPUCTOBYBATU ISl JIIKYBaHHS
aKTUBHOTO M’S30BOT0 3arajeHHs mij yac iHaykuii gJikyBanss (1, B, 100%).

la-cneyugiuno ons oopocaux. PekoMeHAY€eThCS TTepopaIbHUN MPEIHI30JI0H
B 71031 0,5—1 Mr/kr/no0y, 3a3eu4aii 40—60 mr (1, B, 100%).

1b-cneyughiuno ons dimeri. IlpeaHiI307I0H MEPOPaATBHO B 1031 1—2 MI/KI/m00y
a00 METWJINPEIHI30JI0H BHYTPIIIHBOBEHHO Y BUTJISA 1 IyJibc-Teparnii 30 Mr/kr/mno0y,
MaKCcHMaJlbHa pEKOMEHI0BaHa Jio3a - 1 r Ha 100y BHyTpimHboBeHHO. (1, B, 100%).

1C-BHYTpIIIHBOBEHHE BBEJICHHS METWINPEIHI30JIOHY CIiJ PO3TJISHYTH,
0COOJIMBO SIKILIO € 3aHEMOKOEHHS IIOJO0 LUTYHKOBO-KUIIKOBOTO BCMOKTYBaHHS.
3acTocyBaHHS  BHYTPINTHROBEHHOTO  METWJINPEIHI30JIOHY MOXE  CIPHUATH
MOCWJICHHIO TEpaneBTUYHOrO €(EeKTy Ta MEHII TOKCHYHOCTI MOPIBHSHO 3
MepopaIbHUM TIIIOKOKOPTHKOIAOM (2, B, 96%).

2-TIepopaibHUN TIPEAHIZ0I0H CIIiJT 3MEHIIYBAaTH BIAMOBIIHO A0 KIIHIYHOI
Bianosiai (1, B, 100%).

3-1J11 3MEHIICHHs 3alajieHHs M’5131B, JOCSATHEHHS KIIHIYHOI peMmicii Ta
3MEHIICHHS] CTEPOiTHOTO HABaHTAXXCHHS CJiJ] BHUKOPHUCTOBYBAaTH XBOpPOOO -
Mo udikyrodi mpotupeBMaTruHi npenapatu (1, C, 100%).

3a-cneyughiuno ona dimeit. Ciix MparHyTy 0 PaHHBOTO TIOBHOTO KOHTPOJTIO
HaJl M S30BOI0 CJIAOKICTIO Ta 3alajieHHsM Yy IoBeHUIbHOMY I3M 3 wmeToro
MOKPAIIEHHS] ~ Pe3yjbTaTiB 1 3MEHIIEHHS  YCKJIAJHEHb, TOB’S3aHUX 13
3axBoproBa"HsM (1, B, 100%).

3b-cneyughiuno ons dimeri. KomOiHaIiIO BUCOKHX 03 TIOKOKOPTHKOIIIB i
METOTpEKCaTy B OUTBIIOCTI BUIAKIB CJIiI BAKOPUCTOBYBATH SIK JIIKYBaHHS TIEPIIOT
niwii (1, B, 100%).

3c-cneyugiuno ons dimeti. KombiHa1io IpeaHi30N0Hy Ta METOTpEKcaTy, Ha
BIIMIHY BIJl TPEAHI30JIOHY Ta LHUKJIOCIOPUHY, CJIiJ BUKOPUCTOBYBATH st
nikyBaHHs [3M y roHaIlbKOMY BIlll, OCKUIBKY 1€ Ma€ OLIbII COPUSTIUBHI Tpodiib
no6iunux edektis (1, B, 100%).

3d-cneyianvno ons dimeu. Mikodenonar ModeTws CIif PO3MIsaaTH SK
BapiaHT JIKyBaHHS ISl IOKPAIEHHS 3aXBOPIOBaHHS MIKipHu Ta M s131B (2, C, 100%).

3e-cneyianvno O Oopocaux. MeToTpekcaT, aszaTiONpUH, TaKpOJIMYC,
UKJIOCHIOPUH 1 MOPETHII MIKO(EHOJIAT CII1J PO3TJIIHYTH JJIs JIKyBaHHS aKTUBHOTO
MI03UTY Ta TPUBAJIOT MIATPUMKH pemicii 3axBoproBanHs (2, C, 96%).

4.-BHYTPIIIHLOBEHHE BBEACHHS IMYHOIJIOOYJIHY CJil PO3IJIAaTh sIK 3aci0
JUTSI JTIKYBaHHS TSDKKOTO Ta/abo pedpakrepHoro 3anaieHHs m’s3iB (1, B, 100%).



5.-BenenHs I3M mae BkitouaTu Oe3nedHy Ta BIAIOBIAHY IpOrpaMy BIIPasB,
Ky TPOBOAUTH Ta KOHTPOJIIOE CIeHiaiicT-(izioTepaneBT Ta/abo crermianicT-
€proTepaneBT JJIsl MOKPAIICHHS SIKOCTI )KUTTS Ta PpyHkiionyBanss (1, B, 100%).

6-puTykcuMad CIiJl pO3TIIAAAaTH K BapiaHT JIKYBaHHS peppakTepHOro
MI103UTYy Ta MOXe O0yTH 0co0IMBO epekTuBHUM (2, A, 100%) y:

a. FOBeH1JIbHMI TOYATOK 3aXBOPIOBAHHS
b. [TamieHTH 3 TO3UTUBHUM MPOQiIEeM ayTOAHTUTLI A0 MIO3UTY
B. [la1fieHTH 3 MEHIIINM TATapEeM ypaXK€HHS XBOPOOOIO
7-Iuxnodocdamia caif po3risiaaTH sIK BapiaHT JIKyBaHHS TSHKKOTO Ta/abo
pedpakrepuoro I3M (1, B, 100%).

8-cneyughiuno  ona Odopocnux. AGaranenT cClig po3rILAATH SK BapiaHT
nikyBaHHs npu pedpakrepHomy I3M y nopocnux (2, B, 100%).

Komenmap poéouoi zpynu: na momenm po3poOKu KIiHIYHOI HACMAHOBU
JIKAPCOKULl 3aciO 3a MIJDCHAPOOHOI0 HENnameHmoB8aHol0 HA36010 abamayenm 6
Ykpaiui ne 3apeccmposato.

['1TFOKOKOPTHKOIAN MatOTh BUPIIIAJIbHE 3HAYEHHS AJIs1 IHAYKII1T Ta MATPUMKH
pemicii mio3uty. Jlo3y TJIFOKOKOPTHUKOIAIB CJiJl IMOYaTH 3MEHIINYBaTH, KOJH
AKTUBHICTh 3aXBOPIOBAHHS, BPAaXOBYIOYM BCl O3HAKH, CYTTEBO IOKpPAIIYyEThCS,
3a3BUyail MpuOIM3HO yepe3 6 TIDKHIB IMICHA MOYaTKy JiKyBaHHA. HasBHI jqokasu
BIJICYTHOCTI JIOKAQ30BUX PEKOMEHJAIM M[0/I0 MIBUAKOCTI 3HIXKCHHS 103U
[JIFOKOKOPTHUKOIIB. Xo4a J03M Ha KUIOrpaM BKJIIOUEHI B PEKOMEHJAllil 1100
IOHAIIbKOTO 3aXBOPIOBAHHS, BAXXIMBO 3a3HAYUTH, IO MOXYTh OYTH 3aCTOCOBaHI
rpaHuy4Hi 1034u. Pemicito 6e3 cTepoiniB MOKHA AOCITTH 3a gomnomorotro DMARD
Ta/abo0  J0JATKOBOTO  IMYHOCYHPECHUBHOTO/IMyHOMOJYJIOIOYOTO  JIIKyBaHHS.
[cHYIOTH TOKa3u Ha MIATPUMKY BUKOPUCTAHHS 3BUYaHUX cuHTeTHYHuX DMARDSs
(csDMARDSs) (Takposimyc, a3aTIONPUH, METOTPEKCAT, IIMKIOCIOPUH, MiIKO(EHOJIAT
ModeTuia) pa3oM 13 TJIIOKOKOPTHUKOIJaMU Ha PpaHHIX CTaaisx mepeoiry
3aXBOPIOBaHHS I 1HAYKIIT Ta MIATPUMKHM PEMICIi, Xoua B JESIKUX BHUIIAJKAX
ICHYI0Th cynepeunuBi pesyiabtratu [4—10]. He icHye mokasiB, siki O J03BOJISIIU
pexoMeH1yBaTu KoHKpeTHI csSDMARDSs sik npenapaTu nepioro/[pyroro/TpeTboro
pany aist gopociaux. DMARDs ciin nmpu3HadyaTu Ta KOHTPOJIIOBATH BIAMOBIIHO 10
icHyrounx pekoMmenpaiii BSR Biamosinuo mo Biky [11, 12].

@di3uuHi BpaBu € 6€3NeYHUMU Ta ePEeKTUBHUMHU 1711 JiroAeH 3 I3M 1 MoKy Th
MOKPAIIUTH SKICTh XUTTS Ta (yHKIioHyBaHHs. CrerianizoBana (izioTeparisi Ta
TpyJIOTepalisi € BaXJIUBUMH sl JIiKyBaHHs mamieHTiB 3 I3M 1 mnoBuHHA
BpPaxOBYBATUCS ITPHU HAJIaHH1 JJOTIOMOTH, 11100 3a0€3MeYnTH BIAMOBITHUM JOCTYII JIJIsI
BCIX MAIlIEHTIB.

[cHYIOTB JOKa3H, sSIKi I03BOJISIOTh PEKOMEHTYBAaTH BUKOPUCTaHHS ITpEnapartinB
npyroi miuii, Takux sk CYC, purykcumab (RTX), BBIT 1 abaranent, 115 naii€HTiB



13 CTIMKMM  aKTHMBHMM  3aXBOPIOBaHHSIM, HE3BAXKAIOUM  HA  Tepariio
rmokokoptukoinamu  Tta csDMARD. IIpocnexktuBHe, TOJBiiiHE  cIiiMme,
paHI0MI30BaHe, Mane00-KOHTPOoJIboBaHe AociikeHHs da3u 111, 3aBepiiene micis
KIHIIEBOI JaTH JJIs BKJIIOUECHHS JI0Ka3iB, MPOJEMOHCTpYBano ehekTuBHIcT, BBIT
[13].

CYC € BapiantoMm s Baxkoro Ta/abo pedpakrepnoro I3M. Crig
PO3MIIIHYTH MUISX BBEICHHS, OCKUTbKK BHYTpimmHLOBeHHE (B/B) CYC (mmynbe
Teparisi), mopiBHAHO 3 mepopanbHuM CYC, moB’sA3aHe 3 MEHIIOI KIJIBKICTIO
noOiuynux edextiB. CYC 3a3Buuail BBOASATH Y BUTJISII BHYTPIIIHBOBEHHUX 1H(DY31ii
[14], 3HIWKYHOUM PHUMK JICMKONEHIi, T€MOpariyHoro IMCTUTY Ta TOHAJHOI
TOKCHUYHOCTI [15, 16].

RTX ta BBII" € BapianTamu JlikyBaHHs akTUBHOTO [3M (Hanmpukiam, Mio3uTy,
nucarii, pedpakTepHOTo 3aXBOPIOBAHHS MIKIPH ), PE3UCTEHTHOTO 10 IMYHOCYTIpecii
Ha OCHOBI IMOKOKOPTUKOiIIB/cSDMARD. B Amnrmi RTX 1 BBII' MoxyTh
BUKOpUCTOBYBaTucs nuuie 3rigHo 3 npasuwiamMu NHS England (NHSE) 1 noBuHHI
npu3HayaTucs B cremiam3zoBanux ueHtpax [17, 18]. Pexomenpamii NHSE He
3aCTOCOBYIOThCS B Yenbel, [liBHiunii Ipnmanmii ta [otmanmii. Y Ilornanmii
HamionanpHa eKkcnepTHa KOHCYJNbTaTHUBHA Tpyla 3 IUIa3MOBUX THPOJYKTIB
(NPPEAG) Bkazye BBII' sk mopeunuii 1jisi TAIli€HTIB 13 PE3UCTECHTHUM abo
arpecMBHUM 3axBopioBaHHsSM [19]. €auHe mNpPOCHEKTUBHE JOCHIKEHHS 3
B1JICTPOYEHUM MTOYATKOM JIIKYBaHHS [TPOJIEMOHCTPYBAJIO IepeBaru adbaralenty npu
I3M y nopocnux [20]. Jns migTBepakeHHS €(pEKTUBHOCTI MOTPIOHI MOAATBLIL
JIOCIIIKEHHS.

Ha wmomenT QopMyBaHHST KOHCEHCYCy MO0 pPEKOMEHaliil O0yIo
HEJOCTaTHBO JI0Ka3iB, MO0 pekoMmeHayBaTu aHTH-NF-aneda Tepamito ms
JTiKyBaHHS Mio3uTy. Takox OyJlo HEZOCTAaTHbO JOKa3iB, MO0 PEKOMEHIYyBaTH
BUKopucTanHs 1HTiIOITOpiB Anyc-kiHasu (JAK) y mikyBanui I3M; opnHak
onyOJIikOBaH1 cepli BUMAIKIB € 0araroo0iusgoYuMu, 1 MalOyTHI KJIIHIYHI
BUTNIPOOYBAHHS MOKYTh 3a0€3MEUNTH OUTBII CHIIBHY J0Ka30By 0a3y [21-23].

(I1) Ak cnio nikysamu wKipHi nposaeu, nog’azamni 3 I3M?

1-putykcumald cmij po3risAaTH IS JIIKYBaHHS IIKIPHUX 3aXBOPIOBaHb,
PE3UCTEHTHHUX JI0 IMyHOCYIIpECii Ha OCHOBI TioKoKopTHKoiniB/csDMARD (2, B,
100%).

2-BBII" ciig po3risiHyTH Ju1sl JTIKYBaHHS 3aXBOPIOBAHb MIKIPH, PE3UCTEHTHUX
110 IMyHOCYTIpecii Ha OCHOBI ritokokopTukoiniB/csDMARD (1, B, 100%).

3-yHHKaHHS COHII Ta PETyJspHE BHKOPUCTAHHS COHIIE3aXHCHOTO KpEMY
MIMPOKOTO CHEKTPY Jii 3 BUCOKUM (PAKTOpPOM CHijJ PO3IIIAHYTH, 1100 3MEHIIUTH
HMOBIPHICTB Clajaxy XBOpoOw, 1o Bpaxkae mkipy ado m’si3u (2, C, 100%).



4-cneyugpiuno Ons Oimeiu. CHCTEMHI IMYHOCYNPECHBHI Mpenapatu Ciif
PO3TISHYTU JUIsSl JIIKYBaHHS TPHUBAIOYOi AaKTHBHOCTI MIKIPHOTO 3aXBOPIOBaHHS,
BKJTFOYAIOUH 3HIDKCHHS IIITBHOCTI KaNiIsIpiB HIrThoBoi ckianku (2, C, 100%).

S-cneyughiuno 015 dimeti. Y MAIIEHTIB 13 CTIMKUM HIKIPHUM 3aXBOPIOBAHHIM
CHiJl PO3TJSHYTH MOXJIMBICTH PAHHBOTO JIIKYBaHHS, I00 CHOPHUATH pemicii Ta
3MEHIIUTH PO3BUTOK KanblHO3Y (2, C, 100%).

[cHye HEmOCTAaTHBO 10KA31B, K1 O JO3BOJISUIM PEKOMEHIYBaTH MpenapaT st
MICIIEBOTO 3aCTOCYBAHHS JJIs JTIKyBaHHS IIKIPHUX MPOSIBIB, XapakTepHux ams [3M;
OJTHAK MICIIEBE 3aCTOCYBaHHSA TaKpOJIMYCy Ta TIIOKOKOPTHKOiNIB MOKHA
PO3IJISIaT OJTHOYACHO 3a JIEPMATOJIOTTYHUMHU ITOKa3aMHU.

Jlokasu, 110 CTOCYIOThCS JIIKyBaHHS IIKIPHUX MPOSBIB, MOB’si3aHuX 3 I3M,
0oOMEKEHI1; OJTHAK JIOCIIPKEHHS BKa3yloTh Ha 3maTHicTh sk BBII, Tak 1 RTX
JIKyBaTH IIKIPHI TPOSBH, PE3UCTEHTHI JO IMYHOCYINpecii Ha OCHOBI
IIOKOKOPTUKO11B/CSDMARD.

KaninsipHi anoManii HIrTboBO1 CKIIaAKu y AiTed 3 I3M MoxyTh BinoOpakatu
CUCTEMHY aKTHBHICTh 3aXBOPIOBAaHHA, 1 iX CJ1J BPaxOBYBAaTH MiJ 4ac MPUHUHATTA
pillIeHb MO0 JTiKyBaHHs [24].

JlocmipkeHHsT TOKa3yloTh, M0 TepeOyBaHHS Ha COHIl TOB’si3aHe 31
criajaxaMu MKIpHOTO Ta HemkipHoro JIM Tta roHanbpkoro-JIM [25]. Takum urHOM,
YHUKaHHS COHIISI MOX€e OyTH YaCTHHOIO cTpaTerii ynpasiiHas JJM/onarskoro-/IM.

(I11) Axum yunom caio ynpasenamu I3/1, noe’azanoro 3 I3M?
1-cneyughiuno onsa oimeu. HeoO0X11HO MPOBOJAUTH PYTUHHY OLIIHKY JIET€HEBO1
(GyHKLIT, BKIIOYAOYM BUMIPIOBaHHS AU(Y31iHOI 34aTHOCTI JereHb abo (axropy
nepeHocy okcuay Byrielto B jeredsx (DLCO a6o TLCO) npu I3M 3 nmoyaTtkom B
IOHAIIbKOMY BIlll, OCKIJIbKM TOPYIICHHS JIET€HEBO1 (PYHKIIT € 4aCTUMH 1 MOXYTh
o0ytu 6escumnromunmu (1, B, 100). %).
2-cneyughiuno ons dopocaux. IHTEpCTUITIATBEHE 3aXBOPIOBAHHS JIETCHB CITiT
BIZICTEXKYBAaTH y MaIli€HTIB 3 BUCOKUM pusukoM (1, B, 100%).
3-cneyughiuno ons odopocaux. llpu miKyBaHHI IIBUIKO MPOTPECYIOUOTO
IHTEepCTULIIAIBHOTO 3axBoproBaHHs JiereHb (LLITT-I3J1):
a. HeoOx11HO pOo3TAsSHYTH 1HAYKITIHHY Tepariio BUCOKIMHU JJ03aMHU CTEPOiIiB
(2, C, 96%).
b. 3acTocyBaHHS UKIOCTIOPUHY 200 TaKpOIIMYCY Pa3oM 13 CTepOiTamMu CIIij
po3rsiHyTH y namienTis 13 LLTT-13JI (2, C, 96%).
B. Tepamnito mukiodocdamiiom ado pUTYKCUMAOOM CIIi PO3IJISAATH Ha
pPaHHIX CTaflsX, HOTEHLINHO SIK YACTUHY THAYKIIHHOTO pexumy (2, C, 96%).
4-cneyucghiuno ons dopocaux. Ilpu aikyBaHH1 XpOHIYHOTO IHTEPCTUIIATLHOTO
3aXBOPIOBAHHS JIETEHIB, acoIliiioBaHoro 3 [3M:



a. HeoOxigHO pO3IIsSHYTH MOXIMBICTH IMYHOCYIIpecii 3a JIOIMOMOTOIO
crepoiniB 3 ogauM DMARD (a3aTionpuH, HLUKIOCIOPHH, TaKpoOJIiMycC,
Mmikodenonat modetuin) abo 6e3 Hporo (2, C, 100%).

b. Purykcumab a6o nukiodocdamia Ciaif po3riasHyTH Y PE3UCTCHTHUX 10
nikyBaHHs natieHTiB (2, C, 100%).

JlikyBanns 13J1, nor’s3ane 3 13M, mae 3aiiicHIOBaTHCS pa3oM i3 JiKapsSMHU-
CreriajgicTaMd 3 pecIipaTOpHUX 3axBopioBaHb. Pusuk [3J] migBumyerbes 3
AHTUCUHTETA3HUM CHHAPOMOM, HAsBHICTIO AayTOAHTHUTLN, AacOLIHOBaHUX 3
AHTHCHHTETA30l0, ayTOAHTUTUI JO MPOTEiHy 5, MOB’A3aHUX 3 Au]epeHIiaIlie
aHTUMEJIAaHOMM, B CIIOJy4YeHH1 31 ckiepojepmieto. Metoau ckpuninry [3J1
BKJTFOUAIOTh 3BUYAHY peHTTeHorpadiro rpyAHOi KIITKH, TECTH JiereHeBoi (hyHKIT
(Bximouaroun DLCO) 1, 3a nokazanusmu, KT BUCOKOT po3inpHOT 31aTHOCTI. IcHye
HEJ0CTAaTHBO J0Ka31iB, 00 PEKOMEHyBaTH YacTOTy CKpuHiHry Ha [3J1.

Henocrathbo  nmokasiB  jjisi QopMyBaHHS ~ pEKOMEHJALIM 110110
dbapmakosioriynoro jgikyBanHs [3J1, nor’s3anoi 3 I3M, y naiieHTiB AUTSYOTO BIKY.
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3MeHIICHHA WKIAJIMBUX HACIIAKIB JiKyBAHHSHA

3a0e3neuyroun aleKBaTHUW TepaneBTUUHUNA €(EeKT, HE MEHII BaXJIUBO
3MEHIIUTH PU3HK, TOB’SI3aHUN 13 IMyHOCYIPECIEID Ta TPUBAIMM 3aCTOCYBaHHSIM
KOPTUKOCTEpOiiB. Pa3zom 3 JmikylouuM JikapeM Taii€eHTa MU 3a0e3MeuyeMo
pEryJsipHUIl MOHITOPUHT PiBHS TJIFOKO3W B KPOBI HATIIE, PIBHS KaJlil0 B CHPOBATIII
KpPOBI Ta apTepiabHOTO TUCKY TiJ Yac Teparii KOpTUKOCcTepoigzaMu. Mu Takox
PEKOMEHAYEMO IIOpiyHI  KOHCyJbTaiii  odrtanbemoniori. Illo6 oOMmexutu
30UTbLIEHHS Bar'k, MU pauMO Nall€eHTaM T0TPUMYBATHUCS J1€TH 3 HU3bKUM BMICTOM
HATpilO0 Ta BYIJIEBOJIB. Uepe3 pHU3UK MOYATKOBOTO OCTEONOPO3Y MU MPOBOAMMO
0a30Be CKaHyBaHHs LIIIBHOCTI KICTKOBOI TKaHMHU (DEXA) 1 moBTOproemMo Horo
IIOPIYHO, TTOKU MPOJIOBKYETHCS MpUiioM cTepoiniB. Hmkua mouaTkoBa mIijbHICTh
KICTKOBOI TKaHMHHM Ta OLIBII BHCOKa J0OOBa Ji03a KOPTHKOCTEPOiNiB €
MIPOTHOCTUYHUMH O3HAKAMHU TIEPEJIOMY XpeOIis, ajie HaBiTh MAIIEHTH 3 HOPMAJILHOIO
IIITBHICTIO KICTKOBOI TKAaHWHM MaloTh MifABUILECHUN pu3uk [158, 159]. Mu Takox
npu3HayaeMo BCIM marfieHTam Kaibliil (500-600 mr aBiui Ha 100y abo Tpuyl Ha
100y) 1 Bitamid D (1000 MO/no0y). bicdhoconatn MokHa pO3TIIIHYTH Y MAIIEHTIB
13 3MmiHeHUMHU pesyibTatamMmu DEXA a0o y mami€eHTiB 13 MiJBUILIEHUM PU3UKOM
PO3BUTKY OCTEOIOpPO3Yy: HANPUKIAL, Y JKIHOK y mocTtMmeHomnaysi. Ilamientam, siki



MPUIMAIOTh IPENapaTy IPyroro psLy, OB’ si3aHi 3 MABUIIICHUM PU3UKOM PO3BUTKY
paKy IIKIpH, CIiJ PEKOMEHIyBaTH KOPUCTYBATHCS COHIIC3aXHCHUM KpPEMOM 1
YHUKATHU BIUTUBY yiIbTpadiosieTy. Y Mali€HTiB 3 BACOKUM PU3UKOM aHTUTLI 10 ARS
MU HIOPIYHO MPOBOJIMMO TECTYBAHHS JIETEHEBOI (DYHKIIII.

IMmyHOCynpecuBHa Teparlis MIJBHUINYE PHU3UK  3apakeHHS  PI3SHUMU
iHpexisiMu. 3a 15 pokiB ciocTepekeHHs B 0/iH1M koropTi namieHTis 3 [IM/JIM 37%
MOTPANMIIM JI0 JiKapH1 3 TPUBOAY TSKKHUX 1H(eKii. Hallouibi nomupeHow Oyna
acmipaniiHa MHEBMOHIS, ajie TSHKKI OmopTyHicTUYHI 1HGekuii Buaukamm y 11,8%
narieHTiB [160]. BignoBiiHO MU PEKOMEHIYyEMO MICTIJICHHS BiJ MTHEBMOKOKOBOI
1H(]eKIil Ta MOPIYHy BaKIIMHAIIO IPOTH IpUIly. byno moBeneHo, 0 BaKIMHAIS
IIPOTH TPUITY € OE3MEUHOI0 Ta 3a0e3MeUye aJIeKBaTHY IMyHOI€HHICTh Yy MAIli€HTIB 13
MI03UTOM, SIKI OTPUMYIOTh IMyHOCyIpecuBHy Teparito [161]. Ilepen moyaTkom
IMYHOCYIIPECUBHO1 Tepamii Jpyroi JiHIi MU TaKOX MPOBOJAMMO CKPUHIHT Ha
TyOepkynp03 1 renatutd B 1 C. He icHye y3rojxeHux pekoMeHIauiid 100
npodiIakTUKK MHeBMOIMCTHOI THEeBMOHI1 (PCP) y naifieHTiB 3 Mi03UTOM, ajie AesiKi
aBTOPH 3aMPONOHYBAJIM TOPOrOBl 3HAYEHHS 3arajibHOi KUIbKOCTI TiMporuTiB < 800/
MKJI 200 KiTbKicTh CD4+-nimdonutiB < 200/mxi [162]. Hamra npakTuka mossrae B
TOMY, MO0 PEKOMEHAYBATH IMYHONPO(DIUIAKTUKY TMAaIlieHTaM, $SKI OTPUMYIOTb
1000By 7103y TIpenHi30Hy noHa 20 Mr/no0y pa3oM i3 IpyruM iIMyHOCYTPECUBHUM
3acoboM. Hapermri, y marieHTiB 3 MIO3UTOM IIiJT Yac JIKyBaHHS PUTYKCHUMaOOM,
a3aTIONPUHOM, MIKO(EHOJIATOM, LMKJIOCIOPHUHOM, IuKiIopochamigom 1 BBII
NOBIJOMJISIIOCS TIPO  MPOTPECyrody MYyJIbTU(OKAIbHY JeiKkoeHedaaonarito
(IIMJI), cnpuumneny peaktuBaiieto Bipycy JC [163—165]. JomarkoBuil pu3uK,
MOB’SI3aHUA 3 OYyJb-IKUM OJHHM arcHTOM, 3JIUIIAETHCS HEBU3HAYCHUM Yy IIIH
MOMYJIAIT, OCKUIBKY 0arato BUMA/IKiB CIIOCTEPITAIUCA Y MAIIEHTIB, K1 OTPUMYBAJU
JeKiIbKa are’TiB, a mpo IIMJI Takox MOBIIOMIISIIOCS Y TIAIIEHTIB 3 MIO3UTOM, SIKI
OTPUMYBAJIM MOHOTEpAIiIO MPEIHI30HOM, 1 HaBiTh 0€3 IMyHOCYIIPECUBHOI Tepamii
[163].
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(IV) AKki 3axo00u nHeoOXiOHO éxcumu 07151 3HUNCEHHA PUUKY NePeoMiE y
arooei 3 I3M?

1-cneyughiuno ons dopocaux. HeoOX1THO TIPOBECTH OIIHKY CTaHY KICTKOBOI
TKAaHWHU HE3aJICKHO BIJ Teparii IIIOKOKOPTHUKOiIaMH Ta PO3MOYaTH BIAMOBIIHE
nikyBanss (1, B, 100%).

Ouinka pusnky mnepenoMiB npu  I3M € BaxiIMBUM, BpPaxXOBYIOUH
BUKOPHUCTAHHS TIIOKOKOPTUKOI/IB, MEepEeBaKaHHs 0C10 KIHOYOi CTaTi Ta CepeaHin



BIK IMOYATKY 3aXBOPIOBAHHS y 1opociuX [26]. O1iHKy pu3uKy MepeaoMiB BHACIIIOK
JAMKOCTI CJIiI MPOBOUTH BiAmoBigHO M0 BKa3iBok NICE ming ac giarHOCTUKH Ta
KOXKHOTO pa3y, KOJM 3MIHIOIOThCA ¢dakTtopu pusuky [27]. BiamoBa Bix
TTFOKOKOPTHUKOIIB IMICJISI IOCATHEHHS peMicli MOYKe 3MEHIITUTH PU3HUK MEPESIOMIB,
IIOB’SI3aHUX 13 1X JaMKICTIO. JlocmikeHHs, Xoya W OOMEXKEeHI HEBEIUKHUMHU
NOMYJISAISAMH, TPUITYCKAIOTh, 10 PU3UK BUHUKHEHHS TIEPEIOMIB XpeOIliB Mpu
I0BEHITbHOMY-J[M MoOe OyTH 1 10 3HAYHOTO BIUIMBY KOPTHKOCTEpoiniB [28].
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JlikyBannus IBM

Ha xanp, iIMyHOTEpaIisi Ha CbOrOJIHILIHIN IeHb OyJa 3arajJoM Hee()eKTUBHOIO
st IBM. TlamienTt, 6Ki OTpUMyBajiM JIIKYBaHHS, 4YacTO MAalOTh 3HWXKEHY
CUPOBATKOBY KpEaTHHKIHA3y 1 HAaBITh 3MEHILEHHS 3alajeHHs NpH MOBTOPHIN
Oioricii M’431B, aje 1€ HEe KOPEoe 31 3HAYYIUM KIIIHIYHUM TOKpamieHHs M [166].
Kpim Toro, oGcepBartiiiine JOCIHIKEHHS TOKa3alo, 0 Malli€HTH, K1 OTPUMYBAIH
IMYHOCYIIPECUBHY Tepalliio, Majd OIbIl CephHo3HYy I1HBATAHICTh IIJI 4Yac
OCTAaHHBOTO BI3UTY CIIOCTEPEKEHHS Ta Majid OUIbII IIBUJIKE MPOTPECyBaHHS
nopyiieHb xoas0u [56]. Uepes BiICYyTHICTh 00’ €KTUBHUX JI0OKa31B MOKPAIEHHS Ta
MOTEHI1aJ ITKOJM MU HE PEKOMEHAYEMO IMYHOCYIIPECHUBHY TEpariio marfieHTam i3
IBM.

Mioctatun 1 cnopigHeni jgiranam B cimeidctBl TGF-f  mpurhiuytors
nudepeHIiialio Ta PiCT CKEJISTHUX M's3iB. bimarpymald € aHTaroHiCTUYHUM
AHTUTIJIOM MPOTH PELIETITOPIB aKTUBIHY, K1 OTIOCEPEIKOBYIOTH Mepeady CUTHATIB
micas mioctatuHy. He3Bakaroun Ha 0araTooOiIsiiouy NEepeBIpKy KOHIIEMIT, sSKa
MIPOJIEMOHCTPYBaJIa 301JIbIIEHHS 00’ €My M’SI31B CTErHA MICJIsl BHYTPIILIHBOM *SI30BOi
iH’exuii mnpenapaty [167], ¢aza 1I/IIl npocmimkeHHS BHYTPIIIHBOBEHHOTO
3aCTOCYBaHHS HE JOCSTJa TEPBUHHOTO pe3ylbTary II0J0 e(QEeKTUBHOCTI
(NCT01925209). ®onicTaTuH — 1i€ €HA0TeHHA MOJIEKYJIa, SIKa 3B sA3y€ aKTUBIHU Ta
0JIOKye 3B’S3yBaHHS 3 IXHIMH pPEIENTOpPaMH, TaKUM YWHOM TPHUTHIUYIOYH IUIAX
MIOCTaTUHY 1HIUM criocoboM. HemrogaBHo Oyr10 MOB1AOMIIEHO, 1110 TEHHA Teparis
3 BUKOPUCTAHHSIM BeKkTOopa rAAVI1 mis 10CTaBKU aIbTEPHATUBHO CILJIaCOBAHOL
130popmu k/IHK ¢onictatuny B M’si3 BUsSIBWIAcA O€3MEYHOI0 Y BIAKPUTOMY
JOCHIDKEHHI 3a ydacTio ImecTd mamieHTiB 3 IBM, 06e3 mnobOiuHux egekTis,
OB’ sI3aHUX 13 T€HHOIO Teparieto [168].

Hapemri HemonaBHo Oyio 3aBepiieHo (a3y 2b mocmipkeHHs parnamilyHy.
Pamaminun € iariditopom mTOR 1 He TUTBKM OTIOMAarae peryitoBaTH BUKUBAHHS



KJIITUH, CUHTE3 Olsika Ta ayTodarito, ane Takoxx npurHiuye 1L-2. Hezpaxkatouu Ha
T, 10 TIEPBUHHUHN pe3yJbTaT — CHJIA YOTHPUTOJIOBOTO M’si3a 3a Pe3yJIbTaTaMH
KUIBKICHOTO T€CTYBaHHS M’sI31B — OYB HETaTMBHUM, Y MAIlI€HTIB, K OTPUMYBaJIN
JiKyBaHHs, yepe3 | pik crocrtepirajgocsi 3HAYHO MEHIIE 3aMIIIEHHsS M’ S30BOi
TKaHUHU >KUPOM, a 1HII KJIIHIYHI MOKa3HUKU TOKpanuincs. [loBimomiseTses, 10
IJIAHYETHCS BIIKPUTE PO3IIUPEHE A0CIiKeHHs [169].

Komenmap podouoi epynu: na momenm po3pooKu KiiHi4HOI HACMAHOBU JNIKAPCbKUUL
3acib 3a MidCHAPOOHOK HeNnameHmMo8aHOK HA36010 OiMazpymMab He 3apeecmpo8ano
8 Ykpaini.

HedapmakoJioriune JIiKyBaHHS

PexomeHny€eThCS MYIBTUANCIUIUTIHAPHUAN M1AX1]] 10 JTIKYBaHHS, BKIIOYAI0UU
di3ioTeparnito, TpyAOTEpanito, JOTONEIUYHY/KOBTAIbHY TEpariio Ta KOHCYJbTAIlll
1HIMX  (axiBIiB, TaKUX SK PEBMATOJOT, JAEPMATOJIOr 1 MYJIbMOHOJOT, 00
OOMEXWTH IHBAIIJIHICTh MAIIEHTA Ta KOHTPOJIIOBATU 1 JIIKYBaTH I03aM’sI30BE
3ailydeHHs. BripaBu Ha po3TSKKY Ta MACUBHUIM J1alla30H PyXiB BaXKIIMBI ISl CUIIBHO
OCJIa0JIeHUX MALIEHTIB I 3aM00iraHHsd KOHTpakTypaM cyrio6iB. IlamieHtam 13
TPYJIHOIIAMH TIPU XOAbO1 MOXKYTh OyTH KOPHCHI JOMOMIDKHI HPUCTPOi (Taki sK
OpTOMEANYHI 3ac00M sl ToMuIKoBocTynHeBoro cyrioba [AFO] abo opresu mms
KOJIIHHOTO/TOMUTKOBOCTYITHEBOTO cyriio0iB [KAFO]) 1 monomixkHi 3aco0u, Taki K
TpocTtuHa abo xoayHku. [Iporpamu peabumiTaliii TakoK MOXKYTh HABUNTH TAI[IEHTIB
KOMIIEHCATOPHUM [isiM, $IKI 3MEHIIYIOTh PHU3HMK MaJiHHA. YHUCIEHHI HEBEJIMKI
JOCIIJKEHHS TTOKa3au, o 0arato gopM aepoOHUX BIIpaB 1 CUJIOBUX TPEHYBAHb
CepeHbO1 IHTEHCUBHOCTI O€3MeyHl JJIsi MaIi€HTIB 3 MIO3UTOM 1 JOMOMAararTh
MIATpUMYBaTH a00 HaBiTh NokpamryBatu cuiy [170, 171]. HeBenuke Binkpure
JOCIIJKEHHST JIOMAIIHbOi TporpamMu (Pi3UYHUX BHOpaB i maiieHtiB 3 [BM
IPOJICMOHCTPYBAJIO 30UIBIIICHHS M SA30BOi cuinud  depe3 16 TtmwkHIB [172].
Eprorepamisi xopucHa st TUX, XTO Mae€ (YHKIIOHAJIbHI TOPYIICHHS uepes
Ca0KICTh BEPXHIX KIHI[IBOK; MOXHA PEKOMEHIYyBaTU LIMHYBaHHS Ta JOMOMIXKHI
npuctpoi. [lamienTiB 3 aucdariero ciij HampaBUTU A0 Joromnena. JluHamiuHe
300paKeHHSI MOK€ MTPOJEMOHCTPYBATH AaHATOMIYHY Ta (DI310JIOTIYHY TPUPOAY
nucarii [173], a Takok MOXKHA HABYUTH KOMIIEHCATOPHUM MaHEBpaM KOBTAHHS Ta
MoaudiKarii T1€TH JIJIs TOKpAIEHHs 0€3MeKr KOBTAHHS Ta IMATPUMKH XapuyBaHHS.
Hesxkum mamientam 3 IBM moxke OyTu KOpuUCHUM 1H €KL OOTYJIOTOKCUHY,
PO3ILIMPEHHST CTpaBoxoay abo KpikodapiHreaabHa MIiOTOMISI 3aJ€XKHO Bij
xapaktepy aucdarii [174].
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(VIII) Ak cnio 3sminumu nikysannus I3M nio uac eacimnocmi ma nepiooy
2PYOHO20 6U20008y6aAHHA?

1-Tum, XTO Oa)kae 3aBariTHITH, CJ1Jl TIOPAJUTH IJIAHYBATH 3a4aTTs, MTOKH X
xBOopoOa 1oope koHTposoethes (1, B, 100%).

2-BariTHICTb CJiJI BECTHU CIUIBHO 3 aKylIep-TTHEKOJIOTaMy Ta HEOHATOJIOTaMH
(1, B, 96%).

3-moTpiOHa TMIABUINEHA MHJIBHICTh IICIS TOJOTIB, OCKIIBKA TAIli€HTH
MOXKYTh MaTH PU3UK 3arocTpeHHs 3axBoproBanHs (1, C, 96%).

BariTHicTh ciif BeCTH pa3oM 13 akyllep-TiHEeKoJIoraMyd Ta HEOHATOJIOTaMu
4yepe3 HUXKYY CEpeJHIO Bary IMpHU HAPOJKEHHI, IMiJIBUILIEHUNA PU3UK aKyIIEPChKUX
YCKJIaJHEHb, TAKUX SK MPEEKJIAMIICIS Ta EKJIAMIICiS, @ TaKOX OlIbIIY TPUBAIICTh
rocmiTaizalii mija 4yac nojori. Jlokasu, xoua il oOMexeHi, BKa3yloTh Ha Te, IO
rapHuii KOHTposib I3M moB’sA3aHuil 13 KpallMMH pe3yJibTaTaMH BariTHocTi [36].
3adarTd CHig  IUIaHYBaTH  IICHsA  JOCATHEHHS peMicli  3aXBOPIOBAaHHA 3
BUKOPHCTAHHSM IpeapariB, CYMiCHUX 3 BariTHICTIO, BIJIMOBIIHO O peKOMEH Al

BSR mion0 mpusHayeHHs mpernapaTiB MijJ 4ac BariTHOCTI Ta rOAYBAaHHS T'PYIbMU
[37].

(IX) Ak cnio ouinweamu ma JiKyeamu cepueso-cyoOuHHi 3axe0pro6aHH,
noe’azani 3 I3M?

1-cneyughiuno ons oopocaux. ITlalieHTH TOBUHHI NPOXOIUTH PETYISPHY
OIIIHKY ceplieBo-cyauHHoro pusuky (1, C, 100%).

2-cneyughiuno ons dimeti. HeoOXimHO PO3TISHYTH OINIHKY Ta JIKYBaHHS
CEPIEBO-CYAMHHUX (DAKTOPIB PU3HKY, BKIIOYAIOYU TIMEPTEH31I0, OKUPIHHA abo
MeTaboIiuH1 aHoMaJIii (JTiiIu/pe3ucTeHTHICTh 10 1HCYIiHY) (2, C, 100%).

I3M  noB’s3aHmMii 13 30UIBIIEHHSM 4YacTOTH TinepTeHsii, agiadery,
JTUCTIMIIEeMIT, OXHUPIHHS Ta 1IEeMIYHOI XBopoOu cepus (crneuudiyHoi s
JAOPOCTUX), IO € MOMJIHMBICTIO BTPYYaHHS NJSl 3HIDKEHHS CEPIIEBO-CYIUHHOTO
pusuky [38, 39]; mpore HemOCTATHBO JOKa3iB, MO0 PEKOMEHIYBaTH YacTOTY
CKPHUHIHTY.

MikpoBackynonarisi Ta JIIKyBaHHS TJIOKOKOPTHKOiaMH BBa)KalOThCS
BiJIMTOBITAJTLHUMHU 32 PO3BUTOK apTEPI1asIbHOI TIIEPTEH3I1, 1110 CIOCTEPITa€ThCA y 25—
50% mnartieHTiB 13 oBeHUTbHUM-JIM [40]. HocmikeHHsT BUSBUIN 3MIHEH1 CEPIIEBO-
CYyJIMHHI (DaKTOpU PHU3MKY y TMAalI€HTIB 3 IOBEHUIbHUM-IM [41], sKi MOXYTb
MPU3BOJAUTH JIO MiABUIIEHHS PU3UKY PAHHBOTO aTePOCKIIEPO3Y MI3HIIIE B 3pIIIOMY
BiMi [42].



(X) Ak cnio nepegipamu ypasxicenns cepuysa ¢ I3M?

1-cneyugpiuno ona oOopocaux. llallieHTH TIOBHMHHI TPOWTH CKPHUHIHT Ha
ypaXXEHHS  Ceplsl; CHUpPOBAaTKOBI Mapkepu TnomkoxeHHs  cepus, EKT,
exokapaiorpadiro Ta MPT cepus (2, B, 100%).

2-cneyughiuno onsa oopocaux. CepuieBuil TpornoHiH | (a He ceplieBUil TPOTIOHIH
T) cnin BUKOPUCTOBYBATH SIK Kpallluid CHPOBATKOBUN MapKep Al CKPUHIHTY Ta
MOHITOpHHTY ypaxkeHHs cepus (1, B, 100%).

3-cneyugpiuno ona dimeu. HeoOX1JHO PO3TISTHYTH MOKJIUBICTH CKPHUHIHTY
ypaXKE€HHS ceplisl y MaIlleHTIB 3 IOBEHIIbHUM novaTtkoM I3M 3a nonomororo EKI ta
exokapmiorpadii (2, C, 100%).

Mio3uT ceplsl acoLIIOETHCS 3 MIABUIIEHUM PHU3UKOM 3aXBOPIOBAHOCTI Ta
cmeptHOCTi. [liBUIIEH] CHUpPOBATKOBI MapKepH IOLIKOJKEHHS CepLs MOXYTh
BKa3zyBaTU Ha ypaxeHHs cepusd. OmHak IesKl «cepueBO-clienu]iuH» MapKepH,
30Kpema ceplieBuil TpomoHiH T, Tak0X MOXKYTh €KCITPECYBATHUCS Ta BUBLIBHATHCS 3
pPETeHEepPYIOUMX  CKENEeTHUX M’s31B, IO TMOTEHIINHHO MOXE€ CHPUYHHSITH
JT1arHOCTUYHY HEOJHO3HAYHICTh. PEKOMEHAYETbCSI BHUMIPIOBAHHS CEPLIEBOTO
tporoHiny [. [loBimomisuiocs mpo KijgbKa CEPIEBHX aHOMAaii, BKIIOYAIOUU
muchyHKIIO J1iBoro uurtyHouka, aHomanii EKI' 1 3HMXeHHs BapiaOenbHOCTI
cepueBoro putrmy [43, 44| y mogeii 3 [I3M.

(X1) Ak cnio nepegipamu ma aikyeamu oucghaziro, nog’sazany 3 I3M?

1-cnip po3rIIHYTH pYyTUHHY OLIHKY aucdarii B ycix namieHTis (2, C, 92%).

2-OIllHKAa KOBTAHHS Ta 3aJy4eHHS JIOTOMEIB/TaCTPOCHTEPOJIOTIB CIij
PO3IMIISIHYTH y naiieHTiB 3 gucdarieto (2, C, 100%).

3-cmiy po3risaHyTd Tepamito BBI[T ams akTuBHOro 3axBOpIOBaHHS Ta
nucdarii, pe3sUCTEHTHUX JI0 1HIIUX MeTo 1B JikyBaHHs (2, C, 100%).

Jucdaris € NOMMPEHUM SBUILEM, BIUIMBAE HA SKICTh )KUTTS Ta MOB’A3aHa 13
BTPaTOI0 Bark Ta AacHipalliiHOI IMHEBMOHIEI0, sKa MOXe OyTH JIETaJbHOIO.
JuchyHKIII0 KOBTaHHS HE 3aBXKIU MOKHA IMepeAdauynTy IpH 3arajibHiil M’ sI30B1d
cnabkocTi [45]. Pu3uk miaBUIY€ETHCS 3 MO3UTUBHOIO aHTU-NXP2 a0 3/10KICHICTIO
[46]. KoiiHiMcTH TOBWHHI PETryJsSpHO TEPEBIPATA HASBHICTH CHUMIITOMIB,
MOB’si3aHUX 3 Jucdariero, 1 po3MISIaTH MOXIIMBICTE PAHHBOTO 3aTyUCHHS
JIOTOITETIB, SIKIIO I1€ HEOOX1THO.

NHSE Bu3snae qucdariro nokazanasam 1o gikyBanus BBIT [18]. BBII Ta inma
IMyHOMOJyJIIOI0Ya ~ Tepamisi, BKIIOYal4u Tiokokoptukoind, c¢sDMARDS
(MeToTpekcar, a3aTioNnpuH, IUKIOCIOPUH, TaKpOJiMyc, MO(eTHs1 MiKOo(peHOJaT,
rigpokcuxyiopoxid), CYC Ta moBimomisiiocs, mo RTX mokpairye cumnroMu
aucdarii Ta/abo 00’ €KTUBHY OLIIHKY KOBTaHHS.



(X11) Ak cnio oyinroeamu ma noKpauwLyeamu AKiClms 3Cumms ma ncuxiuHe
onazononyyus nwoeit 3 I3M?

1-HeoOX1THO OIIHUTH IICUXOJIOTIUHE OJIArONmOIyY4ds Ta MICUX1aTPUYHI CYIyTH1
3axBoproBanHs (1, C, 92%).

2-TICUXOJIOT14HE 0JIaromoIyd4s Ta OB’ I3aHy 31 3/T0POB’SIM SIKICTh KHUTTS CITiJ
PETYyJSIPHO OIIHIOBATH 3a JIOTIOMOTOI0 IHCTPYMEHTY, IO BiAmoBigae Biky (1, B,
100%).

3-crig po3rIIHYTH (PaKTOPH, IO HETaTHMBHO BIUIMBAIOTH HA SKICTh JKUTT,
OB’ s13aH1 31 3I0pOB’sIM (HAMpPHUKIaA, YpaKeHHs MIKIpH, CBEpOIXK, MOOIYHI eerTu
ctepoinis) (1, C, 96%).

4-cneyugiyno ons dimeu. PaKTOpPH, 10 HETATUBHO BIUIMBAIOTH HA SKICTh
KUTTS JITeH, MOB’sA3aHy 31 370pOB’SIM, BKIIIOYAIOTh O1J1b, M’S30BYy CHAOKICThH 1
noraHui coH, 1 11e noTpedye HanexHoi Tepanii (1, C, 95%).

S-1HAMBIyadbHO MiAiOpaHi (i3uyHI BIpaBu Ta/abo peadiiiTallisi MOBUHHI
3a0X0YYyBaTHUCA B YCIX Jllalla30HaX aKTUBHOCTI 3aXBOPIOBAHHS 3 METOIO TTOKPAILICHHSI
ncuxosioriyaoro omaromnonyyus (1, B, 96%).

6-y BIAMOBIAHUX BHUITQJKAX CIiJ PO3TISHYTH IJIECIPSIMOBaHI BIIPaBH,
npu3HayYeHi  creriamcToM-(i3ioTepaneBToM  Ta/abo  eprorepaneBToOM s
MOKpAIIeHHs] CWJIM XBaTy 4Yepe3 HEraTUBHUW BIUIMB CJIA0KOi CHJIM XBaTy Ha
MOBCSIKJICHHY JISUTBHICTB Ta SKICTb *KUTTH (2, C, 96%)).

3HayH1 1ePIUTH € OUEBUIHUMH B TIOKa3HUKAX SIKOCT1 KUTTS, MOB’SI3aHOT 31
3nopoB’siMm (HRQoL) sik y mopocnux, Tak 1 B Mojoaux narlieHTiB 3 I3M. Jloka3u
cBiIYaTh npo HU3Ky cnenudiuaux st [3M daxTopiB, K1 MOXYTb HETaTUBHO
BIUTMHYTH Ha SAKICTh JKUTTS JIIOAWHHM, TaKUX $K AaKTUBHICTh 3aXBOPIOBAHHS,
30UTbIIIEHHST (PYHKITIOHAIBHUX MOPYIIEHB 1 3HMKEHHS M s130B0i cuin [47]. HRQoL
MO>KHA OLIIHUTH 32 JOTIOMOTOI0 TaKWX 1HCTPYMEHTIB, SIK ONUTYBAJbHUK 370POB’S
mutuan (CHQ-50) 1 kopoTke onuTyBaHHs 3 36 MyHKTIB (17151 topociux) [48]. Cria
PO3IIIIHYTH MOXJIMBICTh MiHIMI3aliil (DyHKIIOHATbHUX MOPYIIEHb 3a JOMOMOTIOI0
crnenianizoBaHoi ¢i3loreparii Ta/ado eprorepanii. MokHa pO3riasiHyTH MOXKIUBICTh
BUSBJICHHSI TAKUX MTPOOJIEM, K TOTAHUI HACTPIi 1 TPUBOTA, a TAKOXK 3alIPONOHYBATH
TICUXOJIOTIYHE BTPYUYaHHS SIKOMOTA PaHillie, SKIIOo I1e He0OX1IHO.

(XII1) Axi mipkyeanna wio0o ynpaeininua I3M cnio epaxosyeamu 0.
neeHux emuiunux cpyn?

1. Ilimx wac oOcCTeXEHHs TMali€HTIB CIIJI BpPaxOBYBaTH ETHIYHY
NPUHAJICKHICTD; KIIIHIYHI MPOSIBU, aCOL1HOBaHI ayTOAHTUTLIA Ta OCHOBHI (pakTopu
PUBHUKY MOXYTb BIAPI3HATUCA 3aJI€KHO Bl €THIYHOI puHanexxHocT1 (2, C, 96%).



['pynu eTHIYHMX MEHIIWH MAalOTh MIJBUIICHUA PU3UK 3aXBOPIOBAHHSA,
MOB’S[3aHOTO 3 AyTOAHTHUTUIAMHU MPOTH YACTUHOK PO3IMI3HABAHHS CUTHANY (aHTH-
SRP), miIBUIIIEHOTO CEPLIEBO-CYIMHHOTO PU3UKY Ta OIBIIOTO PU3UKY IOBEHIIBHOTO
MOJTIMIO3UTY/FOBEHIIBHOT MiOMaTii CrojiydHoi TKaHWHU. [loKa3HUKH KaJIbIIUHO3Y
BUIIl Y TEMHOIIKIPUX AITeH 3 roBeHUIbHUM-JIM y koroptax IliBHIYHOT AMEpHKHU
[49] ta [TliBnennoi Adpuxu [50].

Autoimmune Myopathies: Updates on Evaluation and Treatment Emer R.
McGrath & Christopher T. Doughty & Anthony A. Amato The American Society
for Experimental NeuroTherapeutics, Inc. 2018

JIOBrocTpoKOBHM MPOTrHO3 I CMEPTHICTH

OOGcepBariitHi JOCTIKEHHS TTOKa3yroTh, 1110 BiJ 20 10 40% mamienTis 13 JIM
ta [IM nocsirHyTh TpuBajoi peMicii (mokpaiieHa Ta crabiibHa CUJIa, HOPMaJbHI
CUPOBATKOBI M’5130B1 ()EPMEHTH Ta BIJCYTHICTb 3a7TyYEHHS IHIIUX CUCTEM OpPraHiB)
0e3 ¢apmakojoriudoi Tepamii [175-177]. [nsg pemrTd TaIi€eHTiB  mepeoir
3axXBOpIOBaHHS Oyze ab0 XpoHIYHUM Oe3nepepBHUM, a00 MOJTIIMUKIIYHUM, 3
penuauBaMy Miclig MepioAiB pemicii. PeruauB mij yac CKOpoueHHs Teparii €
HOLIUMPEHUM SIBUILEM, aji€ PELMJUB CUMIITOMIB TaKOX MOXXE€ BUHUKHYTHU uepe3
O6arato poOKIB TICIs TMPUIMHEHHS Tepamii, TOMYy IOCTIHHE CIIOCTEPEKECHHS €
BAKJIMBUM. baraTo maiieHTiB 13 XpOHIYHMM O€3MEepEepBHUM IEPEOIroM MOXKYTh
MOBEPHYTHCS 10 HOPMAJIbHUX MOKAa3HUKIB M S30BO1 CHIIM 1 MIATPUMYBATH iX, aje
noTpeOyoTh MOCTIMHOrO JiKyBaHHs. HaBiTh cepen maii€eHTiB 13 HOPMAaJIbHOIO
M’SI30BOI0 CHJIOKO TOCTIMHE CHPUUHSATTS 1HBAJIIAHOCTI € MOLIMPEHUM SIBUILEM, 1
NaIl€EHTH YacTO MOBIIOMIISIOTH PO 3HIKEHHS SAKOCT1 skuTTs [178, 37]. IlamienTu 3
IBM matumyTh MOBUIbHE, ajie Oe3mepepBHE MPOTPECyBaHHS CIA0KOCTI MPOTITOM
yCbOTo Iepediry 3aXBOPIOBaHHS, IO MPU3BEAE J0 BUKOPUCTAHHS TPOCTHHU B
cepenHboMy 4epe3 10 pokiB 1 BAKOPUCTAHHS KOJICHOTO BI3Ka B CEPEIHbOMY YEpPE3
15 pokiB micisa movatrky 3axBoptoBaHHs [57, 179]. byno nokaszaHo, 110 MaIieHTH 3
MMOYATKOM 3aXBOpPIOBaHHA Yy Bill BiA 55 10 60 pokiB mOTpeOyrOTh JOMOMIKHUX
3aco01B Mpu XO0Jb01 Yepe3 3HAYHO KOPOTIIMM Mepiof yacy, HLK Y MOJIOIIIMX
narienTis [179, 180].

PiBeHb aHTUTINT MOXKE Kpallle BU3HAYATH TIPOTHO3 MAIli€HTa, HIK pe3yIbTaTh
TICTOJIOTIYHOTO JOCIIKEHHSI M $31B, IO JOJATKOBO TMIAKPECIIOE OOMEKEHHS
icTopuyHOI cxeMu Kiacudikamii 3amanpHoi Miomnatii. Sk npukian, 16 13 100
namieHTiB 3 aHTU-SRP Miomnariero Manu pes3ysibTaTd OIONCIi, 110 BKa3yBaJd Ha
3anajieHHs M’5131B, @ HE Ha TUIIOB1 3MiHM, 1110 XapaKTepHI1 /Il HEKPOTUYHOI M10TIaTIi;
Il BIAMIHHOCTI B Olomcii He OyJM MPOTHOCTUYHO 3HAYYIIMMH JUIsl KJIIHIYHOTO
pesynbTary [47]. Anututina o Jo-1 acomiroBany 31 3HUKEHUM PHU3UKOM peMicii



nicias papmakonoriunoi Teparii [175]. [amientu 3 SRP abo antutinamu HMGCR
MaloTh HM3bKI MOKA3HUKW IMOBHOI BIJANOBiAI Ha Tepamito. Y SIMOHCHKIM KOTOpTI
namieHTiB 3 antutuiaMu SRP a6o HMGCR wmenme 20% mnarieHTiB 11030yaucs
CUMIITOMIB a00 BTpaTWJIM Mpale3aaTHICTh yepe3 2 poku [40]. ¥ Koropti maii€eHTiB
13 CIIIA 48% marmiedTiB 3 antu-SRP Mionariero qocsriy moBHOI a00 MaiKe ITOBHOI
cuid micias 4 pokiB JikyBaHHS, a 44% 13 50 narienTiB 3 antu-HMGCR mionaTiero
JOCATJIM TIOBHOI CHJIM Ticas 2 pokiB jikyBaHHS [43, 149]. byno moka3zano, 1o
naieHTH 3 aHTU-SRP 1 antui-HMGCR wmionariero 3 MOJOIIIMM BIKOM TOYATKY
MarTh 3HaYHO MEHIITy WMOBIPHICTh MOBHOTO BIJHOBJICHHS CHJIMA, HDK IMAIlIEHTH
crapmioro Biky [43, 47, 149]. Ilamientu 3 antu-HMGCR wiomnariero, ski
OTpPUMYBAJIU CTAaTUHU, HABIMAKH, MOKa3ald, 110 Kpalle pearyloTh Ha JIKYBaHHS
[181]. JTo 12% 3apeecTpoBaHMX Tali€HTIB 13 MmiomaTiero aHTH-SRP Ta anTH-
HMGCR mnig 4ac TpuBaJIOTO CIOCTEPEKEHHSI JOCATIM TOBHOI pemicii micis
IMyHOCYIIpecUBHOI Teparii [42, 43, 50, 128, 181], u1o crnoHykano AesiKux eKCrepTiB
PEKOMEHTyBaTH HE 3MEHITYBATH JI03Y IIPENapatiB IPyroro psay ado MPUIUHATH 1X
BUKOPUCTAHHS, JI0 TUX MIp MOKH MALIEHTH HE MAaTUMYTh IPUHANMHI 2 poKu 100pe
KOHTPOJILOBAHOTO 3aXBOPIOBaHHS a00 MIHIMAJIbHOTO, 200 MOBHOTO MPUIUHEHHS
npUioMy KOPTUKOCTEpOidiB [8, 182].

He3Baxatoun Ha Te, MO0 BIKMBAHICTh TMAIlIEHTIB 3 MIO3UTOM 3 YacoM
MOKpaluiacs, JAOCTIHPKEHHs MOoKa3aiu, 10 PU3MK CMEPTHOCTI y JIBa-TpU pasu
BUILMK, HUK y 3aranpHid nomyssuii [182, 183]. Pak, ypakeHHs cepus, JIET€HEeBl
YCKIaAHEHHs1 Ta 1H(EKIl Ha3MBalOTh HAWUMOIIMPEHIIIMMUA MPUYMHAMH CMEpTI
[184]. ¥V mnepexpecHiii xoropti 3 831 mamienta 3 IIM (53%), M (43%) 1
amionatuaHuM JIM (4%) npoTsroM cepenHboro nepioay cnocrepexeHs 4,5 pokiB
pusuk cMepti OyB 3HauHo BummM Yy marmieHtis 3 [3JI (HR 2,13, AI 1,06-4,25,
p=10,03) [185]. ¥ mamienTiB 6e3 13JI mokazuuku Br>kuBaHOCTI yepes 1, 51 10 pokis
cranoBmwid 99, 95 1 90% BigmoBigHo. Y maiieHTiB 3 13J] MOKa3HUKH BHKMBAHOCTI
yepes 1, 51 10 pokiB ctanoBwiu 97, 91 1 81% BignosinHo. [{ikaBo, 110 MeTa-aHami3
2014 poky, sikuit BkiaouaB 27 pochijpkeHb 3487 mailieHTiB, HE 3MIT BUSBUTHU
ICTOTHUX BIAMIHHOCTEHM y CMEPTHOCTI Y MAaLI€HTIB 3 OyJb-IKUMU ayTOAHTUTIIAMH,
HaBITh HE3BAXKAIOYM HA iX 4acTO pi3HI KIiHIYHI niposiu [34]. Byno moka3aHo, 110
namieHTd 3 IBM MamTh HOpManbHy TPHUBANICTh KUTTS, aje YCKIATHEHHS
3aXBOPIOBaHHS — HAMpUKIaA, Aucdaris, MO NPU3BOAUTH 10 acmiparii Ta
MTHEBMOHI{, 1 CHJIbHA CJIA0KICTh, IO MPU3BOAUTH JI0 MaJiHb, — MOXYTb CIPUITH
CMEpTI JesaKuX namieHTiB [57, 186].

British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy



(V) Axki knwouosi npocnocmuuni pakmopu ma gpaxmopu JaiKyeanus ciio
épaxogyeamu ona doimeii 3 I3M?

1-cneyughiuno ona oimeii. I3M 3 10BEHUIBHUM MOYATKOM Ma€ MPOBOJAUTHCS
crieriayicTaMu-Tie/llaTpaMi, OCKUIBKM BiH BiApi3HseThcs Bix I3M y mopocimx
KUIbKOMa [apaMeTpaMu, BKJIOYAlO4YM OUIBIIY MPUCYTHICTh  MIIIIKIPHOI
KasbIudiKallii, MEHIITY CTYIIHb BaXKKOCT1 XBOPOOH, BIZICYTHICTh acoIliailii 3 pakoM,
MiBUIICHUN PU3UK BACKYIITY Ta pi3Hi acormiaiii ayroantutia (1 , C, 95%).

2-cneyughiuno o dimeu. KopoTmmii dYac BCTaHOBIIGHHS J11arHO3Y
OB’ SI3aHUM 13 TTOKPAIICHHIM PEe3ylbTaTy 3aXBOPIOBAHHS, TOMY CIIiJ PO3TVISHYTH
MO>KJIMBICTh PAHHBOT'O 3BEPHEHHS JI0 creniaiaizoBanoi ciyxou (2, C, 100%).

3-cneyughiuno ons dimeu. Ilpu BUKOPUCTAHHI IHCTPYMEHTIB, SIK1 BUMIPIOIOTh
M’SI30BY CHITY, (DYHKIIIIO Ta SAKICTh )KUTTSI, CJI1JI BpaXOBYBaTH BiKOB1 0c00sMBOCTI (1,
B, 100%).

4-cneyupivno ons Oimeu. MenuyH1 TpaliBHUKU MOBUHHI IIYKATH O3HAKU
MIEPEKPUTTST 3aXBOPIOBAHHS CIIOJIYYHOI TKaHWHH, SKE IIOB’S3aHE 3 ITiIBUIIICHUM
pusukom cmeptHOCTi (1, C, 89%).

S-cneyughiuno ons oimeti. IlamieHTH 3 FOBEHILHUM MovyaTkoM I3M noBuHHI
OyTH OIliHEH1 Ha HasiBHICTh KanbiHO3Y (1, C, 100%).

J1J1st OIIHKY M’ S130BO1 CHJTH, (DYHKIIIT Ta SIKOCT1 JKUTTS CJIiJI BUKOPUCTOBYBATH
BIJIMOBIAHI BIKOBI IHCTPYMEHTH, Taki K OIiHKa AUTIIOro Mio3uTy, ONUTyBaJIbHUK
OLIIHKKA 3J0pOB’d B JHUTSIYOMY Bill Ta baraToBUMIpHUN 3BIT NpO OILIHKY
IOBEHIIBHOTO AepMaTtoMio3uty [29, 30]. IcHye 3HaYHO BUII[a CMEPTHICTh y AIIEHTIB
13 3aXBOPIOBAHHSMH CIOJYYHOI TKAaHWHH, IO TEPEKPUBAIOTHCS, IMOPIBHSHO 3
naiieHTaMu 3 OBeHUIbHUM-JIM [31]. TakuM 4YMHOM, TALIE€HTIB CIiJ PETEIHHO
o0cTeKyBaTH Ha MPeIMET HalllapyBaHHS O3HAK 3aXBOPIOBAHHSI CTIOTYYHOT TKAHWHU
Ta ypakeHHs! OUTBII MIUPOKOTO KoJia opraHiB. DakTopu, MOB’sI3aH1 3 MIBUIIEHUM
PU3BUKOM KaJIBIIMHO3Y, BKJIOYAIOTh MOJOJIINN BIK 3aXBOPIOBAHHS, OCOOJIMBO
MOYATOK 3aXBOPIOBAHHS B JIUTHUHCTBI, 3aTPUMKY 3 J1arHOCTHKOIO a00 3aTPUMKY 3
MOYATKOM JIIKYBaHHS, BaXXUHUW CTYIIHb Ta TPUBAIIIIMKA Mepedir 3aXBOPIOBaHHS U
HAsSBHICTh ayTOAHTHUTIIA 10 Oinka aHTusaepHoi matpumi 2 (NXP2) [32, 33].
Kiiniune oOcTexxeHHd Ta peHTreHorpadiss MOXyTb OyTH BUKOPHUCTaH1 s
imeHTrdIKaIlT KaTbIIUHO3Y.

Autoimmune Myopathies: Updates on Evaluation and Treatment Emer R.
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Maii0yTHi HANPSIMKH



3 ormamy Ha Te, MO BeMWKA YacTHHA HASBHMUX JOKa3iB OTpHMaHa 3
oOcepBaIlifHUX  JOCTiIKEeHb, ICHye T1OTpeda B OUIBII  MPOCTIEKTHUBHHUX
JOCIIDKCHHSAX Y TAIEHTIB 3 ayTOIMyHHUMH MiomnaTismu. HemomaBHus pobota
JI0BEJIa, 1110 BEJIMKI KJIIHIYHI BUTPOOYBaHHS MOJKJIMBI, HE3BAKAIOYH HA PIKICTh [IUX
3aXBOPIOBaHb, SKIIO BUKOPUCTOBYIOTHCS 0AaraToleHTPOBl, MYJIbTHAUCIUILIIHAPHI
npoektu [142, 187]. 3’sBasieTbcss Bce OLIblIe JOKa3iB TOro, IO MEXaHI3MHU,
onocepenkoBani iHTeppeponom (IOH) tumy 1, € BaxxnuBuMu B marorenesi J[M.
I'enn, ingykoBani I®OH Tuny 1, € HallOuIbIIMMU AU(EPEHIIaTbHO aKTUBOBAHUMU
reliaMu B M’si3ax  npu JIM, 1 AOCHIDKEHHS — MPOJEMOHCTPYBAIA
BHYTPINTHBOKJIITUHHY arperaiir OiIKiB, 110 MIABUINYIOTH peryisiiro [OH, npu
oMy IDOH-B Bigirpae ocob6auBo BaxymBy poib [188—190]. ¥V 2013 pomi Oyro
MOBIJIOMJIEHO TpO JociipkeHHs ¢a3u 1b cudanimymadly — MOHOKIOHAJIBHOTO
aHTUTIIA TpoTH 1HTEephepoHy-o. — y mamieHTiB 13 [IM ta JIM. BumiproBanus
curHatypu resa IFN (IFNGS) Oyno npurHiueHo sk y KpoBi, Tak 1 B M’s13aX HICHSA
BBEJICHHA Mpernapary, 1 Nalli€HTH, Y SAKUX MOKPAIIWINCS KIIHIYHI MOKAa3HUKUA Ha
>15% 3a MMT, manu Outbmmid ctymine npurHiyeHHs IFNGS [191]. ®aza 11
nociipkeHHs: cudanimymady Takox Oyna 3aBepineHa s marieHTiB 13 CUB.
dapmarieBTUYHA KOMITaHisl 3 TUX Mip BIAMOBUJIACS BijJ HOro po3poOKU HA KOPUCTH
aHi(posrymady, MOHOKJIOHAJILHOTO aHTUTLIA MPOTH pelenTopiB iHTEpdepony o/f,
ajie Ha MOMEHT HaIlMCaHHs 1€l CTaTTl He 0yJI0 BUIIPOOYBaHb I[LOTO Ipenapary npu
Mmio3uti. BunpoOyBanns ¢asu 2 Bakuumnu IFN-Kinoid, sika iHayKye BUpOOJIEHHS
antutin 1o IFN-a, Hapasi 3anyyae namieHTiB (clinicaltrials.gov, NCT02980198).

[aridiTopu sinyc-kinazu (JAK), siki MaroTh IpUTHIYYBaJIbHY JIII0 HA Epeiavy
CUTHaJTIB 1HTep(PEepoHy, HENoJaBHO Oy BUBYEHI MJII BUKOPUCTAHHS MpU
ayTOIMyHHUX 3axBOprOBaHHsX. [HTepdepoH-f, 30kpeMa,  OJOKye mepenavy
CUTHAJIIB HAa Il MOJIEKYJIM - BUXIJHI CUTHAJIbHI TiepeTBoproBayi. Todanutunid —
nepopanbHuil inrioiTop JAK 1/3, cxBanenuit y CILIA st nikyBaHHS peBMaTOiTHOTO
apTpUTy Ta MCOPIaTUUHOTO apTpuTy. Ilicig Toro, sk 3BITH NpO BUIAIKUA CBI1IYATh
PO Bpakarouy BIJIMOBIAb HA JIKHU Yy Maii€eHTiB 13 JIM, pe3ucTeHTHUM JI0 KUIBKOX
iMyHOCynpecuBHMX Teparniit [192, 193], Oyno po3nouaro BunpoOyBaHHs (azu 1
naiieHTiB 3 [3M (clinicaltrials.gov, NCT300264).

Hemonasns pobota Oyna cripsMoBaHa Ha 1IeHTU]IKAIIIO MATPYIT TAIIE€HTIB,
K1, IBUJIIIE 32 BCE, OTPUMAIOTh KOPUCTD BiJl Teparii 3 mpurHideHHs B-xmituna. Y
anami3i mamieHtiB 3 RIM migBumena curnatypa IFN-perynpoBaHUX XEMOKIHIB
(IFNCK) y kposi [194] abo m’s3ax [195] kopentoBana 3 MEeBHUMHU MOKa3HUKaAMU
KiiHiyHOi BignoBiai. I[lomanmemia pobora mokaszana, mo nokazHuku [FNCK
BIJIPI3HSIIOTHCA Y MAIIEHTIB 3 PI3HUMHU ayTOAHTUTUIAMM K HA TIOYATKY JIIKYBaHHS,
TakK 1 micJs JiKyBaHHS puTykcumaoom [196]. Hanpuknaa, nokasnuku [IFNCK Oynu
BHUCOKMMH Ha MOYaTKOBOMY PIBHI Ta 3HIKYBAJIUCS MICIS IPUHOMY PUTYKCUMaOy B



namieHTiB 3 ASS a6o antutinamu npotu Mi-2, Toai sik nokaznuku [IFNCK Oynu
BHCOKMMH Ha TIOYaTKOBOMY piBHI, ajJi€ HE 3HIKYBAIUCA TICISI MPUHOMY
putykcuMaly B nanieHTiB 3 TIF-y. HaBnaku, nauientu 3 antutiiamu 10 SRP manu
oJivH 13 HaliHmk4yuX nokazuukiB IFNCK Ha nmouatkoBomy ertarti, 1 He OyJ10 3HAYHUX
3MiH micis puTykcumady. Lle migkpecitoe, 110 maToreHe3 ayTOIMyHHHX MI1OTaTii
HEOJHAKOBHH 1 III0 MEXaHi3M, 3a JIOMIOMOT'OI0 SIKOT'O Pi3H1 IMYHOCYIIPECUBHI Teparii
BIUTMBAIOTH Ha MPOIIEC 3aXBOPIOBAHHS, TAKOX MOKe OyTH HeoHakoBUM. Hapernri,
6emimyma0, 3aci0, mo mpurHidyye B-kmiTuHu, iHriOyroum dakrop aktuamii B-
kmitu (BAFF), Takok BHBYAa€ThCS y TMAIEHTIB 3 ayTOIMYHHOIO MIOMATIEIO
(NCT02347891). byno mnoxazano, mo excopecii MPHK BAFF kopentoe 3
MOKa3HWKaMU aKTUBHOCTI 3axBoproBaHHs [197].

British Society for Rheumatology (BSR) guideline on management of
pediatric, adolescent and adult patients with idiopathic inflammatory myopathy

3acTocoBaHHs | KOPUCHICTH

Ha nonarkoBomy ManmoHky S2 (moctynmHuit Ha caiti Rheumatology onnaitn
British Society for Rheumatology guideline on management of paediatric,
adolescent and adult patients with idiopathic inflammatory myopathy |
Rheumatology | Oxford Academic (0up.com)) HaBeACHO OTJIAA PEeKOMEHAMin. Y
BenukoOputaHii He TMOBMHHO OyTH JKOJHUX TEPEIIKOJ JUIs peati3alli.

3a0X0Uy€eThCS BUKOPUCTAHHA IHCTpyMeHTY ayauty (JlomatkoBa Tabmuus S2,
noctymHa Ha cadti Rheumatology ommaitn British Society for Rheumatology
guideline on management of paediatric, adolescent and adult patients with idiopathic
inflammatory myopathy | Rheumatology | Oxford Academic (oup.com)). Lls
HAaCTaHOBa MIIKPECTIOe 0OMEXKEHY BHUCOKOSAKICHY JIOKAa30BYy 0a3y, JOCTYIIHY IS

I3M, 3 BimHocHOO BiacyTHIcTIO PK]] a00 npsiMoro mopiBHSHHS METO/IIB J1KYBaHHS.
Tomy pekomenpaarii 0a3yrOThCsA TMEPEBAKHO HA CIIOCTEPEKHUX JTOCIIKEHHSX.
KonTpoaroBaHi AOCIIIKEHHS] MAIOTh BUPIIIAIbHE 3HAYEHHS JJ1sI TOAQJIBIIOT OIIIHKH
MEePCHEKTUBHUX METOMIB JIIKyBaHHS. J{OBrOCTPOKOBI pe3yJbTaTh, OCOOJIHMBO
MOB’SI3aHI 3 CEpPLEBO-CYJAMHHUMHU a00 1epeOpOBACKYISIPHUMH  PU3UKAMH,
noTpeOyroTh Kpamioro Bu3HaueHHs. He cnig HepooniHioBaty BiumB I3M Ha
TICUXIYHE 3I0pOB’s Ta AKICTh KUTTA. [larienTn Ta ocoOu, sAKi 32 HUMH JIOTJISAAI0Th,
MOBUHHI OyTH TIOBHICTIO BKJIIOYEHI Yy BU3HAYCHHS MPIOPUTETIB I MalOyTHIX
nociimxeHs [3M.


https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data
https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data
https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data
https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data
https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data
https://academic.oup.com/rheumatology/article/61/5/1760/6555980#supplementary-data

Tabauusa 1. KiiHiyHi Ta 1iarHOCTUYHI 03HAKH aYyTOIMYHHHMX MionmaTii

anti-JS

3axBop | BiKk Cratb Bucunka | Ilatepn Kpearunkin | AcouiiioBan | Biomncis m’sa3iB Kuitunni AcouiiioBaHi craHu
IOBAHHS | IOYATKY caadkocTi aza i anTHTIIA iHdinbTpaTH
IM Jutstamit ta | Jlominytots | Tak IMpokcumansia | B HOopMi a6o | Anti-Mi-2, [MepumusiansHe Ta CD4* neunmputHi | Miokapaut, 1371,
JIOpOCIHN | KIHKH > IUcTabHA T ABHUIICHA anti-MDAD5, | nepuBackymspHe KITITHHU; B- | onkomoris, BackymiTH,
BIK (mo 50 pasis | anti-TIF1-Y, | 3amaneHHs; eKcrpecis | KIITHHH; iamr CTDs
Buiie BMH) anti-NXP2 I®DH-1 perymorodoro | Makpodaru
6inky (MHC-1, MxA)
Ha M’S30BUX
BoJiokHax; MAC
JICTIO3UTH HA
Kamiispax
I[IM Hopocnuit Hominytots | Hi IIpoxcumanesua | [TigBumeHa EnnoMusianbae Ta | CD8* Miokapauty, 13J1, inmm
BIK KIHKH > MUCTallbHA (mo 50 pasis MIEPUBACKYJIISIPHE T-kniTHHY; CTDs
Bume BMH) samanenHs, MHC-1 | makpodaru;
eKcIpecis Ha M’SI30BHX | IUIa3MaTHYHI
BOJIOKHAX KJIITHHH
ASS Jutsauunit Hominytots | Inoxai IMpokcumanbha | ITigBuiena Antucunrer | [lepumusianbhe ta | CD4* nenppursi | I'ineprepmisi, apTpuTH,
Ta KIHKHA > AUCTajJbHA (mo > 10 pa3iB | a3ni MepUBaCKYJIsIpHE KJTiTHHY; I3J1, penomen Peiino,
JOPOCIIHA suiie BMH) | aprurina: 3anajeHHs, B-knitunm; PYKH MexaHika
BIK anti-Jo-1, nepuMusialbHa Makpodaru
anti-PL-7, (dbparmenTaiis 3
anti-KS, anti- | papOysanusm  JID;
0J, anti-EJ, | mtepuMu3iansHe
anti-PL-12, MTOIIKOKCHHS M’ sI31B
anti-Zo, anti- | Ta HeKpo3
Ha, anti-SC,




IMNM Jutsiauit Yonosiku i | Hi IMpoxcumanbha | [ligsumena (8 [ Anti-SRP, HexpoTuzoBani Maxkpodarun B | OHKOJIOTIS, CTDs,
Ta KIHKH > MUCTalbHA JCSKHX anti- M’S5130Bi BOJIOKHA; HEKPOTH30BaHU | KapIWTH, aHaMHe3
JIOPOCTHI | XBOPIIOTh Bunagkax 10 [ HMGCR MiHIMaJIbHI 3allaibHi | X BOJIOKHAX B | BAKOPUCTAHHS
BiK OJTHAKOBO 50 pasis Bue iH¢pinpTpaTn; MHC-1 | mporeci CTaTHHIB y

BMH) ta MAC ekcrpecis (arouurosy MO3UTUBHUX Ha
Ha capkoJieMi HMGCR anTHTiNa
HEHEKPOTHU30BAHUX
M’S130BUX BOJIOKOH

IBM Crapmmit | Hominyrots | Hi IMomxomkeni HopmanbHa Anti-cN-1A | EnnomusianbHe ta | CD8* T- | Cungpom  Illerpena,
JIOPOCTHI | YOJIOBIKH JUCTanbHI  Ta | abo JIETKO NIEpUBACKYTIAPHE KITITHUHH; B | CHHAPOM CyxXux ouei
Bik (>45 MMPOKCHMAJIBbHI | 3aBHITICHA 3aIajeHHs, OCHOBHOMY abo pota, capkoimos,
POKiB) M’ SI3H; (3a3Buyaii 00ssIMOBaHI Bakyolll; | makpoparn B | MGUS,  rpanymspaa

MepeBakHe <10 pasiB Bix aMiIOiHI  IETIO3UTH; | HekpoTH30BaHH | JTiMoIUTapHa
3aTydeHHs BMH) MHC-1  ekcmpecis, | x Bomoknax B | Jeiikemist/ mimMpounTO3
3THHAYIB p62, LC3, ta TDP43 | nponeci

HanbliB/3an’sc arperati; EM 15-18 | aronurosy;

TKa, PO3TUHAYIB HM Tpy04acTi HUTKH, | mma3MaTHuHi

KOJIIHHUX posipBaHi YEPBOHI | ktiTHHY,

cyrnoGiB, BOJIOKHA Ta BOJIOKHA 3 | mienoinHi

THIBHUX aedinurom COX JEHJPUTHI

3rUHAYIB KIIITHHU; BEJIHKI

TOMIJIKOBOCTOTI rpaHyJIspHI

HOTO CyTJI00Y TiMPOLUTH

JIxepeno: 3MIHEHO 3 J103BOJTy 3 [1]

Cxopouennsi: BMH — BepxHst mexa Hopmu, [IM -nepmaromio3ut; [IM - monimio3ut; ASS - aHTUCUHTETa3HUM CUHIPOM;
IMNM - iMmyHOOmoOcepeakoBaHa HekpoTHuHa MionaTis; IBM - wmio3uT 3 Ttuteusmu BkitoueHHs; MDAS, anturen
mudepenuitoBanHs menanomu; TIF1 - ¢gakrop-nocepennuk tpanckpunuii 1; NXP2 - 6ok sinepnoi marpumi 2; IOH-1 -
iHTepdepon 1 tuny; MHC-1 - ronoBamii komruieke ricrocyMicHocTi 1; MAC-1 - antured 1 komiuiekcy MeMOpaHHOT aTaku;
[3J1 - inTepcTuiianbae 3axBoproBanHs Jieredb; CTDs - 3axBoproBaHHs cnojydHoi TkaHuHU; JID - myxHa docdaraza; SRP -
yacTuHKa posnizHaBaHHs curHainy; HMGCR - 3-rinpokcu-3-MeTunriytapui koeH3uM A penykrasza; cN-1A - muTto3o0ibHa 5'-
nykieorunaza 1A; TDP-43 - Tar JIHK-3B's13ytounii 6110k-43; COX - mutoxpomokcuaaza; EM - enekTpoHHa MiKpPOCKOITis;

MGUS - MOHOKJIOHAJIbHA raMMariaTiss HEBU3HAYEHOTO 3HAUCHHS.




Tabauus 2. ImyHoTepamisi ayToiMyHHHX MionaTii

MI  IOTH)XXHS  BHMAarae
MIIKIPHOTO BBEJICHHS)
Mema: 15 mr/TmxaeHp abo
BUIIIC

Maxcumym: 50 Mr/THXIEHB
(mpu HUPKOBIH
HEJOCTATHOCTI
BUKOPUCTOBYIOTBCSI MEHIII1
J1031)

OHKOJIOTisI*, IITyHKOBO-
KHUIITIKOBA
HETOJICPAHTHICTb,
IeraTOTOKCUYHICTD,
HUPKOBAa HEIOCTATHICTb,
JEHKOTICHIS

- 3araJbHHH  aHami3
KpOBI, HUPKOBI MpooOH,
MEYIHKOBI poou
momicans 3 Micsi,
MOTIM KOHI 3 Micsi 1
M 9ac KOXKHOI 3MIHH
JIO3H

- ciiporpadist mopoKy

MeaukaMeHT Turpanis Baxkiausi no0iuni | besneka Ta | [Ipumitkn
ABUIIA® MOHITOPHHI
[Ipeanizomnon Cmapmosa:. 0,7-1 | I'imepraikemis, - TIIIOKO3a B KpOBI, | - y MAIIEHTIB 3 BAKKUM IIepedirom XxBopoou
MT/KT/AeHb, 10 60 MTr/m00y | miABHUIIEHHS Bary, | €JICKTPOIIITH, METWINPEAHI3010H 1 T B/B mpoTsirom 3-5
Tumpayia: Iliompumyeamu | 3aTpUMKa piauHY, | apTepialIbHAN THCK TTHIB TIepe]] TOYaTKOM IMPEIHI30JI0HY
OCHOBHY 003y 00 | rinoKaieMis, - HIOPOKY OTJISIT OUei
NOKpawjeHHss  CUMNMOoOMIS. | TIepTeH31s, - IIUJIBHICTH KICTOK
3nuocysamu 0o3zy na 5-10 | ocreomnopos,
me/micsiyb 00 20 me/Oensb, | aCCNTUYHHMI HEKpO3
nomim 3meHwryamu 003y | KICTOK,  TICHUXIaTpUYHI
He Oinbwe 2,5-5 me/micsiyb. | CAMIITOMH, IHCOMHIS,
riiaykoma, Karapakra
MeroTpekcar Cmapmosa.  5-7.5  wmr | ®i6po3 JIETeHb, | - MIPU3HAYEHHS | - BUCOKI JIO3M MOXKYTh OyTH po3/lieH] Ha 3
nepopanbHo 1 pas3/THKIeHb | CTOMATHT, anomnertisi, | ¢omieBoi KucioTH | | 1034, 10 MpUKMarOThCsa KOXxHI 12 ronux
Iliosuwennss  Oosu. 2.5 | TepaToreHHa MI/1eHb abo | - n1o3a MOBMHHAa OYTHM CKOpUIOBaHa IMpuU
MI/THXKIeHb (103a 6ing 25 | Maniraizamis’, (oNIIHOBOT KUCIIOTH HUPKOBIH HEJOCTATHOCTI

- PpO3MIISHbTE aJbTEPHATUBHE JIKyBaHHS
Ipy BUCOKOMY pu3uky 13J1




A3zaTionpuH Cmapmosa: 50 Mr/neHn IniocuHKpaTuyHa - 3araJlbHUA aHaji3 | - TAali€eHTH TOMO3WIOTHI Yy BiJHOIIEHHI
Hiosuwenns oosu: no 100 | peakiis (rapsiaka, | KpoBi Ta TEUYIHKOBI | HEIOCTATHOCTI TIOMYPHUHY S-
MI/IeHb Tichs 1 TWKHS, | BUCHN, OUIb Yy JKHBOTI, | MPOOM IIOMICSI I | METHJITpaHC(hEpa3sr MaIOTh PU3HK PO3BUTKY
notiM 1o 50 Mr/neHs KoHi | HyqoTa, OJO0BOTa) B | 4ac 30UIbIIEHHS J03H, | BAKKOI  I'€MaTOJOTIYHOI  TOKCHYHOCTI;
2—4 TrxH1 ~12% BUMarae | moTiM  KOXHI  3—6 | mo3uTtuBHUI  epekT  Big  PYTHHOIO
Mema: 2 MI/KI/IeHb | IPUMMHEHHS  Tepamii. | micaniB.  Koperyiite | CKpHHIHTY Hapa3i HEBIIOMUIA
(3a3Buyait 150 mr/neHp) I'emaToTOKCHYHICTD, 03y bi (o) pIBHS | - PO3IUICHHS J03W Ha 2 pas3w/JIeHb MOXE
Maxcumym: 3 Mr/kr/neHn [IUTYHKOBO-KHUIIIKOBA nevikonuTiB <3500 Ta | 3SMEHIMUTH IITYHKOBO-KUIIKOBI  MOOIYHI
HETOJICPAHTHICTbD, HerTpodiniB < 1000. | sBuma
JIEUKOIIEH]S, - 3aro0iraiite
MaKpOIUTapHA AaHEMisl, | OJTHOYACHOTO
MaHKPEATHT, 3aCTOCYBaHHS
TepaTOreHHICTh ', aIOMypiHOTY
OHKOJIOTisT*
Mikodenomnar Cmapmoea: 500 mr 2 pasu | LLlmyHKOBO-KHIIKOBA - 3araJbHMUU aHaJi3 | - HE peKOMEHI0BaHO nepesuiryBatu S00 Mr
ModeTun Ha JIEHb HETOJIEPAHTHICTb KpOBI Ta TIEYIHKOBI | IBa pa3d Ha JEHb MpPU HUPKOBIH
ITiosuwennsn oozu: no 1000 | (ocobmmBO miapesi), | mpoOu  4epe3 MicAIllb | HeJOCTaTHOCTI
MT 2 pa3u Ha JeHb micas | | nedkomneHis, MicJIsl MOYaTKy Teparii, | - Moke OyTH mpemapatoM BHOOPY Yy
THKHSA TepaToreHHiCTLT, moTiMm  KoxkHi  3-6 | mamienrie 3 I3JI, HupkoBorw  abo
Mema: 1000 Mr Ba pasy Ha | OHKOJIOTis* MICSIIIIB; MIPH | IEYIHKOBOIO TUCQHYHKITIEIO
JICHb JeikoneHii MoOTpiOHO

Maxcumanona o0oza:. 1500
MT 2 pa3u Ha JIeHb

3HU3UTHU 103y




BBIT' Cmapmoea: 2 r/kr 3aranpHa | [H}Yy3iiiHa peakiist - BUKOPUCTAHHS | - CKpHHIHT Ha jgedinutr IgA, ame He
71033, BBEJIEHHS po3jiieHe | (TolIoBHMIA Oilb, no6oBoi o3 500 | 000B’A3KOBO B YyPreHTHHX CHUTYyalisixX HpU
Ha 2-5 [HIB, IIOMIcCAIS | rapsdka, 03HOO, BUCHII, | MI/KI' a00  MEHIIE | HU3bKOMY DPIBHI TIiJ03pH; PO3TJISHBTE Y
IIPOTATOM 3 MICSIIIB | TIOTEH31s1), HUPKOBA PEKOMEHAYETbCSA TIPH | JOPOCIUX 3 TIOBTOPHUMH 1H(EKIIIMH
MOCH1JIb SIK MPOOHA Teparis | HeOCTaTHICTh, CEplieBa | HUPKOBIN - npodinakTHIHe 3aCTOCYBaHHS
[MinTpumyrowa: 1  T/KT, | HEIOCTATHICTS, HEI0CTATHOCTI abo | areraminodeny, AHTUTICTAMIHHUX
BBEJICHHS pPO3/UICHE Ha 1-2 | apTepiayibHUI Ta PHU3HKY npernapariB Ta B/B KOPTUKOCTEPOINIB MOXKE
THSI, KOXKHI 4-8 TH)KHIB BEHO3HHI TPoMO03 TPOMOOYTBOPEHHS; 3HM3UTH PU3MK 1HQY3IHHUX peakuid Ta

(iHCYNBT, 1H(DAPKT MOBIJIbHA (Y315 | TOIOBHOTO 00O
MIOKapay, TpoM003 MOKe 3MEHILUTH

MIHOOKHX BEH), PU3HK

reMOJIITUYHA aHEMIs,

TOCTpE ypaKeHHS

JIETeHb OB’ 3aHe 3

TpaHcdysieto,

ACCNITHYHUIN MCHIHTIT

Purykcumab Cmapmosa: 1000 mr aBiui, | ['octpa iH(y31liHa | - 3aragbHUM  aHami3 | - 1HQY31MHI peakmii HaWOLIbII YacTo
3aCTOCOBYETbCS 3 2-X | peakuii 1o 36%; Bucuil, | KpoBi 3yCTpi4aloThCs MNpU MNepmux iHQy3isax,
THKHEBUM IHTEpBAJIOM. | HEUTPOTIEHIs, - BaXJIMBICTh OLIHKH | 3a3BUYail HE CepHO3HI
AnbTepHatuBHO 375 Mmr/m? | TpoM6oLMTONEHiS, piBHS CD20
IUIOUII Tijla UIOTHXHS Ha 4 | rIoraMMaryioOymiHeMisl | 3aIMIIA€EThCs
7031 , APUTMIsS HE3PO3yMIJIO0

Iliompumyroua 0o3za: KOXH1
6 Mics1iB a0o Oibie




[Huxnocriopux 4-6 wmr/kr/nenp, posnineHo | HeppoTokcnuHicTs, - YacTe BHUMIpPIOBAHHSA | - HE(POTOKCHUYHICTH Ta/ab0 TimepTeH3is
Ha JiBi 1000Bi 1031 rinepreHsis, PRES, | aprepianibHOTO THCKY, | MOTpeOye KOpekmii mo3u abo dacTimie
CYZIOMH, TPEMTIiHHS, | OCOOJIMBO TPH 3MiHi | IPUITMHEHHS BXKUBAHHSI ITperiapary
reraTOTOKCUYHICTb, 703U - B3aEMOAiA 3 OUIBIIICTIO MpenapariB
rinepkamiemis, - HUpKOBa (QYHKIA | TOTpeOye KOPEKIIii 1031
rinepypukemis, KOXKHI 2 THDKHI
rinepimiaemis, MPOTATOM 3-X MICSIIIIB,
OHKOJTOTisY, rinepruiasis | MOTIM IIOMICSIIs
SICEH, rinepTpuxos, | - OloxiMiuHI
ripcyTU3mM NIOKAa3HHUKH, TEYIHKOBI
npoowu, 3arajibHAN
aHaJi3 KpoBi, cedoBa
KHCJIOTa
- piBeHBb mpemaparty B
CUPOBATIIi IS
BU3HAYCHHS
TOKCHUYHOCTI
Takponimyc 0.1-0.2 MI/Kr/nensb, | HeppoTokcuuHicTs, - MOHITOPHHT | - HE(PPOTOKCHUYHICTh Ta/abo TiNnepTeH3is
po3auieHl Ha Bl J000BI | riepTeH3is, PRES, | aprepiaibHOTO THCKY, | MOTpeOye KOpekmii n03u abo dyacTimie
703U CyJIOMH, TiOMarHiemis, | 610ximii, HUPKOBOI | IPUIIMHEHHS B)KMBAHHSI IIpenapaTy
rinepkaibLieMis, byHKii Ta | - B3aEMOZIS 3 OUIBLIICTIO MpenapaTiB
rinepriikemisi, TpeMop, | MeYiHKOBUX npo0 | moTpedye Kopekiii 103U
napecTesis, JacTo BIPOIOBXK
T1HEKOMACTI, 1HiIiaIii Tepamii TaK K
OHKOJIOTisT* P LUKJIOCTIOPUHI

- piBeHb mpemapary B
cupoBaTii (LI1JIOBUIMA
MOKa3HUK 5-15 Hr/MI)




B/B: 0.5-1 r/mM%/Mmicsiub
[TepopansHpo:
MI/KI/I€Hb

Huxnodochamin
1-2

I'emopariyauii  1UCTHUT,
nurorneHis, Hemorrhagic

cystitis, cytopenia,
IepeayacHe
BHCHAXCHH }IE‘HHI/IKiB,
po3nanu IITYHKOBO-
KHIIKOBOI'O TPaKTy,
ajiomnelris,
TepaTOl"eHHiCTBT,
OHKOJIOTisT

- B/B TiapaTaris nepea

B/B  iH(y3ier0  ams
npoiTaKTUKH
reMOpariyHoro
IUCTUTY;  pETEIbHE
CIIOCTEePEKEHHS 3a

aHai30M ceui

- 3araJpHHU  aHai3
KpOBI IS
CIIOCTEPEIKECHHS 3a
JIOCSITHEHHSAM  IJIATO
piBHSA JIEMKOLIUTIB;
BIJINOBITHO JIOMAaBaHHS
JI0JAaTKOBO1 JI03U
- CJEKTPOJITH
HUPKOBA (PYHKIIis

Ta

- B/B  BBEIEHHI € OaxaHuM 3a
OpAJIbHUM TPUHAOM 3 METOK 3HHKEHHS
pU3MKY  TeMOpariyHoro IHUCTUTY  Ta

BTOPHUHHOT MaJlirHi3aIlii

- IepexiJi Ha aJlbTECPHATHBHY TEPAIito
sIKOMOTa MBHAIIE (~6 MICAIIB) 3 METOIO
3MEHIICHHS! TOKCUYHOCTI

CUHAPOM 33]IHb01 000poTHOT eHledanonarii PRES.

*¥Ycl1 areHTH MoB’sA3aHi 3 MIJBUIIEHUM PHU3MKOM 1H(]iKyBaHHA. [lepen moyaTkom Teparii peKOMEHIYEThCsl MepeBipKa Ha

TyOepkynb03, renatutT B 1 remarutr C. Iloimomusuiocs npo Bunaaku IIMJI mpu 3actocyBaHHI BCiX mpenapartiB (He

000B’SI3KOBO Yy TIAIIEHTIB 3 MIO3UTOM), YaCTO MPU KOMOIHOBaHI# Teparrii

TMu pekoMeHIyeEMO JBa CIIOCOOM KOHTPOJIIO HAPOHKYBAHOCTI JIJISl )KIHOK JITOPOJITHOTO BIKY

fPax mkipum Ta Jimdoma, OCOONMMBO TOMIMPEHI JUIsi OUIBIIOCTI areHTiB. MU pEeKOMEHAYEMO TaIllleHTaM YHHKATH

yIbTPadioeTOBOTO OMPOMIHEHHS
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