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OepmaTtomuosunt / NMNonmMmMmosntT — cUCTeMHble
nopaXeHnA coeauHUTEsNIbHOWN TKaHU U3
rpynnbl ugnonaTUYeCcKMx BocnanutTenbHbIX
MUonaTumn, npeacTaBAAOLWNX cOOoMn

Pegkune reteporeHHble

MO KNMHUKO-MMMYHOJ1I0MMYECKUM

N MOPMPONOrMYECKNM XapaKkTeEPUCTUKaAM
ayTOMMMYHHble 3abofieBaHus,
XapaKTepusyrLimeca nopaxeHuem
nonepeYyHo-nosiocaTon MyckynaTypsbl

C pa3BUTUEM MPOrpeccupyroLien MbilLle4YHOW
cnabocTu.

N

Poccuiickue knuHuyeckne pekomeHgauuun. Peemartonorusi/noa pea. E.J1. HacoHoea.- M.: TOOTAP-Meauna, 2017.- C.166.



UcTopusa Bonpoca.

e [lepBbLie onucaHns gepmaTtoMmosnTa U NoNMMMUo3nTa npuHaanexar
HEMELKUM KnnHuumnctam B nepuoa mexay 1886 n 1891 r.

1886 rog — E. Wagner npeanoXxun TepMnNH «NorMMUO3NT».

1891 r. — H. Unverricht obpatnn BHUMaHUe Ha codeTaHNEe KOXHOro
N MbILLEYHOr0 NopaXkeHnsa U UCrnosib3oBan TEPMUH «4EPMaATOMUNO3UTY.

Okono 2/3 onncaHnn XIX Beka COOTBETCTBYHOT MOSIMMUOIUTY,
OCTaBLUNECH — OEepPMaTOMUO3UTY.

1900 rogq — B Poccum [IM onucaH B.K. BbicokoBunyem n &.1. AHoBCKUM.

1916 rog — onncaHa accounaumst co 3r10Ka4eCTBEHHLIMN OMYXOSIAMM.

1935 rog — npeanosnoxeHa npuinHHaga Bsammocssass AM/TTM
CO 3/10Ka4eCTBEHHbIMN HOBOODOpPAa30BaHUAMM.

1965 rog — E.M. Tapees 0606wmn aaHHblie o 30 nauneHTax ¢ AM
1967 rog Chou BriepBble onucan MMO3UT C BKITHOYEHUAMMN.

1971 rog Yunis u Samaha BBenu TepMUH «MUO3UT C BKITHOYEHUAMMNY,
Koraa B rMcTonaTtoniormyecknx cpesax MbllLIEYHOM TKaHW Obinn

06Hapy>|<eHb| XapaKTepHble AOepHble LUTOMadmMmatn4eCkme BKIMIOHEeHUA.

2004 r. — BblgeneHa B otaensHbi Bug MIBM — nmmyHo3aBucmnmom
HekpoTuaupyowen muonatum (M3HM)

www.rmj.ru/articles_5690.htm AHTenaBa O.A., XutpoB A.H., Haconos E.JI., 2011

w



MBM. Knaccudukaumna IBM

A. Bohan n J.B. Peter,1975 r, c aononHeHnem
1. depmMaTtoMnNO3NT

1A. Knaccuyeckun 1M (B TOM 4Ymcrie BOSMOXHO CBA3AHHbIV
c C3CT / 3noka4yecTBeHHbIMM HOBOODOpPa3oBaHNAMM)

1B. KOBeHunbHbI M

1C. KnnHn4yeckmnn amuonatmnyeckmmn M

2. MonumMuosur
2A. Knaccuyeckun INM

2B. 1M, cBasaHHbIn ¢ gpyrumu C3CT (overlap — cuHOpOMbI)

3. AMMyHO3aBuUCUMasa HEKPOTU3NPYOLWAA MUonaTus
(onyxornun, ctatuHbl, C3CT)

3. Cnopagnyeckmm MMO3UT C BKITHOYEHUAMU

Ctepnudr k. YacTt,P. CneHcep BOCI‘IaJ'II/ITeJ'IbeIe 3aboneBaHus MbiwL//B kH. CekpeThbl peamaTonormm /nog pen. Ctepnudra k. YacTa;
nep. ¢ aHrn. MNopg peq. O.M. JlecHsik: = M.; TEOTAP-Meana, 2018.- C.179-180 4
Poccuickue knuHuyeckne pekomeHgauun. Pesmatonorus/ nog peg E.J1. HacoHosa, 2020 .



ManonaTtuyeckume
BOocnanuTeribHble MMonaTuu

Koabl MKB-10
M 33.1. — llepBnYHBLIN nanonaTn4ecKknm
oepmMaTtonosiMuMno3nT

M 33.2. — lNepBnYHbLIN nanonaTn4ecKknm
NONTIMMMNO3UT

M 36.0. — [lepmaTo (nonn)Mmosnt
npu HOBOODpPa3oBaHUAX

M 33.9. — [lepmato(nonn)MmosuT
HEeyTOYHEHHbIU



OM/TTIM. 9nuaemMuonorus.

e [lepBunyHas 3abonesaemocts — 2,18-8-9,63 cny4yaes
Ha 1 MJS1H HaceneHus B rof.

e 3abonesaemoctb AAM/TIM nmeet bumoganbsHOe BO3pacTHOE
pacrnpegeneHue c nmkamm B Bo3pacte ot 5 go 15 (KO4M)
n ot 45 no 54 ner.

e [IM/T'IM YHawe 6onetoT )eHwmHbl 0K : M —1,5:1,0)

e Mnosut c BknoyeHnammu coctaBnsieT 15-28% ot Bcex IBM.
bornetT noxunele (ctaplwe 61 roga), Yawe My>XX4YMHbI, Yalle
benble (cooTHoLWEHME MK = 2/1).

e [1M (pexe 1M), accounmpyoLMnUCcAa C ONyXonsmu,
cocrtaBngeT 20% oT Bcex BocnanuTernbHbIX MUONaTUMN.

e YacTtoTa 3nokayecTBeHHbIX HoBoobpasoBaHun npu AM/TTM
B 12 pas Bbille, YeM B Nonynauun, cooTHoLeHne mHx = 1/1

1. Gazeley D.J. Cronin M.E. Diagnosis and treatment of the idiopathic inflammatory myopathies // Therapeutic Advances in Musculoskeletal Disease. 2011.Vol. 3. P.315-324

2. Cox S., Limaye V., Hill C., Blumbergs‘P:;;Roberts-Thomson P. Idiopathic inflammatory myopathies: diagnostic criteria, classification and epidemiological features // IntJ
Rheum Dis. 2010. Vol. 10. P. 117-124.

3. Callen J, Wortmann R. Dermatomyositis. Clin Dermatol 2006;24(5):363-73.



OM/TTM 3Ttnonorus

> OTUONOIrMa Hem3BecCcTHaA.

> BO3MOXHblIe TpUrrepbl: BUpyCcHasa MHMEKLNS
(peTpoBUpYChl), NEKAPCTBEHHbIE CPeACTBa,
nepeoxnaxageHue, onmTenbHble
npedblBaHNUA Ha COSHLE, BakLUHaLUMW,
bepeMeHHOCTb, TPpaBMbl, 31TI0KA4YE€CTBEHHbIE
HOBOOOpa3oBaHUA.

> [ eHeTn4eckaa npeapacnonoXeHHOCTb:
accoumauma c HLA B8/DR3, B14, B40,
DRB1*03, DRB1*11 / DRB1*01.



[TONMMUO3NT — CUCTEMHOE
nopakeHme coeguHUTENbHOWU TKaHW
N3 reteporeHHoun rpynnol
ayTOMMMYHHbIX 3ab60neBaHuu,
Xapaktepusyrlleecs
BOCNanUTENbHbIM NOPaXXeHUEM
nornepeYyHo-nonocaTou
MYCKynaTypbl, C pa3BuTUeEM
nporpeccupyrolen Mbille4yHOU
cnabocTn npoKcumaribHbIX
OTOENOB KOHEYHOCTEN, LLUEMN,
MOTOYHbIX MbILLL,, MbILLL, FOJIOCOBbIX
CBSA30K (aucdparnen, gucdoHnen)
N, Kak NpaBuio, NoAoCTPbIM
Ha4anom.

Poccuiickue knuHuyeckne pekomeHgauuun. Peemvartonorus/noa peq. E.J1. HacoHoea.- M.: TOOTAP-Meauna, 2020.- C.167.




HdepmaToMnosunT
(bonesHb BarHepa—YHdpeppuxra

nunosasd 0ofie3Hb) —

XapakTepunsyeTca aHarnornyHbiM s
NONMUMMO3UTY B LEENOM MbILLEYHBIM
nopaxeHnem B covyeTaHuum

C KOXXKHbIMU U3SMEHEHUAMM:
nepuopdbuTarnbHOU renInoTpPonHon
CbINblO, 3puTEMOU/NAanynamm
[[OTTpOHAa Ha pa3rmbaTternbHbIX
NOBEPXHOCTAX KOHEYHOCTEMN, pexe
Kanbunukayumen MArknx TKaHew.

Poccuickue knuHuyeckne pekomeHgauuun. Peemartonorus/noa peg. EJ1. HacoHosa.- M.: TOOTAP-Meauna, 2020.- C.167. :

—Xernna




FOBEeHUNbHbLIN p,epmaTOMMosuT

e [1M, passuBmmnca go 18 ner.

e B otnunyme ot B3pocnon dopmsbl
XapaKkrepusyercs:

> bonee ocTpbiM Te4YEHUEM

> ApKO BbIPa)KEHHBIMWN KOXHbIMU
N3MEHEHNAMN (A3BEHHO-HEKPOTUYECKNM
BACKYNIUTOM, KanbLMHO30M W Op.).

» OnuncaHa accouunauusa c anti-p155/140
n anti-MJ (NXP-2); npucytcTteune
nocnegHnx MoXxeT ObITb CBA3aHO
C BbIPaXX€HHbIM KarbLMHO30M.




KnuHunyeckum amvonartunyeckun M

> Xapaktepusyertcsd TunuyHbiMm gna M
nopa)keHnem KOXXun npu OTCYyTCTBUN MblLLIEYHOW
cnabocTtun B Te4eHne bonee yem 6 Mec.

> B cnyyae runomuonaTtnyeckoro BapuaHTa
[M npenononaraeTca BO3MOXHOCTb
CYOKIMMHNYECKOro NopaeHnsa MbllLeYHOoM
TKaHW, BbIABNAEMOro rnpu LeneHanpasiieHHOM
obcnenosaHMM MapkepoB MUO3UTA, BKNOYasd
nronbYaTtyro anektpomumorpdpuio (M-OMrl),
broncuo 1 MarHUTHO-PE30HAHCHYIO
Tomorpadpuo (MPT) MbiLLLL.



WMMyHHO3aBucumas
HekpoTusupyrowaa mmonatua (M3HM)

e Bug BocnanutenbHou ayToMMMYHHOWU MUOMNAaTUN, XapaKTepusyroLmnmncs
bonee Bbipa)XE€HHOU MbILLEYHOW CrabocCTbio, 60MbIO, BbIPa)KEHHbIM
HEKPO30M MbILLEYHbIX BOJIOKOH C pereHepaumen, ¢ MUMHUMasibHbIM
BOCNanUTenNbHbIM MHPUIbTPATOM KNETOK Npu Bnoncmm Mol U peakumm
BHEMbILLEYHBbIMU NPOABIEHUSAMMN.

e AccouunpyeTtcs c

> SRP—cuHgpomom (Tskenas dpopma INM, accounmpoBaHHas
C aHTUTENaMu K CUrHanbHOW Yactuue pacrnodHaBaHusa — SRP,
BbICOKOW YaCTOTOW NopaXxeHuda cepaua, HegoCcTaTouYHbIM OTBETOM
Ha UMMYHOCYMNPECCUBHYIO Tepanuio),

> Hanmymem aHTuUTen K 3-rmapokcu-3-meTunriytapun-kogpepmMmeHT A
peayktase (aHTM—HMGCR aHTuTten),

> NMPUEMOM CTaTUHOB,

> ONyXOonsiMu,

> BWY-accounnpoBaHHbIM MUO3UTOM,

> M.O. y psga naumMeHToB C aHTUCUHTETA3HbIM CUHOPOMOM
> M.D. 6e3 ayToaHTuTEN

Immune-Mediated Necrotizing Myopathy// Curr Rheumatol Rep. 2018: 20(4):21.doi: 10.1007/s11926-018-0732-6 19
C. Bergua, H. Chiavelli, J.P. Simon et all. Inmune-mediated Necrotizing Myopathy/ Z Rheumatol. 2016 Mar;75(2):151-6. doi: 10.1007/s00393-015-0029-3. ~



Cnopaan4yeckum MUO3UT

c BKnrw4veHnamm (CMB)
NBM, nmerowtaga otnunydma ot MM B Buae

» Nokanmsaumm cnabocTn MblLUL, (BOBNEKAOTCS
KaK NpoKcuManbHble, Tak U AucTanbHbie MbILLbI

KOHEYHOCTEMN)
> MEJSIEHHOro NporpeccnpoBaHnga cnabocTn MblLLL

> acuMmMeTpun, ammoTpodumn, bonee 3amMeTHON
Ha HEOOMUHMPYIOLLLEN CTOPOHE IMyBOoKnxX
(omncTanbHbIX) crmbarternen nanbueB pyku (4o 82%)

> Hanmunsa Bakyonew ¢ KpacHbiM 060aKoM B buontaTte
MbILLILL

» NJ1I0XOro oTBe€Ta HAa TepanmMio MMMYHOCYNpecCaHTaMu

CtepnuHr [Ix. YacTt,P. CneHcep BocnanuteneHble 3aboneBaHusa moliwLy//B kH. CekpeTbl pemaronorun /nog pea. CtepnuHra k. Yacta; nep. ¢ anrn. Flog
peq. O.M. JlecHsk. — M.: TEOTAP-Meaua, 2018.- C. 181

AHTenaBa OA, PageHcka-Jlonoeok CIT;-HacoHoB EJI. [lnarHocTuyeckue KpUtepun namonaTuyecknx BocnanutenbHbix MuonaTtuin. Mpobnemel nx
ontumusaumn. CoBpemeHHas pesmatonorus. 2014;(3):56—65.



Kaxabin noatun UIBM obnapaer

® ornpeaerneHHbIMN KITMHNYECKUMU
OCOOEHHOCTAMMU:

> MaHudecTauus,

> TedyeHune bonesHu,

> accoumaums ¢ pasfnnyHbIMM ayToaHTUTENAMMU,
> OTBET Ha Tepanuto rMroKOKOpTUKonaamu,

® 0COOEHHOCTAMM MMCTONOrMYECKON KapTUHBI

B ocHOBe KNMHNYeCKUX 0CoO0eHHOCTEeN
noaTunoB MBM nexaTt pasnuyHblie
narToreHeTu4vYeckme MexaHuU3Mbl.

1
14



CtpoeHue cKerieTHOU MbiLlLbI

Mbiwla — 3TO KOMMNJIEKC MbllleYHbIX BONMTOKOH
(KkneToK), cBA3aHHbIX COeAUHUTESNIbHOU TKaHbIO

ﬂepmmmmmnccocmqamm
SAMMU3NIA 3Hﬂ°M“3“”

Ca pKDﬂjM Ma C MpuocaTernimramm

MWOH

IlBUratensHoe MoCUMMNacT
HepBHOE

BONMOKHO

E4 ) SHpoMuamnig
c cocygamm




M. lNaToreHes

> [loa BNUSAHMEM aHTUTEHOB > AKTMBaULUA KOMMNNIEMEHTA BeaeT
pa3BMBaeTCA NaTonorM4eckmm K BbICBODOXOEHUIO
rymopalibHbIn OTBET, npoBoCNasnMTENbHbIX LINTOKNHOB,
BblpabaTbiBatoTCA AT K 3HOOTENNIO akTvBauum CD4+-T-numdouuTos,

COCYyAOB, NpuBOAALLME K aKTUBaUUN o CD123+ nnasmaymTongHbIx

CUCTEMbLI KOMIMAEMEHTA OEHOPUTHBIX KNEeTOK, MOBbILLIEHNIO
1 popmmpoBaHuio C3, C3b 3KCMPECCUN COCYANCTO-KNETOUHbIX
MEMBPAHONHTHNECKOTD oneiyn aaresmn (VCAM)

M MOeKyI MEXKINEeTOYHON aare3nm

aTaKyrlLlluero KomMnnekca.
Ha aHOOTENManbHbIX KNETKax.

> MAK n C3, C3b ocepatoT B KneTkax
> AKTMBaUnUs Murpaumnm KrneTok

9HOOTENUA, BOKPYr HUX, B CTEHKE
BocnaneHus (B-nmmdounTos,

Kanunnapos 3HOOMU3UNA.
CD4+-T-numdcouuntoB, MD)
> PaspylueHne kanunnapos, nwemms, . )
B NepuMuU3nn N 3HAOMU3NUN BeOeT

MUKPOMHMAPKTbI MUOLINTOB,
kK 06pa3oBaHNO BHYTPMMbILLEYHOIO

Hanbornee Bblpa)KeHHbIEe .
Ha nepudepum, NPUBOASILLME K NHUNbTPaTa, BHYTPUMbILLEYHOM
BacKynonatumu

YMEHbLLUEHUIO MNSIOTHOCTM Kanunnapos
N nepudoacunKynapHom atpodumu.
OM — komnnemeHT3aBUCUMaA MUKPOAHrmonaTus,
BeAyLwas K pa3pyLUeHUIo Kanunnsapos

W.B. JlutBnHeHko,C.A. XXusonynos, C.H. bapaakos n op. BocnanurenbHble MMonNaTun: natoreHes, KNMHWKa, AnarHocruka, nevyeHne//BectHuk poccuiickon BMA. 2015.- 3(51).-C. 217-226
Antenasa O.A. HayuHo-npaktuyeckas pesmatonoruns. 2016;54(2):191-198.



JJ,M. [laToreHes

HOPMANBHOE BONOKHO NOBPEXOEHHLIE BONOKHA

lMoTeHUmManbHeIe aHTUTENa i
NPOTHUE 3HAOTENNUANLHLIX Aerenepupytowuue,
| e % : v Hexgg’mauposamue‘
IS - aTpodpoBaHHLIe
<4 Lectpyxums  Mepudbacumkynsphas ;
SHAOTENMUMK : ; Kanunnsapos anoq:Hﬂ Pacwwpenue 4 4
N ) ‘

L C3bNEO —
C3a—s C3b > MAK _Z e

LlHTOKMHbI

/ Monekynbi u3BbITO4HO

aKCnpeccupyeMbie

Ha nepudepun BONOKOH
STAT1 NCAM
MHCknaccl Mi-2
XeMOKUHbI MxA, ISG15
HSP70, 90 RIG-1
TGF- B

Mpogykums aHTUTEN
(Mi-2, MDA-5;,

=k TIF-1, NXP- 2)"

Xenﬁoxmgblo,\o.“‘o . i ¥ b N ',L

(-]

W.B. JlutenHeHko,C.A. XXusonynos, C.H. bapgakoB n ap. BocnanuTenbHble MMonaTnm: NaToreHes, KNMHWKa, guarHocTuka, neyvexve//
BecTHuk poccuinckon BMA. 2015.- 3(51).-C. 217-226




» lNpouecc onocpenosaH
BuonTaTbl MbiLL,

nepBUYHasi MULLEHb —
ue p M aTO MNO3 MT MMKpoCoCyAmCcTOe pycro.
» XapaKTepHo: .
' ' & : nepuBackynsipHble
@ VHpunbTparthl,
SMl  pacronoxeHHble
88 B NepumusNMK, NpUBOASALLME

K nepudacumansHomn atpodum

MbILLEYHbIX BOJTOKOH.
» CocTaB MHWMBLTPATOB:
T-n CD4+>CD8+,
NnasmMoLUTOnaHbIe
OEeHOPUTHbIE KNneTku, B-n

> B nepudbacumanbHbix

| | B cepeaure | Mo kpasim BonokHa
\ | BorokHa nmetoT cKumaroTes
‘| oaMHaKoBbIN

pasvep ~ 06nacTsX MbILLEYHbIX BOMOKOH
M o P SKCI peccmpytomﬂ Kl
epuBackynsipHoe ﬂepmcbacuylaanaﬂ | ereEeE, \
ez AEhle arpous - > BbipaeHl
@ MI/IKpOBaCKyJ'IﬂprIe
M3MEHEHUNA.

CtepnvHr [x. YacT,P. CneHcep BécﬁanMTeanble 3aBoneBaHuns MbiLLLY//B kH. CekpeTbl ; » M.D. 6e3 TMNMYHOW KOXKHOW
peBmarornorin /nog pea. CtepnuHra ,El)KL}//SCTa; nep. c aHrn. lMopg pea. O.M. JlecHsak. — M. S — cbinwu. 519

FEOTAP-Megua, 2018.- C.179-180



MaToreHes INM

> Mpu MMM npu3Hakn BackynonaTum
N UMMYHOKOMMNMEKCHOTO MOPaXXeHWS]
COCYZI0B OTCYTCTBYIOT;

> VImeeTca BocnanutenbHbIU

NHPUNbTPAT NpeacTaBneHHbIN

- CD8+ T-numdoumtamm n MO

B 9HOOMU3NN BHELLIHE 3J0POBbIX
HE HEKPOTU3NPOBAHHbLIX MbILLIEYHbIX
BOJIOKOH, NMaTONOrM4yecKku ,
(B HOpME — HET) SKCMNPECCUPYIOLLINX
Ha capKosieMMe 4YeroBevecKknu
nenkouutTapHbin aHtureH HLA |

Knacca. :

» TIM siBnsieTcA pe3ynbTaTtom
OrpaHMYeHHOoro
LLUTOTOKCMYECKOro oTBeTa
T-kKneTok NpoTuB (ayTo-)
aHTuUreHa HLA | knacca,
3KCNPEecCUpPyemMoro MbilieYHbIMMU
BOJIOKHaMu ’

NPOCBET
COCYAA

MaARPGear -

e

JHAOTENMHHA

' ) N VLA [yCAM /
- Ve I"'("""/’jr

> AyTOal'peCCI/IBHbIe T-kneTkn BbiIcBODOXOaOT

rpaHynbl NnepgoprHa, KOTopble OnocpeayoT
HEKPO3 MbILLEYHbLIX BOFIOKOH.

Lintokmubl (MH®-y, UJ1-1 n PHO)
BbICBOOOXXAAKOTCA 3a CYET akTUBaLMN
T-KNeToK n MOoryT ycunmeaTtb akTuBauuto
[KI" | knacca n T-KNeTok ULMTOTOKCUYHOCTMN.

-~ AKTMBMpPOBaHHble B-KneTku

AW NnasMauuTougHble AeHOPUTHbIE KNeTKM
LUMPOKO NpeacTaBneHbl B 3HAOMU3NYME
M MOTYT y4acTBOBATb B MaTONOrMYEeCKOM
npouecce 20



~_BuonTtat mbiwykl. Nonumuosnt

X e [lpouecc onocpenoséﬂ

~ T-numdoumTamu. % |

- ﬁf%;)BVI‘-IHaFI MULLEHb — <> X
MUOLIUT. oo

L Xapak%éprl dpokanbHble

//T

MHUNBTPaTLl SHAOMU3NSA
(CD8+- LI,I/ITOTOKCI/ILfe“CKI/IMI/I
- T-numdpountamn). ’\@

g;E -J1 OKpyXatoT MblLuequﬁe%
BGEOKHa N MPOHUKaLIOT BHyTréts
Mblu}eaHblx BOJIOKOH,
He MMeloLLIX Npu3HaKkoB Hero3a

)

| - e Botnnyne ot ,D,I\/F\cCQCMD,I/ICToe
MHdSJ?}}'IpraLI,I/IFI KrneTkamu @ DYCIIO He MOpaXeHo.

BOC”a]'@“”ﬂ 2 Ehrjetil el 6 Ha NOBEPXHOCTY 6OJ'IbL?ﬁHCTBa

(Mexgy n éQf'épyr OTAEJbHbIX €YHbIX BOMOKOH I'IOBbILI:lHH8
Muocpnbpunr) 3|<cﬁ@gccvlﬂ [KI 1knacca.
D om0, ”JHEZEHB;.CQM T e peBMW”M EPC ST PReig a1



‘Cnopagnyeckun MMO3UT C BKIOYeHusiMu. lNaTtoreHes

st > B uononHeHMe K @yTOMMMYyHHOMY
Xpowuueckoe socnanexme O i KOMMOHEHTY cymeoTByeT

Hapywexue npoTeocTanca

HLA rexorun BblpaXXeHHbI n ,qereHépaTvl BHbIN

— ek Hapyuierue ayTodarum
i L‘mm .:‘:;‘."}"“ﬁ 7 | KOMIMOHEHT, npomnmommmcn
s e N T 73 (bopMUPOBaAHNEM KOHIOMDUFIBbHBIX
2 e nosrexcEiioe aMUNOUAHbIX eN03nToB
B HEKOTOPbIX MbILLIEYHbIX BOSTOKHAX.

M XEMOKUHbI) BONOKKO

Hakonneuwe Vs \ \
aMRNoMaHLIX s >

NOBPEMAEHHOE NPoTenHOs, p-ray,
LBOHOHHO

A (. [NonnybrkBuTMpOBaHHbLIE Benkn —
poremos. ) VIMMyHOFI/\ICfTO\XVIMVI‘-IeCKI/Ie MapKepbl.

HENOBPEXIEHHOE |
MbIWEYHOE

BONMOKHO

» Amunong- [342 " ero onuromepsl

g y4aCTBYHOT B I'IpOLEeCCGX

Henospexaentsie : _ y D BHYTPUKITIETOM HOW TO I(Gl/l‘-l HOCTVI

MUOLWTbI NOBPEXOEHHOE B-amunonaa, amunoua-pa2
BONOKHO [ ) W caniaHHLIe Gank
R 4

== a Kanunns
SR o8 - yrogarccoua > CTapeHue, aHOpMaJ'IbeII/I‘!VZg
ok *\ NPOTEOCTA3UC (CETb PErYATOPHbIX
~ BenkoB), HapyLLeHVe ayTodaruu,
~ KIIETOYHbI CTPECC, MHAYLMPOBAHHbI
IKI™ knacca | unu okcuaom asora,
< npoaomknTeribHoe BocnaneHune
C"Opa,ﬂlﬂ"leCKVWl MUNO3UT C BK.nl'O"'leHVlﬂMVl ABNAeTCA iy I'IpOBOCI'IaJ'II/ITéI‘IAbeIe LUTOKUHBI,

yHMKaanbIM coyeTaHuem ayTOVIMMyHHGI'O Takve kak NPH-y u V}J‘I 1B moryT

Bocnanel-wm C AereHepaTtuBHbIMU MsmeHeHMﬂMM B COBOKYMHOCTM BbI3BaTb MK

BbISIBASIIOTCS BaKyonu3aums v [enosuThbl amnnou.qa YCKOPUTL MBILLIEUHYIO AGTEHEpaLIVIO,
. YTO NMPpuUBOAUT K AalJiIbHEUNLLEMY

B LB LR BOHOKHaX HaKoMIeHU0 CTPECCOPHbIX MOSEKYN

W.B. NutenHeHko,C.A. XXnsonynos, CH Bapp,aKOB n ap. BocnanutensHble Myuonatuu: naToreHe§ - N aMNNONAHbIX 0enkos. S29

KMUHWKA, AMArHOCTUKA, NeyeHne//BecTHUK poccurickon BMA. 2015.- 3(51).-C. 217-226



BuonTtaTbl MbILL,.
Cnopap,uqecmu MI/IO3MT c BKmoquyl;lMM

BaKyéi'M C 3ne|<Tp0HHa$-| MWUKPOCKOMMUS.
_ KpacHbIM 060aKOM Bakyosnu ¢ BKIIOYEeHNAMMNA
l 3H£I,OMVI3VII/I — poKyChbl C KﬂéfKaMM XPOHNYECKOro Bocnaneva
(npemmymeCTBeHHo CD8+T-n) 66@\I'IpVI3HaKOB nepmcbacuwaanOM aTpogouu.
Ha MbILﬂe‘-IHbIX BOJIOKHaX 3|<cnpeccv1py+0Tcs'-| aHTureHsbl KT 1 Knadca
XapaKTeprl BaKyOmn C KpacHbIM o6ou|<0|v| cogepxalune beta- ammnowu

\

bonbHbIe nnoxo 0TBe4aloT Ha KC n wmmyHOAenpeccaHTbl

Ctepnudr k. Yact,P. CneHcep BocnanMTeanue 3aboneBaHnst MbiwL/B kH. CekpeThbl peBMarpnermm /nog pea. CtepnuHra [x. YacTa;
nep. ¢ aHrmn. MNog peq. O.M. JlecHsik. — M.: TEOTAP- Megwna, 2018.- C.179-181
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MMMmyHoO3aBucumas
HeKpoTusupyrouwaa MmmonaTtus
[laToreHes

> XapaKktepusyeTtcs npeobriagaHnem HeEKpo3a
MbILLEYHbIX BONMOKOH Haj, BocnanmTenbHOM
MHOUNbTPaLNEN

> AccoumunpyeTtcsa ¢ Hannynem aHTUTen K
® YyacTtuue, pacnosHawulen curHan (SRP) un

® aHTU-3-TMOPOKCU-3-METUNTNYTaPUN-KOSH3NM-A
peaykrase (HMGCR)



BuonTaT Mbiwybl. VlmmyHosalMcwmaﬂ
HeKPOT“3“Pymmaﬂ MuonaTus

~>
/
<\\

O XapaKTepeH Bblpa>l<eHHbII/I HerO3 MbILIEYHbIX
BOJTOKOH cpereHepaumeM U<

e B BOCnanMTenbHOM MchvmpraTe ecTb MaKpocbarM

B BOCManMTeslsHoM I/IHf\,MI/IJ'IpraTe OTcyTCTByI-OT
M pounTh! U aHTMreHbI [KI' 1 knacca.

D
N

<~
N>/
( o~

SRP — yactuua, —
‘pacnosHatoLas curHan
ff(”\f”\\ >\\
£ </> N “ &/ N
D, D,
KS v/\fﬁ{
ng,,j

Crepnuur k. YacTt,P. CneHcep Bocnar;meanble 3aboneBaHusa MbiL/B kH. CekpeThbl peamamgormyl /nog pen. Ctepnudra k. YacTa;
nep. ¢ aHrn. Mog pea. O.M. JlecHsk. — M - TEOTAP- -Megua, 2018.- C.179-180 4



Onyxonb-accouunpoBaHHbI MUO3MUT.

T-cell receptor targeting mutated THF-1y presented on cancer

n a I O re H e3 cells eross-reacts with non-mutated TIF-1y on muscle cells

:- " mutated TIF-1y {tumor-specific antigen)

'Y TIF-1y (tumor-associated antigen)

T-cells attack muscle, Damaged muscle

leading to myositis  overexpresses TIF-1y,
thereby perpetuating
myasitis

> Onyxonu aKkcnpeccupyoT aHOMarbHble 6en|<|/| (onyxonecneumcbmqecme aHTUreHbI-
HEOaHTUreHbl), KOTOPblE BO3HUKAIOT B pe3dyrbTarte coMmaTndeckux mytaumn B nx QHK).

> YyxepogHble 6enku, aKcrpeccmpyemMble OnyxoneBbIMU KNeTKkaMu, Bbi3bliBalOT
aKTUBHbIW HEOAHTUTeH-cneunPuUYHbIN T-KNeToYHbIN UMMYHHbIW OTBET.

> T-KIMEeTOYHbIN OTBET NPOTMB OMNYXOSIEBOr0 HEOAHTUIrEeHa NEPEKPECTHO pearnpyeT
C HEMYTUPOBAHHOW POPMOWN aHTUTEHa, Bbl3blBad ayTOMMMYHHOE BOCMNarneHume

Yy X039uHa.
B.L. Adler, L. Christopher-Stine Triggers of Inflammatory Myopathy: Insights Into Pathogenesis// Discov Med. 2018:25(136):75-83.



N3BecCTHbIe TpUurrepbl MMOo3ntTa N CBA3aHHbIe C HUMU ayTOaHTUTEs1A.

Tpurrep

Muo3sut-cneundpunyeckume
aytoaHTutena (MSA)

PacnpocTtpaHeHHOCTb
npegnornaraemMbix
TpUrrepos

UHdekumnm

[MpegnonoXxmTenbHO
aHTUCUHTETa3Hble ayToaHTUTeNa
(Jo-1, PL-7, PL-12, EJ, OJ, KS)

HeonpeneneHHbIn

[TpOMEXYTOUYHbLIN haKTop

- 0)
TpaHckpunuun 1y (TIF-1y) SteRdltie
ApnepHbi MaTpuyHbIn 6ernok (NXP-2) 24-38%
3nokayecTBeHHbIe AHTU-ManbIN YOMKBUTUHONOLOOHbIN
HOBOOOpa3oBaHUS aKTUBMPYIOLLNIA MoandunkaTop 14-50%
depmeHT (aHTU-SAE)
AHTN-3—TMOPOKCU-3-METUNIITYTaPUII- 5-36%
KO3H3UM-A peayktasza (HMGCR)
CratnH — 0
acCcoLUNPOBaHHbIE AHTN-HMGCR U naLéMOeHTOB
MAOHATHAN ctapwe 50 nert
HoBble MHrIMOnTOPLI
J'IeKapCTBa MMMYHHbIX
KOHTPOJIbHbIX
TOYeK, HeunsBecTHO
ncnoJsJyibdyemblie
B NNe4eHnn paka

B.L. Adler, L. Christopher-Stine Triggers of Inflammatory Myopathy: Insights Into Pathogenesis// Discov Med. 2018:25(136):75-83.




NMM/OM. KnuHuka. lNopaxeHue MbliLL,

CummeTpuyHaa cnabocTb
NPOKCUManbHbIX FPYMNMN MbILL
BEPXHUX U HNXKHUX KOHEYHOCTEeN
N Mbiwy wewun (bonblue crndaTenen,
4yeM pasrmbarenen)

> 3aTpyaHEeHue Npu nogbeMe C HU3KOro
CTyna, NocaZKke B TPAHCMOPT, YMbIBaHUN,
pacyecbiBaHUN

» HEeYKJTHOXXaaA KOoBbl1doLWwaa noxoaka

> HEBO3MOXHOCTb BCTaTb UMM NOBEPHYTHCH
B KpoBaTW 6€3 NOCTOPOHHEN MOMOLLM
1 OTOPBAaTb rOMNoBYy OT MOAYLUKU

NMopaxeHne MbILL, FMOTKU, FOPTaHWU,
U BepxHen TpeTu nuweBoaa:

> ANCAOHUS
> 3aTpyOHEHWUE rMoTaHus

> MPUCTYMbI KaLlms g8



MM/OM. Knunuka. MopaxeHune MbILLILl, (1)

I'Iopamel-me ANCTanbHOMU MycxynaTypbl

> Bo3H|/||<aeT peako (npu Mmo3vrre C BKITIOYEHUAMMN)
> Bblpa>l<eHO B MEHbLLEN cTeneHu, qelvl npOKcmmaanom
Mblmequle anocbvwl pa33MBa+0Tc;| npu

> ,EI,J'IMTeJ'IbHO cymeCTByromeM 3aborieBaHuM )

> OTCyTCTBMM a,EI,eKBaTHOI/I Tepanvwl

,MM ATpo(_bmg MbILULI,
(93VIT C BKITHOMEHUAMMU 57 BonbHa ¢ geTcTea. 529



NMM/OM. KnuHuka. NopaxeHune Mbiuy, (2)

Muanruu

> npucyTcTBYOT Y 50% OONbHbIX

> DOJTIE3HEHHOCTb MbILLL, NMPY Nanbnauun
> OTEK MbILLL

CrnbarenbHble KOHTPaKTYpPblI,
yaile NOKTeBbIX CYCTaBOB

» 00YCNOBIEHbI MOPAXXEHNEM MbILLIL

» CyCTaBbl MNpn peHTreHoJsiorm4eCckom
ncerieaosaHnMM He NSAMEHEHbDI



BapuaHTbl nopaXeHns KOXWU
npu gepmaTtomMmosnTe

BapuaHTbl NOpaXXeHUs1 KOXW OnucaHune

[MeprnopbutanbHbIn OTEK duonetoBada UMM TEMHO-CUHAS CblNb,
(renuoTporHas Chblirb) nokanuayouwaaca nepnopbutanbHo

IputemartosHas IputemMa nuua B 06nacTtu KoneHemn, Ha NOKTEBbIX
dooToCceHCUTUBHASA CbliNb crmbax, wee n B obnactu gekonsre

[1110THbIE 3pNTEMATO3HbIE BbIChINAHWA, YacTo
nokanusyruimecsa Hag nacTHo-ganaHroBbiMm
[Manynbl [OTTpOHA N MPOKCUMAarbHbIMM MeXdranaHroBbIMy cyctaBsamu,
Hag crmbateribHbIMN NOBEPXHOCTAMMU JTOKTEBBIX

N KOJTEHHbIX CYyCTaBOB

LIJenyUJeHme, Oone3HeHHbIe TPpeWNnHbl Ha KOXe

“‘Pyka mexaHuka” -
KUCTEn

PaCLLII/IpeHHbIe N N3BUTbIE KalNnusindapbl HOFTeBoro

Kanunns PUTbl HOITEBOIO J10Ka
J10Ka

[MnepnurmMeHTauma n atpodus ¢ Hannymem
TeneaHrmoakTasumn, LwenyweHun,

4YTO OOYCNOBMANBAET NECTPbLIN XapakTep
NOpa)eHHOro y4yacTKka KOXu

[Toknnogepmus
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3pMTema'r03Ha;|
(I'enVIOTpOI"Ik[aFI) CbiNnb
nokanuayetcs Ha BerHI/IX
“Be Kax,

3pwre1glaT03Ha;| |
CbOTocéchTMBHaﬂ CbiNb

Ha cKynax, I@p!plj'leIX HoCa,
B obnactu HOCQI'y6HOl/I
*@Kﬂa,u,KM Ha rpyam, BerHeI/I
L|ac’ry| CMNUHbI (30Ha
«u,eKoane» N «wanny»)
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3p|/|TeM>;a Ha fleBoM nneye
GE! npaBoM nneye —
aHanormyHble N3mMeHeHus)

CI/IMMeTpI/NHaFI ameelvla
B obnactn nney




D,M KnMHMKa I'Iopa>|<eHV|e KOXMU.

3pMTema nnu nanynbl rOTTpOHa

> crerka npmnop,Hmmarommeca LuenyLuaLmnecs
nnu nnocme 9pUTEMAaTO3HbIE BbICbII'IaHI/IFI

J'IOKaJ'Il/IBOBaHHbIe Haj FIOKTEBbLIMMU, KOJ'IGHHI:IMVI
FICD n Mo CyCTaBaIVIM “

> 3pme|v|a Ha BONOCMCTOM 4acTy ronose|




M}J,M KnMHMKa I'Iopa>|<eHMe KOXMU.

/)\ z/\

LLienyLieHWe 1 TPELMHbI Ha KOXe
nanbueBﬁgappHeu «pyKa Mexaﬁnaga»

\3’1’//’ )
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Kanunnﬂpmbl 0K0n0HorTeBoro noxa,
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NMMV/OM. KnuHuka. MNopaxeHune cyctaBoB

o CyCTaBHOI/I CUHAOPOM BCTpeqaeTCH y 20-70% 60nbHbIX B Buae boneit
B cyCTaBax BOCMasieHus OKOJ'IOcyCTaBHbIX TKaHewN, pe>|<e — apTpuToB

O I‘Iopa>|<eHMe OBYCTOPOHHEeEe
. CVIMMeTpVI‘-IHOB
o LIaLue MernkKue cycTaBbl KVICTeI/I nJi3C

® Pe>|<e—J'IC n KC

L MoryT npeaulecTeoBaTb passmmro
CJ'Ia6OCTVI MblLLL

e Hocar npexop,ﬂu_mf/'l Xapakrtep

- PasrubarenbHas KOHTpaKTypa
° Har|0|vw|HaroT nopa>|<eH|/|e CycTaBoB npu PA JI3C, NeC, MMeC

° O6'beM OBKEHUN B cyCTaBax 1 KOHTPAKTYpbI qau_le GIFI3aHbI
C MbILIJe‘-IHbIMM I'IOpa>I<eHVIFIMVI N Q

(70

o Eblcmo KynupyeTcs npu [KC Tepanvwl

e M.O. XpOHW-«IeCKI/II/I ,u,ecboplvmpyrou_l,mm aprI/IT C I'IO,EI,BbIBI/IxaMI/I

CyCTaBOB chTem HO 6e3 apo3nii
S8 36



NMM/OM. KnuHuka. KanbLuHOS3.

Pa3zBuBaeTcs
> Ha no3gHux ctagmax NMV/arm

> Yalle npu toBeHUnbHoM MM
INokanu3sauus Kanbu,MHaTOB
» I'IO,EI,KO)KHO

> B COG,EI,I/IHI/ITeJ'IbHOI/I TKaHU BOprI'
MbILLIe‘-IHbIX BOJIOKOH '

B 30HaX MI/IKpOTpaBMaTI/I3aLI,I/II/I
> Hap, KC

> Hap J1C

> Ha cr|/|6aTeanb|x I'IOBerHOCTFIX nanbLeB
> Ha droguuax /

37



- Occudmumpyrowmn MMO3uT
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AHTUCUHTETA3HbIN CUHOPOM
Ha ¢poHe MM/OM

e OcTpoe Havyano mmosunTta

e Jlnxopaaka

e CnHgpom PenHo

e CNMMETPUYHLIN apTpuUT/apTpanrug
e Mwno3aunt

e Cknepogaktunus

e CnHaopowm LerpeHa

e KoxHble npoasneHua M

e [lncarns

e «Pyka mexaHuka»

® VIHTepcTuumanbHoe nopa)XeHue nerkmx
e Hannyme aHTUCUHTETA3HbIX aHTUTEN

39



Hanbonee pacnpocTpaHEHHbIM
SKCTPaMYCKYJAPHbIM NPOoABEeHNEM
- npu IBM aBnaeTca pasButue
OblXxatenbHon HegocTaToyHocTu (20-55%),
0ByCroBMEHHON MHTEePCTULMANBbHbIM
nopaxkeHnem nerkmx n cnabocTblo
ObIXaTenbHON MycKynaTypsbil.

> > 7 40
Tazelaar H.D., Viggiano R.Y., Pickersgill J., Colby T.V. Interstitial lung disease in polymyositis and dermatomyositis. Am.Rev.Resp.Dis.,1990, 141, 727-730.



JleroyHble CUHAPOMBI
Ha choHe MM/ OM

e VIHTepcTnumanbHOe nopaxxeHme nerkmx
e AcnmpaunoHHaa NHEBMOHUSA

e Cnapom rmnoBeHTUNALMn
e JleroyHbin Backynut

® [ OKCUYECKMN NMHEBMOHUT

41



YacTtoTta BcTpevyaemoctu UlJI
Ha chboHe UBM

e B uenom — okono 65%
(Kalluri M, Oddis CV., 2010)

e KnuHunyeckume npmsHakm — 30%
(Schwarz M.1.,1998)

e PeHTreHonorn4yeckme npusHakm — 9-10%
e OyHKUMOHaNbHbIe Npu3Hakn — 41-48%

e Mopdonormnyeckme npmsHakm — 63%
(Tazelaar H.D. et al, 1990)



dPaKkTopbl pucka UIJI
Ha choHe MM / OM

e HLA aHTtureHbl DR3/DRw52, DQA1*0501

e Hannume aHTUTEN K aMUHOAUMIICUHTETA3E
TPHK (AHTK-JO-1 aHTUTENA)



KnuHunyveckune nposasnexHusa UIMJI
Ha cpoHe MM/OM

e [lporpeccupytoLlas MHCNUpaTopHas oablLLKa
e HenpoayKTMBHbIN KaLLesb
e bornb B rpyaun, cBA3aHHas ¢ gblXaHNeM

® AyCKyJ'IbTaTI/IBHO — Kpenntaumd B HUXKXKHUX
oTAaesiax JNerknx

e PeHTreHosnornyeckn — ycusrieHue riero4yHoro
PUCYHKa 3a CYET UHTEPCTULMNANIBHOIO KOMMOHEHTA,
Menkoo4aroBble TEHWU, CUMIMTOM «MATOBOrO
ctekna», kaptnHa HCWUI1, pexe — OUIT

e Lintonorna XbAJ1 — numdouuntbl, HeUTpOoPUNbI
e OyHKUMOHaNbLHO — pecTpukuus, cHmkeHune L CJl



HebnaronpuatHbie NpeauKTOpPbl TeYEeHUS
Muosut-accouumnpoaHHoro UIJI

> Hann4yune anti-Jol-aHTuTen;
> CYCTaBHOW CUHAOPOM;

> aMmnonaTnyecknn BapmaHT
TeyeHus 60onesHu;

> Ha4yano 3aboneBaHus
B NOXXMIIOM BO3pPacTe;

» MUKpOaHrmonaTms
N QurnTanbHble MHPaPKThI;

> Hanunyme octporo Ul'Ji
(no Tuny cmHapoma
XammeHa—Puya) B gebtoTe
3aboneBaHus;

» CHUXXeHne dpopcrupoBaHHOU
XU3HEHHOW EMKOCTU JTIEFKNX
He MeHee, YeM Ha 60-45% B
Ha4vyanbHbIN Nepunoa bonesHu;

> Hanu4mne
anti-Ro/SSA-aytoaHTUTEN
B CbIBOPOTKE KPOBMW;

> HEUTPOMUIbHbLIN anbBEONUT
no pesynotatam bAIJI;

> TMCTONnorn4yeckas KaptnHa
OObIYHOW NHTEPCTULINATNTBHOW
NHEBMOHUN

Kalluri M, Oddis CV. Pulmonary Manifestations of the Idiopathic Inflammatory Myopathies. Clin'Chest Med. 2010;31:501-12.

Ji SY, Zeng FQ, Guo Q, et all.Chin Med-J (AHrn.). 2010 Mar 5;123 (5):517-22.PMID: 20367973
Vancsa A, Csipo |, Nemeth J, et al. Characteristics of interstitial lung disease in SS-A positive/Jo-1 positive inflammatory myopathy patients. Rheumatol Int. . 4 &5

2009;29(9):989-94. DOI: http://dx.doi.org/10.1007/s00296-009-0884-9.




Knaccudukauma namonatnvyeckux
MHTepCcTULUUManbHbIX NHeBMOHUU ATS/ERS, 2013

e /lononatnyecknu rnerovHbin onopos (UJ1P)

e Hecneuuduyeckas nuTepcTmymanbHasd NHEBMOHUS
(HCUI)

[eckBamaTmBHas nHTepcTuunanoHaa nHesmoHusa (OANTT)
O6bl4Haga nHTepcTmumansHas nHesmoHus (OUTT)
PecnupaTtopHbIn 6poHxnonut ¢ N3J1

KpuntoreHHaa opraHuayowasaca nHesMmoHusa (KOI)
INTumdpoumTtapHasa nHtepcTuumnansHaa nHesmoHusa (J1AIT)
ononatunyecknin comnbpoanactos

e Heknaccudpuumnpyemsoie AT

Travis et all. AJRCCM, 2013D.

Bouros, et al., Histopathologic subsets of fibrosing alveolitis in patients with systemic sclerosis and their relationship to outcome,” American Journal of Respiratory.and Critical
Care Medicine, vol. 165, no. 12, pp. 1581-1586, 2002

H.-K. Lee, et al., “Histopathologic pattern‘and clinical features of rheumatoid arthritis-associated interstitiallung disease,” CHEST, vol. 127, no. 6, pp. 2019 2027, 2005
W.8W.2Doc())uglas, et al., “Polymyositis-dermatomyaositis-associated interstitial lung disease,” American Journalof Respiratory and Critical Care Medicine, vol. 164, no. 7, pp. 1185—6
1185, 1.



KT-npusHakm HCUI

® Y4aCTKM MaTOBOrro CTekrna e
N PETUKYNSpHble n3MeHeHs BE - * =
B cybnneBparnbHbIX oTAenax
0b0oMX NErkMx ¢ HanMymem
TPaKLMOHHbIX BPOHX03KTa30B &
N HapacTaHMeM N3MeHEeHU
B KpaHMO-KayaanbHOM
HanpaBneHum

® 4acTo BCTpeyaemoe
npun HCUI otcytcTBne
BOBMEeYEeHUs1 OTAENOB
rnerknx, HernocpeacTBeHHo
npunexawmx K nrespe




nm/aM.munn.

PeHTreHorpacbvm OFK MHO)KeCTBeHHbIe
Merikoo4aroBble 3aTeHeHI/IFI n ceTyaras
‘j,ecbopl\/laum nerouHoro PUCYHKA.

Mo KT Ol'K — KapTMHa Hecneumcbmqecxom
I/IHTepCTl/ILI,l/IaJ'IbHOI/I I'IHeIMOHI/II/I

> 48



PYyHKUMNOHarNbHbIEe NeroyHble TecTbl
npu AM/IMTM-UTJ

Cnuporpamma

i

BeHTunauvonHaa narosorua

v

v

OGcTpyKUMa PecTpMKLKA CmewanHasn

Mokasateny
HKEN, OXKE
O®B 1 cek

TecT TudpdHo
OPB1/PXKEIJI

ObOLasa eMKoCTb
nerknx (OEJ)

OCI no CO;,

U3MEHeHUs1

Hopma
NN CHMKEHA

Hopma
NN CHXKEH

Hopma unu BblLe

Hopma
NN CHMXKEHA

CHmxeHa
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* bonbHa ¢ 2000 . — BA — cepeTtus.

» 2013 r. Henponatusa. C-m 3ansicTHoro kaHana. SHMIT — ymep. HapyLeHns NpoBeAeHNSA NO CEHCOPHbIM
BOJSTOKHaM cpeauHHoro Hepea. Muanrmum, cnaboctb MblLy, nreveBoro 1 taszooro noscos. AJlT, ACT —
600-700 Eg/n. NleweHwne I3 90 mr/cyT, MP. Perpecc KNUHUKN.

» 2013 r. gek. Bosspat cumntomoB. KOK 7623, JIAIN 583, AH® 1:1280, AT kK Ro-52 (3+), AT k Jo1 (3+). KT
OrK: UMJN. oBA: ©XKEJ1 72%[, OPB1 66,27%L4, TT 77,64%, CI1 53,7%[. IleyeHune: c aHB. 2014 — 13
+ 3HJOKCaH — peMuccus.

e 2014 r. aBr. aHaokcaH 3ameHeH Ha MT 7,5 mr/Heg. 13 7,5 mr/cyT.

» 2015 1. — peB. NocTeneHHbIW BO3BpPAT CUMMTOMOB.

» 2016 . AHB. — 3HauuT. yxygLleHne, peskoe HapacTtaHue oablwkn. AH® 1:320, At k Jol1 149 (Hopma
<25). ®epmeHTbl B HopMme. PB[: 14.03.16. OXKEJ1 52,47 %[, OPB1 50,38%[M, TT 99,66. CmeluaHHbIe
HapyweHus. CI1 44,2%[

o KT: dnbposHbin Bapuant HCUI, BoamoxHo ¢ OUN. JIIN gauameTtp J1A > aopTtbl. Bo3gyxocoaepxaiumne

KNCTbl, BApuUKO3Hble BP3 nepnbpoHxmnanbHo, nepnBackynsapHO



MM/ONM. KnuHuka.

MopaxeHue cepaua
[TlpoTekaeT beccMMNTOMHO

NHorga m.0. HapyLweHus
puTMa 1 NPOBOANMOCTH

3CH pa3BuBaeTtcs peako

PeHOmMeH PenHo
Yalle BO3HMKaAET npu
> [OM

> AHTUCUHTETa3HOM
cuHapome

> [lepeKkpecTHbIX cMHAPOMaXx

Opyrne popMbl coCcyaNCTOMU
naTonoruu

> WIHdbapKTbl OKONTOHOITEBOro
noxa

> [leTexun
> CeTyaToe nuBeno

[MlopaxeHne noyek
> Bo3HuKaeT pegko
> M.6. npoTenHypus

> M.6. He(ppOoTHNYECKNI
CUHAOPOM

> OlNH — pesynbTaTt
MMNOrnobuHypumn




UBM. KnunHuka.
Cnopaanyecknm MUO3UT C BKITIOYEHUAMMN

> Halle pasBmBaeTcs Y My>X4MH B Bo3pacTte ctapiue 50 ner

> O4yeHb MeaneHHoe pa3BuTUe crnabocT N aTpodUN HE TOSbKO
B MPOKCUMarbHbIX, HO W B AUCTarnbHbIX rpynnax MbiLLL

> ACUMMETPUYHOCTb NopaxeHns bonee 3aMmeTHas
Ha HEeJOMMWHUPYIOLLLEN CTOPOHE rMyDboKMX (OUCTanbHbIX)
crmbarenen nansues pyku (0o 82%)

> HopmarsibHble 3Ha4YeHna nnn ymepeHHoe nosbiieHne KOK

> Penko codetaetcs ¢ CICT n 3nokadyecTBEHHbIMU
HOBOOBOpa3oBaHUSAMMU

» OTCYTCTBYIOT MNO3UT-CrieLnddNYECKMe 1 apyrme aytoaHTuTena

> PeancteHTtHoCTb K T'KC u ap. JIC, npumeHaembiM Ans ne4vyeHuns
BLY

Phillips BA, Cala LA, Thickbroom GW, et al. Patterns of muscle involvement in inclusion body myaositis: clinical and magnetic resonance

imaging study. Muscle Nerve.2001;24(11):1526—34.

Hilton-Jones D, Miller A, Parton M, et al.-Inclusion body myositis: MRC Centre for Neuromuscular-Diseases, IBM workshop,London, 13 June 2008.
Neuromuscul Disord.2010;20(2):142—7:-DOI: http://dx.doi.org/10.1016/j.nmd.2009.11.003.



OeTtckuu (roBeHUnNbHbIN) OM

e BcTpevaeTca ogMHAKOBO 4YacTo Yy OAeBOYEK
N Malnb4ylKOB

e Hann4ymne pacnpocTpaHeHHOro Backynura
(KNMMHU4YeCKn 1 MmopdoiorMvyeckin)

e HacToe pa3BuTHE NOOKOXKHOIO BacKynuTa
(B 5 pa3s valle, YeM y B3POCIbIX)

e Pegkoe coveTtaHune c onyxonesbiM pOCTOM



Muo3ut, accouunpoBaHHbin ¢ C3CT

e Accounauun ¢ CCL, CKB, PA, cnHaopomom
LLlerpeHa, cucteMHbIMN BaCKynnTamu.

e OCobEeHHOCTU: BblICOKaa YactoTa deHOMEHA
PenHo, nonunaptputa, Bbicokme Tutpbl AHO,
OTCYTCTBUE MUO3UTCNELNPUNYECKNX
ayToaHTuten, xopowun oteeT Ha [ KC.

e [Ipn NM/ CC/]l B CbIBOPOTKE KPOBW BbIABIIAIOTCH
aHTutena PM/Scl.



[MlapaHeonnacTtuyeckuu OAM/TTM

B Bo3pacTte ctapuue 50 net BcTpevaeTtcs B 40-50%
Yawe OM, yem INM
PaBHOE COOTHOLLEHNE MY>XUYNH U XKEHLLNUH

YacToTa 3nokadecTBeHHbIX HOBoobpasoBaHuu npu M B 12 pa3s BbliLLe,
4yeM B nonynaumnm

[lpeocbnagaHue nporpeccunpyroLlen NPOKCUManbHOW MbilLie4HOW criabocTu
Octpoe n n/o Tedenne M n M

Onyxosib MOXeT npeawecteoBaTb KnnHuMke NM/OM, KOHKypupoBaTb C HUMUK
NN pasBmBaTbCsH Ha NX OOHE

Pefkoe BbigBrieHMe aHTUTeN K cuHTeTase (aHTn-Jo-1, antm SRP alT,
aHTKn Mi-a/t

He3HaunTenbHOE noBbiLLeHNE NN HopMarnbHble 3HadeHns KOK
npu nosbiweHnn JIAI n WO

YnyuweHve npu pagukanbHOM yaarneHum onyxonu
Tepanug N'KC n untoctatkamun JaeT BpeMeHHoe yrnyylleHune

BcTpeyaetcsa npu pake nerkux, xenymaka, au4HMUKa, MOJIOYHbIX XKenes,
noa)XenynoyHou Xenesbl, XO4KKUMHCKOW NMMJQomMme U ap.

OHKONOUCK OO0MKEH NpoBOANTLCA B TedeHue 3-5 net ot gebrota NM/OM
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MM/OM. KnuHuka. BapuaHTbl oebrota

e Y OONbLUMHCTBA OOJIbHbIX:
HeJoMoraHume, obuasi cnabocTb, NopaxxeHme
KOXXM C nocneayrLwmm nocteneHHbIM
nporpeccupoBaHueM (Heaenu, Mecsbl)
HapacTaHMeM CcrabocTu B NPpoKCUMasibHbIX
rpynnax MblLLL,.

e Y oeten v nuy monoaoro Bo3pacrTa:
bonee ocTpoe Ha4vaso, YacTo coYeTatroLleecs
C KOHCTUTYLMOHAaNbHbIMXA CUMNTOMaMW
(nnxopapgka, NnoTepsa Macchl Tena u ap.),
MUanruen.

)L
Co



MM/OM. KnuHuka. BapuaHTbl oebrota

® Y 60JIbHbIX C aHTUCUHTETAa3HbIM CUHOPOMOM:
deHoMeH PenHo, oCcTpoe Havyano, nonvapTpanrm
nnn nonnapTpuT, oabiluka, odoycnosneHHas WM.

® Y 0OJIbHbIX MMO3UTOM C BKITIOUYEHUSAMMU:
MeadneHHoe TedeHne (HeCKONbKO NeT),
HapacTaHWe MbllLIEeYHOU crnabocTu, Yalle
B 0bnacTun guctarnbHbIX OTOEN0OB KOHEYHOCTEWN.

e Y 6onbHbIX ¢ amuoTnyeckmum AM:
B TedeHne AnnTenbHOro BpeMeHn TUNMYHoe
ona M nopa)eHue KOXxu nNpu oTCYyTCTBUMK
MblLLEeYHOWU criabocTu.
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BapuaHTtbl TeveHna AM/IMM

e OcTpoe TeueHme — nuxopagka, reHepannsoBaHHoOe
nopaxeHne nonepeyHononocaTton 1 rnagkou
MYCKynaTypbl, NporpeccupytoLlaa gucdarus, BUCLEPUTHI
N NopaxkeHne KoXxu, pasBuBLLUMECH B TeYeHUE 6 MeCSLEB
oT aebroTa.

e [logocTpoe TeyeHue — HGonee meaneHHoe pa3BUTUE
cMMnToMoB 3aboneBaHust (B TedeHne 1-2-x net
OT AebtoTa) C nopakeHNeM KOXW, MbillLl, BUCLIEpUTaAMM.

e XpoHu4yeckoe tTeyeHne — npeobriagaHme atpodum
N CKNepo3a MblLLEYHON TKaHWU, C NOPaXXEHNUEM KOXN B BUOE
rmnepkeparosa un runepnurMmeHTaummn, peakumm
BUCLIEpPanbHbIMU NMPOSABAEHUAMM.

e [lo cTeneHn KNUHNKO-NabopaToOpHOU aKTUBHOCTM:
Hu3kasa (1), cpeaHsaa (2), Boicokagd (3).



OcnoxHeHus OM/TIM

O ACI'II/IpaLI,I/IOHHbIe N TMNOoCTaTnN4eCKNe
MHEBMOHUN

e CepaeyHasa HeaooCTaTOYHOCTb

e [loyeyHasas HegoCTaTOYHOCTb

e VIHQULUMpoBaHHbIE NPOJIEXHUN, A3BbI
e [lnctpodpu4a, nctoLleHune



MBM. [lInarHocTuKa.

BocnanutenbHag Mmonatna MoOXeT
ObITb 3anogo3peHa y NnaLneHTOB

C CAMMETPUYHOU NPOKCUMarnbHOW
MbILLEYHOW CcNaboCTbiO B COMETAHUN
C KOXXHOW CbIMblo U 6e3 KOXXHOWU CbIMnu.



OM/TIM. lnarHocTuUKa.

dusunkanbHoe oocnepnosaHue. Pekomenaauum IMACS

OueHkKa MbILWWEeYHOU CUMbl — MaHyaribHoe Mbille4yHoe
TectupoBaHue (MMT) rpynn mbiwiy,

AKcuarnbHble Mblillubl: crmbartenn®
n pasrmdbarenun® weu
[pokcmManbHble MbILLLbI:
® TparneuneBnaHbIe
® [1eNbTOBUNAHbIE,

(cpegHss nopums)
® OBYyrraBble MbILLLbI Nrie4a*
e DonblUMe AroanvHble MblLUbI™
® cpeaHune ArognyHble MblLlLbl*

® 1MoaB3J0LUHO-MOACHUYHbIE
MbILLILbI

® MblILLLbl 3a4HEN NOBEPXHOCTH
benpa

® yeTblpexrnaeble Mbiwubl 6egpa*

OdunctanbHble MbiLLbI:
® pasrnbarenu KUCTu®

e crmbarenu Kuctu
® ThbiNibHble crnbartenu cTonbl™

® NnaHTapHble crmbarenu
CTOlbl

e MMT 8 — cymma BoCbMMU
MbiLiy, no 10-6annbHOM
LLKane

IMACS — International Myositis Assessment and Clinical Studies Group — MexayHapoaHas MynsTUAUCUUNIIMHAPHaA

rpynna 3kcnepToB
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OM/INMM. OnarHocTuka.

dusukanbHoe oobcnenosaHune. PekomeHaauuum IMACS
OueHka MbllleYyHon cunbl B bannax

m B Cuer MaHyaJibHOIro MblLLEYHOIO
biNnOoNTHAeMble OABUXeHUA
- TECTUPOBaHUS
HeTt aBmxeHuns

m HeT Hukakoro mewxenns MMT 8 — CyMMa BOCbMW MbILLL,
[IBUKEHME B FOPU3OHTANLHOM NIIOCKOCTI HOpMa = 80 bannos no ogHowu

YacTuyHbIn 06beEM OBMXKEHNSA B FOPU3OHTANIbHON MNOCKOCTU CTOpOHe

| MonHbIi 06beM ABIKEHNS B FTOPUIOHTAMBHON NOCKOCTH e AKcuarnbHbIN cyerT,
[IBUXEHMEe B BEPTUKANbHOI NMOCKOCTY (HOPMa =20 6aﬂﬂ03) — CYMMa
YacTuuHoe ABWXEHVE B BEPTUKANIbHON NIOCKOCTU TECTNPOBaAHNA crnbartenemu

[MonHoe aBWXeHne ¢ NoCTeneHHbIM Henpons3BoJibHbIM OMNMyCKaHNeM n pa3r"/|6a-rej_lel'\;‘| LueM
KOHEYHOCTM SEE———— o [1poKkcunmanbHbIK cyeT

BonbHOM yaepxnBaet no3uumio 6e3 gaBneHus Bpada

thhainihaisishiiiticnammes  (HopMa = 160 6annos) —

BonbHoM yoepxneaet Nno3nunio npoTuB J1IErKoro gasrieHnUA Bpada CyMMa ,EI,ByCTOpOHHeFO
bonbHon yoep>XXnBaet nosnuuio npu AaBneHnn Bpada ot Jierkoro o TeCTM pOBaHMﬂ I'IpOKCMMaJ'I bH le
| YMEepeHHOro
- MbILLLL
BonbHoM yaepXxXnBaet KOHEYHOCTb Npu ymMepeHHOM OaBJlieHNN .
Bpaqa 2 e [lnctanbHbIn cHeT
BonbHOM yaepxmMBaeT no3vuuio Npu gasneHun spada ot (HopMa = 80 6aJ'|J'|OB) L. CyM Ma

YMEepEeHHOro 4o CUiibHOro

y T ABYCTOPOHHEIo TeCctnpoBaHuA
O | BonbHoI yaepxvBaeT NO3MLMIO NPOTMB CUITBHOTO AaBMeHus Bpaya
ONCTAalibHbIX MbILLL,

O6wmin cyet: MMT 24 (Hopma=260 6annoB) — cymma
R ) . i
aKCWarbHOro, NPOKCUMAIBHOIO U AUCTANbHOTO UHAEKCOB My imtemational Wyosiis Assossment and Cinical Studes row 64



Crunbartenu Bonbluas

Leu AarognyHas
MbILLLA

Pasrnbatenu

Lieu UeTblpexrnasas

MblllLa 6begpa

[1ByrnaBas

MbILILA

nfeya Pasrnbartenu
KUCTU

CpenHsis ThbifbHbIE

qaroan4yHas crmoarenu

MBlLlLa CTOMb :

o



OueHka aktuBHoctu UIBM

UHaekc

MeToab! OLUEHKM

l. MYOACT (Miositis Disease
Activity Assessment Visual
Analogue Scales) — oueHka
aKkTMBHOCTU 6onesHu no BALL

OueHnBaeMble CUCTEMBbI: KOHCTUTYLMOHarbHas!, KOXHas,
ckenetHas, XXKT, neroyHaqa, kapganoBackyndapHasa naTtonorus.
Cymma 3Ha4vyeHun, nonyyeHHbix no BALL onga kaxgon cuctemsl,
JerneHHas Ha BO3MOXKHbI MakCUMarbHbIA CYET

IIl. MDAAT (Miositis Disease
Activity Assessment Tool) —
OLEHKa aKTMBHOCTM Bone3Hu
MO KITIMHUYECKMUM MPOSABNEHUSM

0 — nposiBreHne oTCcyTCTBYET

1 — KITIMHMYECKM 3Ha4YMMoe ynydlleHne 3a nocrnegH. 4 Hegenu
2 — 6e3 CyLLEeCTBEHHbIX U3MEHEHUIN 3a nocrnegHue 4 Hegenu
3 — KIMUHMYECKN 3HAYMMOe yxyalweHne 3a nocrnegHue 4 Hep.
4 — HOBOE KITMHMYECKOEe NposiBrieHne

NA — KNUHUYecKoe NposiBNeHne He MOXET ObiTb OLIEHEHO

l1l. MITAX (Miositis Intention

to Treat Activity Index) —
OLleHKa akTUBHOCTU OornesHu B
3aBMCUMOCTM OT HEODXOAMMOro
neyenus, kateropun: A.B,C.D,E

CueT: cymma xyaLumx
3HaYeHMU AN KaXaou

U3 CUCTEM, AeNieHHbIX

Ha MaKCMMaribHO BO3MOXHbIN
cyert

A (9 6annoB) — BbiCOKas akTUBHOCTb, TPEDYIOTCA BbICOKME
no3bl 'K, kombuHauma ¢ Bbicoknmun gosamm BINBIT nnn BBUAT.

B (3 6anna) — TpebytoTtca ymepeHHsle go3sbl 'K, BINBI1, BBUI,
aHTUManapunHblx npenapatos, HINBI1, Tonnyecknx cteponaos

C (1 6ann) — ymepeHHasa akTUBHOCTb, TpebyeTcsl TOSNbKO
cumntomaTtmdeckasa tepanus. [osbl 'K nnn BINBI Huxe,
4YyeM B Kateropum «B»

D (0 6annoB) — nopaxeHue 6bIno, HO B HACTOSILLEE BPEMS
aKTMBHOCTWU HET, MEOMKAMEHTO3HOE NneveHne He TpebyeTcs

E (0 6annoB) — Npu3HakoB NopaxeHus He BbIro u paHee



AKTUBHOCTb KOXHOro nopaxeHus (MaHudectauyus)

XapakTepucTuka nopaxeHus

BackynonaTtus

1. Nanynbl/aputema FoTTPOHA

9. CeTyaToe nueBeno
(livedo reticularis)

2. [ennoTtponHas cblinb

10. N3baseneHusd

JpuTemMaTo3Hble NopaxeHus

11. lNopaxeHne cnnM3ncTbix obonoyek

3. JpuTtema Ha nuue n ckynax

12. OKONOHOITEBbLIE KANUNNAPUTDI

4. JInHenHasa apuTemMa Ha
pasrmbaTtenbHbIX NMOBEPXHOCTSX

lMopaxeHue KOXu pyk

5. CblInb B 30He gekonbte (V-30He)

13. «Pyka mexaHuka»

6. Cbinb Ha cnnHe, B obnacTtu «wanu»

14. Tuneptpoduna KyTUKYIbI

7. Oputema, He 3aBucsLLas oT
NHCONAUNU

AKTUBHOCTb ApPYrMX nopaxeHumn

8. Oputpoaepma

15. [NoOKOXHbIN OTEK

16. INaHHnKYnnT

17. Anoneuus



Kputepum ncxona 6onesxHum

icnonb3ytoTca Ansa oueHKU (He)addeKTUBHOCTU Tepannm
® YnyduieHusa:

> MONOXMUTENBbHAsA ANHaAMMKA O0mKHa HabogaTbes
B NI0ObIX 3 U3 6 OCHOBHbLIX MAPaMETPOB OLIEHKM

(IMACS FORM: 4,5,6,7a,76,8)
> npu obasatenbHOM ynydweHnn MMT Ha > 20%,

npu ycnosumn yxyglieHns He 6onee 2-x napameTpoB
Ha < 25%.

® YXyOLleHns:

> 1 — yxyguweHune obuien aktusHocTn no BALL > 2 cwm
n yxyguwenune no MMT > 20%;

> 2 — yxyAdlleHune rnodarnbHON 3KCTpaMyCKYMApHOM
akTuBHOCTU > 2 cm no BALL,

> 3 — yxyauleHue nobdbix 3-x n3 6 napametpos > 30%.




NMpnmeyaHue: oOWMN MHOEKC YIYyYLLUEeHUA
npepcraBnsaeT cymmy 6 MHOEKCOB.

e /lHOekc = 20 cooTBEeTCTBYET
MUHUMaNbHOMY YIyYLLIEHUIO,

® > 40 — ymMepeHHOMY Yyny4LUeHUIo
® = 60 — 3HAYMTENBbHOMY YNYYLLUEHUIO




MBM. [lInarHocTukKa.

JlabopaTopHble uccrnenoBaHus
KnnHnyecknm aHanus KpoBw

> VIaMeHeHna HecneynunyHbl

> YBenunyeHmne CO3 — peako, nNpu CUCTEMHbIX
NPOSIBNEHNSIX

BuoxmmumnyeckKkue nokKasartrenum

> YBenuyeHme MblweYHblx pepmeHToB (00Lwwaa KOK,
MB-dpakumna KOK, ACT, AIlT, anbaonasa, JIAIN)

> AKTMBHOCTb npoBepsATb Ao Ml

> M.0. YBennyeHmne Tonbko ogHoro depmeHTa

> KOK — Hanbonee 4yBCTBUTENBbHbLIN U cneundnYHbIN
Mapkep, Hopma go 170 (k) — 200 (m) Ea/n.
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NMV/anM. immyHonornyeckue uccreaoBaHus

> AH® — 50-80%, yaLlue npu nepekpecTHbIX CUHAPOMAX
Muo3suTt-cneundpuyeckue aHTuTena

Yy OOHOro N TOro e NauneHTa MMeeTcs ToNbko oanH 13 BapnaHToB ACA:
K amnHoauuncuHtetasam TPHK k rmctmgnd cnHteTase

= AHTKM JO-1 — gmnarHocTtundeckuin kputepun NM/OM, nabopaTopHbIN
MapKep aHTUCMHTETa3HOro cuHapoma

= aHTU-Mi-2,
= Opyrue aHTuMcuHteTasHble aHtutena PL-12, PL-7, KJ, OJ, EJ, Ha, KS, Zo.

= AHTU-SRP — yacTuubl cUrHanbHOro pacrno3HaBaHus
" HMGCR — 3-rngpokcu-3-metunrnytapun-CoA-peaykrase

Muo3ut-accouunpoBaHHbie aHTUTeNna

= AHTU RNP, AHTKN-Scl-70, AHTUueHTpomepHble AT (ACA), AHTUSMm,
aHTU-R0o(SSA), aHTn-La(SSB) u ap.

> OnpeneneHne oHkomapkepos (IMCA, CA-125 — anyHukun, CA-15.3 —
MOJIOYHAagA Xenesa u ap.)

» OnpegeneHne yHKUMKN WmToBUaHOM xenesbl (TT, T3, T4, Atk TMO, TTI)
A



a a a —
o ® o 00 o = »
C 0 00 s D A
AHTUreHbI AHTUTENAa KnnHunyeckoe 3HavyeHue
Mapkep nonumuosuta. AccounmpoBansbl ¢ AMNJ1, deHomeH
Jo-1 AT PeHo, OCTpbIM Ha4Yanom 1 HeMosHbIM OTBETOM Ha NPUMEHEHNE
K rmctnanH-TPHK-cuHTeTase rMOKOKoOpTUKOoMaoB Beisinsetcsa y 60% nauneHToB
c covyetaHnem muosuta n UMNJl; Cpean scex NM/AM — 25-35%
PL-7, PI-12 AT K TpeoHUNH-TPHK-CUHT. Mapkepbl nonumunosuta (IMNM), 1-5%
Mi2 AHTUCUHTETa3HbIE AT, Mapkep Knaccm4eckoro cteponagyyBCTBUTENbHOIO
noaooHbl JHK renukase aepmaTtomunosuta (M) ¢ GnaronpusaTHbIM NPorHo3om, 8%
Mapkep codetanHus CC[L n NM. MoxeT Takke BCTpeyaTbCs npu
Ku AHTUCHHTETa3Hble AT prep A y P P
CKB, CLU, doeHomeHe PeiHo. AccoummnpoBaH ¢ passutuem J1I
Mapkep nonummnosuta (M), accoummpoBaH ¢ ayTOMMMYHHOM
SRP AT K vacTtuue HEKPOTU3NPYIOLLEN MMUOMNATUEN, BbICOKOWN YaCTOTOM NOpaKeHUs
pacno3HaBaHua curHana cepaua, nuuwesoga, HeJOCTaTOYHbIM OTBETOM
Ha MMMYHOCYMNPECCUBHYIO Tepanutio,
AHTUTENa K 3-TApOKCM-3- Mapkep ayTOMMMYHHOW HEKPOTU3NPYIOLLE MruonaTum
HMGCR metTunrnytapun-CoA- pkep ay y P Pytotd '
AccounnpoBaH C NPMEMOM CTaTUHOB
peaykrase
SN AU (8 (U ACE It oL AccounmnpyeTtcst C MMO3UTOM C BKIHOYEHUSMMN
(NT 5C1A) 5-HykneoTtnaase 1 A HAnpy
MDA-5 AHTUTENAa K MenaHoma- Accoununpytotcs ¢ amuonatmyeckum [IM, 6eicTpo

accoummpoBaHHoOMY 6enky-5

nporpeccupyowmm UMJI 75




o OJ1C : 2 (DEHC - 0 =
. [ J . . . : [ » - [ = [
AHTUTENA HasBaHue KnnHunyeckoe 3HauyeHue
Mapkep codetanma CCL n M. MoxeTt
AT K DACTEODUMBIM BbIABNATLCA NP MANONATUYECKOM
PM-Scl-100 P P nonumuosunte, KOOM. Hacto obHapyxmBaeTcs
aaepHbim Al .
npu CCL y neten, accounmpoBaH
C NopaXeHnem nuilesoaa
AT P13 5 BbicokocneundunydHein mapkep CCL
Scl-70 aHTUTena, aHTUTena
aCcCoLMMPOBaH C pa3BUTMEM nero4yHoro pudposa
K Tononsomepase |
R0-SSA AT K pacTBOpMMbIM
’ Mapkepbl codeTanus MM ¢ rmumn C3CT
R0-SSB, Sm | sinepHsiM AT 4 APy
AHTN-TIF-1 q, AR D (8 AccouumpyoTcs C napaHeonacTUYeckum
AHTU—TIE-1 NPOMEXYTOYHOMY haKTopy e
Y TpaHckpunumn 1a, n 1y
MenaHoma- Accouumpytotcs ¢ ammonaTtunyeckum M, 6bicTpo
accoummpoBaHHbIn 6enok-5 | nporpeccupytowmnm UMJ1
AHTUTENA K S4EPHOM AccounmnpyroTcsl ¢ napaHeonacTU4eCcKum
AHTU-NXP-2 Al HAvpy P

MaTpPUKCHOMY Oernky

Autoa poaie 0

CUHOPOMOM




MBM. JlTabopaTopHaa [luarHocTumka.

OOowmm aHanm3 mMouu
e [IpoTenHypua — pegko
e LiBeT Mouu |
> M0>|<eT N3MEHNTbCHA

> KPACHbIiA, BYpbIii

> NpU4YMHa — MUOTrNoBUHYpPUS
B pe3ynbTaTe MacCUBHOIO
pabgomuronmsa

HopMa pabgommnonus
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e MecTo B3ATUSA MbILLLbI
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MUBM. UHCcTpymMeHTanbHaa guarHoCcTuKa.

UronbyaTas anekrpomuorpacpus (u- 3MI')
N>

[na BM xapakTtepHo:

1. CHUXeHne cpegHunx
noTeHunanoB gBuUraTenbHbIX
eanuny (MNMAOE) v nx amnnutygbl

2. Nonngasunda, ncesgononundbasng

3. CnoHTaHHast akTUBHOCTb
MbILLEYHbIX BOMOKOH
B COCTOSIHMW paccnabneHus




NMM/OM. UHcTpyMeHTanbHaa gaunarHoctuka. MPT.

e MPT — ocHoBHOW MeTOA BM3yanusauum MblLL
NMNo3Bonsier
> NMPeanonoXmtTb MUO3NUT C BKIHOYEHUAMMN

> NPOBECTU udepeHUnanbHyo AUarHoCTUKY ¢ ApYruMu
MuonaTuamMm
e BrigBnseTt ycunenue curHana B pexume STIR

> OM: nepudepunyeckun oTek MblillL, MO TUNY MeOOBbIX
COT, MOAKOXHbIN U ddacunanbHbI OTEK

> [1M: NATHUCTBIN NN «TYMaHHbLIN» NATTEPH
pacnpegeneHns oTeka.

> N3HM: bonee BblpaXXeHHbIN MbllLEYHbIN OTEK, paHHEe
NosABIEHME XXNPOBOIro 3aMeLLeHNA MbILLL, U aTpodnm

» CMB: coyeTtaHne BocnanuternbHbIX USMEHEHUN
(pexkum STIR), n MbiLLeYHOW OereHepauum
C 3aMeLLEHNEM XNPOBOU TKaHbIO.

AcnmmeTpus nopaxeHusi: 6osbLuas CoOXpPaHHOCTb MbILLIL CMB
Ha JOMWUHUPYIOLLLEN CTOPOHE.
1. Ukichi T, Yoshida K, Matsushima S, et al. Magnetic Resonance Imaging of Skeletal Muscles in XenkoBckas-Cepreesa A.H., AHaHbeBa Jl.I1.,
Patients with Dermatomyositis‘and Polymyositis: Novel and Distinctive Characteristic Findings. Arthritis ~ Kasakos [1.0., HacoHos E.J1.[pumeHeHne marHuTo-
Rheumatol. 2017;69(suppl 10):1999, pe3oHaHCHOW ToMorpaduy B AUArHoCTuKe
2. Pinal-Fernandez |, Casal-Dominguez M, Carrino JA, et al. Thigh muscle MRI in immune-mediated nononartnyeckux BocnanuTenbHbIX
necrotising myopathy: extensive oedema;, early muscle damage and role of anti-SRP autoantibodies.as MuonaTun/CoBpeMeHHas peBMaTonorus, 77

a marker of severity. Ann Rheum Dis. 2017 Apr;76(4):681-687 2019;.13(1):95-100.



MBM. MP-cneKkTpocKkonus

e MeTon onpeaensieT KOHLEHTpaLUo pasinyHbIX
BELLEeCTB B TKaHSAX.

e Y 0osibHbIX MIBM ¢ aHOMarbHbLIM CUrHarIoM B pexume
STIR oTme4yeHo noBbILEHNE coaepXaHUA
BHYTPUMbILLEYHOrO KpeaTuHa.

e Y bonbHbIX MBM ¢ HopmansHon MPT-kapTuHoM
BbIABNEHO yBernMyeHne cogepxaHuns
BHYTPUMbILLEYHOro KpeaThHa rno cpaBHEHUIO
C nauneHTamMm KOHTPOJSIbHOU rpynnbi.

Subhawong TK, Wang X, Machado AJ,et al. 1H Magnetic resonance spectroscopy findings in idiopathic inflammatory myopathies at 3 T: feasibility
and first results.Invest Radiol. 2013 Jul;48(7): 509-16. doi: 10.1097/RLI.0b013e3182823562.



UBM. YnbTpacoHorpadgpus.

e BcnomoratenbHbI HEMHBA3UBHbLIN METOA.

e [IpenmyLecTBa:
> HN3KaA CTOMMOCTb

> BO3MO>XHOCTb MPOBOANTb UCCNeaOBaHME Y NOCTENN
OOIbHOIO

e Bo3MOXHOCTU:
> NaeHTudukaumna mmosuTa

> [lnarHoctnka CMB

> dn. anarHoctruka NOACHO-KOHEYHOCTHbIX MbILLEYHbIX
auctpodpun, BAC (naTOrHOMOHMYHbIE (PacLMKyNSaLMN)



MBM. lNo3nTpoHHO-IMUCCUOHHAaA
Tomorpadcpusa (MN3T)

e [lo3BonseT BbINOMTHUTL OOHOBPEMEHHO TPU 3agaumn
y nauueHta ¢ AM/TTM:

» noaTBepAanTb HannM4ne Mbille4HOro BocnareHus;

> OCYLLECTBUTb CKPUHWUHT 3510KAQYECTBEHHOW OMYyXOsn
n AMJ;

» CHN3UTb KOJINYECTBO TECTOB, KOTOpre MNaumneHT
AOJ1IXKEH I'IpOI/ITl/I

e OTmMeueHa Koppenaunsa ypoBHS
nornoweHna 18-OI mbiwLamm
C YPOBHEM MbILLEYHbIX PEPMEHTOB
n pesynbtatamm MMT 8

Tanaka S, Ikeda K, Uchiyama K, et al. [L8F]FDG uptake in proximal muscles assessed by PET/CT reflects both global and local muscular inflammation
and provides useful information in the‘'management of patients with polymyositis/dermatomyositis: Rheumatology (Oxford). 2013 Jul;52(7):1271-8. doi: 80
10.1093/rheumatology/ket112.Epub 2013 Mar 11.




UBM. UTJ1. OnarHocTuka

e KTBP OI'K — kaptnHa HCUI

> «MaToBoe CTeKNo», PeTUKYNSAPHbIE
N3MEHEHUSA, TPaKUMOHHbIE BPOHXO3KTAa3bl

> MakcumanbHble U3BMEHEHUST PACMNOJIOXKEHbI
B Oa3asibHbIX U cybnneBparnbHbIX OTAENax

e KomnnekcHoe uccnepgosaHue $PB:

> CrnimpomMeTpus — PeCTPUKTUBHbIE N3MEHEHNS
(cHuxeHne OXEJ1, OOIJI)

> [1CJ1 — cHWXeHune



Kputepun gnarHoctukm AAM/MI1, (Bohan n Peter 1975)

Bo nepBbIX, UCKITIOUUTE BCE ApYyrue BO3MOXHble (hopMbl MUonaTum

1

4.

>

>
>
S

. CnummeTpunyHas cnabocTb, 06bIYHO NporpeccupyroLlas ¢ NPoKCMMarbHbIX
OTAENOB KOHEYHOCTEN, C Ancarnen unm 6es Hee, cnabocTb AblXaTenbHbIX
MbILLIL.

. Mopdhonornyeckne nameHeHud, cBUAETENbCTBYOLLNME O MUNO3UTE:
HEKpPO3 MblLLEYHbIX BOSIOKOH | v Il TMna, doarounTtos, gereHepauyms
N pereHepauyms, UISMEHEHNE pa3MepPOB MblLLEYHbLIX BOJIOKOH,
9HOOMU3NarsnbHble, NnepuMmnananbHble, NepuBackyndpHble
NN MHTEepCTULMANbHbIE MOHOHYKITEaPHbIe KNeTKK

. [1oBbILLEHME YPOBHS CbIBOPOTOUYHbLIX «MbILLEYHbIX» (DEPMEHTOB:
KOK, anvgonassl, J14I, TpaHcamuHas (ACT/AJT)

OMI -npn3Haku BocnanuTenbHOM MuonaTum — Tpuaga:

KOPOTKME, HU3KOAMMNUTYOHblE, NofinddasHble NoTeHumanbl gBuraTesbHbIX

e aUHNL;

noTeHumnansl pudpunnnaumum B COCTOSHUN MbILLIEYHOIO paccrabneHus;
BbICOKOYaCTOTHbIE NOBTOpAIOLLMECH pa3pabl

. XapakTtepHble ana M KoXHble U3MeHeHUsd

HdoctoBepHbin [IM —n. 1-4 » [loctoBepHbI [JM — cbinb + 3 NOOLIX KpUTEPUSA

BeposatHbin [IM — 3 n3 n. 1-4 » BeposaTHbin M — cbinb + 2 NobbIX Kputepumsa
Bo3amoxHbin [IM — 2 na n. 1-4 e BoamoxHbin IM — cbinb + 1 kputepumn




: . [ - » » . [ .
MNMpusHak Bbannbl

BospacTt gebtota ot 18 oo meHee 40 net 1,6
BospacTt nebiota 6onee nnu pasHo 40 net 2,3
[MopakeHne MbILLILL
CnabocTb nNpokcnMMarsibHbIX MbILLL, PYK 0,7
CnabocTb NpokcUManbHbIX MbILLL, HOT 0,6
Crmnbatenu wewun cnabee pasrndarenemn Len 1,6
[MpokcumarnbHble MbILLbl HOT cnabee AncTanbHbIX 1,5
[MopakeHne KOXu
[MepropbutanbHbIn OTEK 3,3
Manynbl FOTTPOHa 2,3
Avcdarna nnu gpyrue HapyweHna MOTOPUKKU nuwlesoaa 0,7
JTabopaTtopHbie nNpusHaku
K®K 1.2
AHTM-JO-1 4,2
Cymma 6annos X0,9
[laHHble Buoncun
NHQounsTpauuns sHOOMU3NA MOHOHYKNeapamu 1,6
NHpuneTpauus nepuMmmnansa nnm nepuBackynspHon obnactu 1,1
[MepuBackynapHas atpodus 1,7 83




[lpumevyaHue

Ecnun npoBegeHa duorcus, Nosly4YeHHYO CyMMy
HeobxoanuMo YMHOXUTb Ha 0,9 1 cnoXxuts ¢ bannamu,
NONYy4YEeHHbIMM NPU ornMcaHum duorncmn

[Tpn OTCYTCTBMM NOPaAXEHUS KOXK Broncus obsizatenbHa

Bbicokas BepOATHOCTb BOCNanmMTeNbHOU MUONaTUu,
ecnu obwmm bann cocrtasnsaet > 7.5
(> 8,7 Npn OTCYTCTBUUN NOPAXKEHUA KOXW)

[1ns1 pacyeTa BEpPOSATHOCTM BOCNANUTENbHON MUoNaTun
NCNOJIb3YIOT KarnbKyNATOP:
www.imm/ki/se/biostatistics/calculators/iim

UyBCTBUTENMBHOCTbL U CNELUNPUYHOCTb KpUTEPUEB
87% n 82% cooTBeTCTBEHHO, C eLle boree BbICOKOU
TOYHOCTbIO MPU BKNOYEHUN MbILLEYHbIX Dnoncun,
93% 1 88% cOOTBETCTBEHHO.




Kputepun MUMMyHHO-3aBUCUMON
HekpoTusupyroweunm muonatum ENMC, 2017

EBponenckoro HepBHO-MbILLEYHOrO LIeHTpa
BapuaHT M3M 7

Ceponorun4yeckue
Kputepum

OcobeHHOCTU ODuoncum
MbILLUL}

KnunHunyeckue
Kputepuu

AHTN-SRP
MuonaTusa

AHTN-SRP
aHTuTena

He TpebyeTcs

AHTMI—-HMGCR
MuonaTtus

AHTMI—-HMGCR
aHTuTena

He TpebyeTcs

AHTUTENAa
HeraTuBHaga
MuonaTus

Cne,u,yeT UCKITIOYNUTb Mnonatno, MHOyLunpoBaHHYHO

Mwo3uT-
cneundgunyeckmnx
aHTUTEenN HeT

PasnunyHble ctagun:
* Hekpo3s

 Munodrarouuntos
* PereHepauus

 [NayunnumdounTtapHas
NHpUNLTPaUud

NnekapCrTBeHHbIMA Cpe,D,CTBaMI/I/TOKCI/IHaMI/I

Allenbach Y, Mammen AL, Stenzel' W, Benveniste O. Immune-mediated necrotizing myopathies working G. 224th ENMC International Workshop:
Clinico-sero-pathological classification ef immune-mediated necrotizing myopathies Zandvoort, The Netherlands, 14-16 October 2016. Neuromuscul Disord. 85
2017 Most recent classification criteria in‘lMNM. It includes consensus treatment recommendations for the different IMNM subsets. )

Bbicoknn ypoBeHb
KpeaTUHKMHa3bI

CnabocTb
NPOKCUMAarbHbIX
MbILLILL




OudbdepeHunanbHaa guarHoctuka Ar/nv

® OHOOKPUHHbLIE MMonaTun (rMNOTUPEOD3, TUPEOTOKCUKO3, rMnepnapaTnpeons,
akpomeranus n ap.);

e JlekapcTBeHHas muonaTtus (CTtepounabl, CTaTUHbI, aHTUMaNAPUHbIE
npenapaTbl, NEHULMNNAMUH, XITOPOXUH, KONXULIMH, 3PUTPOMULINH, TOPMOHbI
LLINTOBUAHOW XXernes3bl B BbICOKMX 403aX);

® HEKUMOHHbIE MMO3UTBI (DaKkTepuanbHble, BUPYCHbIE, Napa3nuTapHble
Npy TPUXMHENNE3E, IXMHOKOKKO3€E, LIMCTULIMPKO3E);

e OpraHHas HeOOCTATOYHOCTb (YypeMuUd, Ne4eHOYHaAd He4OCTAaTOYHOCTb);
e HapyweHuns nutaHus (Manbabcopbuuns, gecpuunt ButamnHoB E, D);

e AHeMuu;

e ToKcunyeckne mmonaTumn: OCTPbIN U XPOHUYECKUI anKkoronusm;

e HacnencrtBeHHble MblLLeYHbIE 3aborieBaHNs (MblLeYHaa anctpodma
[ioweHa, bekkepa n op.)

e BpoxgeHHble Mnmonatuu: MUTOXoHApPUanbHasa, HemannmHoBas,
e [lpokcumanbHasa HenponaTtus: cuHgpom [mmeHa-bape;
e XpoHu4yeckad ayToMMMYyHHaqa nosintHenponaTus;

e [leHepBaLMOHHbIE COCTOSIHUSA: CMHAaNbHaa MbllleYyHas atpodusi, 6GOKOBOM
aMnoTpoUYeCKMin CKNepos; AeMNETNTMHUINPYIOLLIME NOJNTMHEBPONATUN;

e PeBmaTunyeckasi nonmmumanrus;
e [lpyrue peBmatndeckue 3abonesaHusa: PA, CCL, CKB, YTI.



OnddepeHumansHbin guarHo3 OM/TTM wm
NporpeccUpyroLnxX MbilleYHbIX guctpodun

Noka3aTenb

Jlokanunsauus
MbILLEYHOW crnadbocTu

OnnTenbHOCTb
HapacTaHUA MblLLEYHOM
cnaboctu

YpoBeHb KOK

Hanunymne cnoHTaHHOW
akTumeHocTtun Ha N-OHMI

N3ameHeHua B bmonrtaTe
MbILLL

«OT1BET» Ha neyeHune NK

AM/NMM

[1lpokcumarnbHag

Hepnenu, mecsubl
3aBUCUT OT feyeHus

[1o Ha3HavyeHusa K —
«BypHaa»

[MpokcnmansHag (!)
MblLLLIA — HEKPO3,
numdormcTuounTapHas
NHUNLTPaUmA

[MonoXutenbHbIN

AHTenaBa O.A. u coaBT. /CoBpeMeHHasa peBmMatonorus.- 2012.-Ne4.

nva

3aBncuT ot popMeil
Mo

[oObl «BOCXOAALLNN
TUN»

He 3aBucuTt oT ne4yeHmsa

HebornbLuoe KonmyecTBo
noTeHUnanos
domnbpunnaumnm n
NOMNOXNUT OCTPLIX popMm

Hekpo3 MblLLeYHOon
TKaHW, OTCYTCTBUE
NpM3HaKoB BOCManeHugd
(MnosunTa)

OTcyTcTBYET




Anroputm gundpdepeHumnanbHON ANAarHOCTUKU
BOCMNanuTesibHbIX MUOMNAaTUMN.

* Hanu4ue B MbILLEYHOM BOJIOKHE BaKyoren ¢ 0604KoM, XapaKTepHbIX
OISt MMO3UTa C BKIIOYEHNSMU;

** CHWXKEHUE cunbl crmbartenen nanbLEB KUCTU U OTCYTCTBME OTBETA
Ha MMMYHOCYMNPECCUBHYIO Tepanuto

Hainnuue HPHAHAKOR BOCIATHTENEHOH MHOINATHH N0
KpHTepHaM EULAR/ACR/IMCCP
|
HET Bospacta jpehura
e e o |X nel

NeprophH TAILIBEHR OTCK

INMepuophrTalbiEE OTCK
MAH (el Formpon:a

HAH nanyne [orrpoia

e

FTHITM Y EC K rf_ N
KAPTHHA® HAH CHMMCTPHYNARS CAabBoCTh: NMPOKCHMAILHEX 1Py
GG IS M MBI BEpEHMx KoneanocTen HITH
CHMMETPHUIIEH CHabocTh IIPOKCHMANBILIX TPy
MEIT HENWE KoleaocTen HITH
CHADOCTE patiiisrmenes mew WK
[POECHMATBITEE MBI D00 CORDCE JTHC TR

|

et | i
MHOAHT C AMHOIITHICCKHEN | | | BV BRI T B Dm0 LT b
oA MM ) . A PMETOMHOTHT )
PO I MR JHE PAMATOMHDINT MR JEPMATOMMOTHT

A.C. 3bikoBa, 1.1. HoBukos, C.B. MounceeB [1epmMaTtoMMO3NT B3pOCHbIX: HOBbIE KPUTEPUM AMArHOCTUKM U NepcrnekTmBbl Tepanun//KuH. ®apmakon.Tep.
2017: 26 (2), 83-92.

S

2017 European League Against Rheumatism/American College of Rheumatology Classification Criteria for Adult and Juvenile Idiopathic Inflammatory
Myopathies and Their Major Subgroups //Ann Rheum Dis. 2017 Dec;76(12):1955-1964.



OundchepeHUunanbHbIM AMAarHo3 BocnanuTesibHbIX MUOMNAaTUN

NMoka3aTtenu

AM

M

U3HM

CMB

Xapakrtep
MbILLEYHOWN
cnabocTu

MogocTpoe passutue
cuMMeTpu4Hom cnabocTtu
NPOKCUMarbHbIX FPymnn
MbiLwL B Ntobom Bo3pacTte
B COMETaHUN C
XapaKTepHbIM
Nopa)xeHNEM KOXW

MogocTpoe passutne
CUMMETPUYHOM cnabocTu
NPOKCUMarbHbIX FPymnn
MbILLILL Y B3POCHbIX
(Heo6xoaNUMO UCKITHYUTL
Apyrne nNpuynHbl
NopaXKeHNs MblLLLY)

OcTtpoe unn
NnogoCcTpoe pasBuTune
cnabocTu
NPOKCUMarbHbIX
rpynn Mol (4acto
TSHKENOW) y B3POCIbIX

MepnneHHoe pa3Butune
cnabocTn NpoKcMMarnbHbIX
N OUCTanbHbIX rPYNMN MbILLILL;
aTpodus YeTbipexrnaBblx
MbILLILL U MbILLILY
npeannevnn; YacTble
nageHus; nerkasa crnabocTb
B MblLLLAX Nuua y nogen
ctapuwe 50 net

AKTUBHOCTb
KoK

Bbicokagd (go 50 pas
no cpasHeHuto ¢ BI'H),
O[IHaKo, nHoraa
HopManbHas

Bbicokasd (go 50 pas no
CpaBHEHWUIO C BEPXHEN
rpaHvLen HopMbl)

OueHb BbICcOKas
(6onee 4yem B 50 pas
no cpasHeHuio ¢ BIMH)

[o 10 pa3s no cpaBHEHUIO
¢ BI'H; moxeT 6bITb
HOPManbHOW NIn
NoBblLLIEHa HE3HAYUTENBHO

Buoncusa
MbILLILY

MepudacumkynapHas
aTpodunsa MblLLIEYHOTO
BOSIOKHA; HEKPO3
MbILLIEYHbIX BOSTOKOH;
nepuBackynsipHas,
nepuMmuananbHas u
nepudacumkynapHas
NHUIBTPaUns
CD4+knetkamu u
OEHAPUTHBIMU KNeTKamu;
YMEHbLLEHME Yncna
Kanunnsipos

WHpuneTpayms CD8+
KneTkamm Nnepummnsng u
9HOOMM3UNSA MbILLEYHOTO
BOJIOKHa C MHBa3nen B
HEHEeKpPOTU3NpOBaHHOE
MbILLEYHOE BOSOKHO;
NOBbILLEHHAsA AKCnpeccus
MHC | knacca Ha
NMOBEPXHOCTU MbILLEYHOTIO
BOJTOKHA; OTCYTCTBUE
BaKyonem

BblpaxXeHHbIN HEKPO3
N paspbiBbl
MbILLEYHbIX BOFIOKOH
C NH(punbTpaumen
Makpodparamu,;
otcytctBue CD8+
KNEeToK N BaKyonew,
Aeno3unThbl
KoMnremeHTa B
Kanunnapax

WHpunetpauyms CD8+
KneTkaMmm HeM3MeHeEHHbIX
MbILLIEYHbIX BOSTOKOH;
NOBbILLIEHHAsA KCnpeccus
antureHa MHC | knacca;
OKaNMIEeHHbIE BaKyornu;
OTNOXEeHUsa amunounga

AyToaHTUTENa

AHTN-MDA-5, aHTn-Mi-2;
aHTN-TIF-1 n aHTU-NXP-2
(accouumpytotca ¢
napaHeonnacTn4eckum
AepMaToMNO3NTOM)

AHTUCUHTETA3HbIE
aHTUuTena

Dalakas M. Inflammatory Muscle Diseases: N Engl J Med 2015;372(18):1734-47

AHTU-SRP 1
aHTu HMGCR

AHTU-CN1A




MM/OM. JleueHue.
[ NrOKOKOpTUKOCTEepounabl

e PaHHee Ha4varno Tepanuu (B Te4eHne nepsBbixX 3-X MecC.) —
yryJllaeT NporHos.

e HavanbHaga go3sa: He meHee 1,0-2,0 Mr/Kr B CyTKMW.

e CytouHyto go3y 'K B Havarne nevyeHusa genntb HaA 3 NpuemMa
B Te4YeHMe nepBon NONOBUHLI OHS (C MHTepBanom B 2-4 4Yaca
0o 12 yacoB), 3aTeM NeEPEBECTM NaUUEHTa HA MPUEM MONHON
0o3bl [ K B yTpeHHMe vachl.

e OueHKa apdeKkTnBHOCTU Tepanun — Yyepes 2-4 Heaenu
OoT Ha4ana neveHus K (cHmxeHne KOK, ymeHbLLeHNe
NHTEHCUBHOCTMN KOXHbIX MPOABIEHUN, HApacTaHNE MbILLEYHOW
CUNbl, YMEHbLUEHNE BOCNANMTENbHOW akTUBHOCTU No SMI).

e OTCyTCTBME ANHAMUKM B TeYeHue 4 Hegenb — NepecMoTp
amarHoasa.

® [InnTenbHbIN NPUEM HayanbHOW O03bl: HE MeHee 2,5-3 Mec. o



MM/OM. JleueHune. NKC.

e CHmxeHune no3sbl  KC — He paHee, 4yem 4yepes 3 Mec.
B cnyyae Hopmanusauun ypoBHA KOK B CbIBOPOTKE KPOBMW,
NCYE3HOBEHUA CMOHTAHHOW akTUBHOCTU npmn OMIT

> 1o Y4 0o3bl OT ncxoaHou B mecsau
(B cpegHeM no %z - Va4 TabneTtkn B 5-7-10 gHeN 00 AOCTUXKEHUSA
nogadepxuBatoLlero ypoBHS).

> TeMn cHmkeHunsa 3aBucut ot ncxoaHou no3bl [ KC n cteneHu
aKTUBHOCTU Obone3Hn. Yem Hmxe no3a [ KC, TemM MmeaneHHee
ee CHWXKEHue.

> [Npn Hannunm komopbuaHbIX 3adboneBaHun (MHdekunn, CL, Al
N Op.) BO3MOXHO bonee ObICTpoe CHMXeHne 003bl
(no 2,5-5,0 mr B 3-5 aHen).

e [lognepxunBatowasn gosa I K nHansugyansHa: 5-10, pexe
15 Mr/CyTKM 1 3aBUCUT OT KITMHUKO-MMMYHOJSTOTMYECKOro
BapunaHTa bonesHun, Bo3pacrTa.

e [lynbc- Tepanua 'KC npoBoguTca Npu TSXKENOM NopaXkKeHuu
nuLeBoda U pasBUTUMN CUCTEMHBLIX MPOABNEHNN (MUOKapAWUT,
T'JT)



AdbdbektnBHoCcTb KC npu nevyeHunm
pa3nnyHbix noaTunos IBM

KnunHnyeckun | KnuHnyeckaa |Tun AT A heKkTUBHOCTbL
noaTuvn OCOOEHHOCTb NKC
. | Octpbin NMM/OM, A/T K YMepeHHas, YacTtble
AHTUCUHTETA3HbIN .
N c-m PeiiHo, aMUHOaUUIICUHTE- | 06OoCTpeHMs npwu
«pyKka mexaHuka» | Taszam TPHK YMEHbLUEHUN 003bl
AHTU Octpbin MM, A/ T K YacTilam Huakas
SRP—cuHapoMm MUoKapauT Ll REUISIRIONE
pacno3HaBaHus
A/T K agepHo-
_ bernkosomy
AHTV Mi-cungpom | OM KOMMNEKCY Bbicokasi
Onyxonesbii IM | Ceasb ¢ onyxonbto
— OTcyTcTByeT
Muosnt MpokcumanbHast
C BKITHOYEHMSMU W aucTanbHas
MblLLEYHas - Huakas

cnabocTb




[loka3aHUuA K Ha3HA4YeHUIo
umntoctaTtukoB npu AM/ITM

® Pe3nCcTeHTHOCTb K MakcumManbHbiM ao3am [ KC

e ConyTcTByloLlme 3aboneBaHns Unm noboYHbIE
9P eKThbI, orpaHnvMBatloLLe Ha3Ha4YeHne
Bbicokmnx 0o3 [ KC

e [lpnHaaneXXHoCTb
K KMTUHUKO-MMMYHOOrM4eckomy noartumny,
pe3ncteHTHoMY K [ KC

e Pa3Butme crepongHom pe3ncTeHTHOCTU-
oTcyTcTBue ageksaTtHou Tepanuu [ KC
B TeyeHne 18 mec oT aebrota 3aboneBaHus.
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MNMpenapar [o3a NMpumevaHus
BHyTpb unu n/k.
MeToTpekcar 15-25 mr/Heq Creponaceeperaloluil ad ekt
AsatnonpuH 100-250 mr/cyT Yctynaetr MT no adoekT-T1 n ckopoctn adp-ta
800-1000 mr/mec
LUuknodochpammng | unm no 400 mr vyepes | INpu UTJ1, a3BEHHO-HEKPOTUYECKOM BacKynnTe
2 Hep/mec B/B Kan
MukopeHonata 500 Mr 2 plcyT.
MOQoeTUs-
9 C yBENMMYEeHnem [Mpwn UTJ1, pe3auCTEHTHOM KOXXHOM CUHAPOME
CENEKTUBHbIN
0o 1000 mr 2 p/cyT.
MMMYHOCYNpEeCaHT
[Tpn PE3NCTEHTHOM MOPAXKEHNN KOXMW.
[mopokcuxnopoxuH | 200-400 mr/cyT. M.6. ncnonb3oBaH Ans nogaepxueatoLen
Tepanun ¢ H13knmun gosamm 'KC
B/B 1 r/kr 1 pa3 B mecsay, | [Npu Tskenon gucdarnu, TsKenom MmosuTe,
NMMYHOTNo0ynuH B Te4yeHue 4-6 mec. FOAM. [lo BBegeHUS — oUeHUTb IgA CbIBOPOTKM
LinknocnopwuH 2,0-3,5 mr/kr B cytkn | INpwn UTJI
Taxenoe TeyeHne VIBM, pe3ncteHTHoe
[Mnasmadoepes K ApYyrumM mMetogam fneyeHud.

B couetanum c TKC n MT




[MM/OM. JleyeHnue. TUBIN

NMpenapar

[o3bl

NMpumevaHus

Putykcnmab (Rituximab),
MOHOKJIOHalNbHOE aHTUTENO,
HarnpaBSfIEHHOE MNPOTUB
aHTureHa CD20

Ha B-numdountax

[1Be no3bi no 1,0 r
C UHTEpPBaNom

B 2 Heq.

Cxema BBegeHus
MOXXET U3MEHSATbHCS

[1BoHOE crienoe nccnea.
C oueHkon IMACS

Tounnnayma® (Tocilizumab)
aHaTaroHUCT peuenTopa
nHTepnenknHa-6 (J1-6)

8 Mr/Kr kaxable
4 Hep (3 Heg —
B OOHOM uccresn.)

OnuncaHve cnyyaes

Abatauent (Abatacept) AT
K KOCTUMYNUPYOLWMM
monekyrnam CD28 u CD 80
Ha T-numdouymnTax

Pa3nnyHblie go3bl
B/B nnu n/k

Tekywee KN (ARTEMIS)

BBUI (Intravenous immune
globulin (1VIg)

Havatb

c 1-2 r/kr/mec

B TedeHue 1-2 goHeun

B TedeHune 3-6 mecsaues

B 3aBMCMMOCTU OT OTBETA

[1BOnHOE criernoe,
KOHTponupyemoe nnauebo
NUCMbITAHMNE;

CoobueHunst o cnyvasix
muo3suta c UMJi

95

S. Moghadam-Kia, C.V Oddis, R. Aggarwal Modern Therapies for Idiopathic Inflammatory Myopathies (IIMs): Role of Biologics / Clin Rev Allergy Immunol. 2017 Feb;52(1):81-87.



MM/OM. JleyeHume.
[lepcnekTuBbl T UBT.

[TpenapaThbl, KOTOPbIE B NEPCMNEKTUBE MOTYT ObITb NMPUMEHEHbI
B neyeHun NM/OM.

e AnemTtysymad (rymaHu3npoBaHHOE MOHOKJIOHaSIbHOe
aHTUTEeno, kotopoe ceasbiBaeT CD52 Ha B-n T-numdouymntax)

e OuHronmmon (cuHrosmH 1-goocdaTtHbIM peLenTOPHbIN
MOAYNATOP, KOTOPbIN 3axBaTbIiBAET [-NMM@POUNTLI
B MMM ONOHbLIX opraHax),

e basunumkcumad (MOHOKMNOHArIbHOE aHTUTESO, KOTOPOE
BnokupyeT LenoYky anbda-peuentopa UHTEPIIEUKNUHA-2
Ha T-n B-numdouymntax)

e Okynu3symab (HaueneH Ha C5 u MHriMbupyeTt paclienneHue
C5 no C5a u C58-9)

S. Moghadam-Kia, C.V Oddis, R. Aggarwal Modern Therapies for Idiopathic Inflammatory Myopathies (IIMs):‘Role of Biologics / Clin Rev Allergy Immunol. 2017 Feb;52(1):81-87.



Cxema ne4yeHumsa gepmMmaToMmo3unTa

CocTosAHuA

NMpenapaTbl

AKTUBHbIV EepMaTOMNO3NT

[MpeaHunsonoH 1mr/kr; go 100 mr/cyT B Te4eHue
4-6 mecsiLeB. 3aTeM NOCTENEHHOE CHUXKEeHne
0o3bl. B Tspkenbix cnydasax — /B MIN 1000 mr/cyT
B TedeHue 3-5 gHeun

Ctepounacbeperatouime
npenaparbl

A3saTnonpuH 2-3 Mr/cyT,
MeTtoTpekcat — 20 mr/Heq,
MM® — 2,0-3,0 r/cyrT,

LIC — oo 300 mr/cyT

NHTepcTuymansHoe rnopaxeHue
nerknx

Lid — B/B oo 0,8-1,0 r/m?,
HuHTegaHno (Baprated) kanc 150 mr 2 p/cyT.

HenonHbin OTBET HA Tepanuto
[KC

B/B ummyHornobynuH 2,0 r/kr B TedeHne 2-5 aHen

HepocrtatoyHas apdeKTUBHOCTb
['KC u B/B UMMYyHOIrno6yrnHos

[lepecmoTpeTb anarHo3d. BoamMoXXHO neveHune
putykcumabom. OnybnmkoBaHa adPdPEKTUBHOCTb
aKkynusymaba, anemtysymaba, Tounnmsymaoa.
UHrnoutopbl PHO-anbca npumMmeHATL

He peKoMeHAyeTCA, YYUTbIBasa yxyalweHue
Te4yeHUA 3aboneBaHuUs.




bnarogapto
3a BHUMaHUE!
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