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CyLiecTByeT HECKONBLKO

® |'OB€HVIJ'II:HbII7I ﬂ,epMaTOMMO3MT Knaccuukaumm namonatnyeckmnx

BOCMANUTENIbHbIX MUOMATUN, B
(M33'O) - TAXE/IOE kaxzon FOAM BblgeneH B
oTAenbHyro opmy. Mo
ayTO M MyH HOE Knaccmpukaumu, npesnoxeHHou L.

MYNIBTUCUCTEMHOE 3a00/IEBAHUIE|  emmercs camor vaceait oo

HEN3BECTHOW 3TUOMOTUN C omaT Y geTeR (850,
NpenMyLLecTBEHHbIM - {Omerenui nonmmosnr
nopaxeHmnem T eremeeT enAPOMOS
NonepeyYHono0CaThbiX MbiLLL, © Minoonr, accodmmpyioniiicn
KOXU N MUKPOLIMPKYNIATOPHOTO | . ooeamroti wn soayaspsn
pyc/ia C paHHUM Pa3BUTVEM Do e
KanbLMHO3a. s Awvonmmecen

e OTHOCUTCH K NANONATNYECKUM AODMATOMUOSMT 623 MUO3ITA)

e  J03UHOQUNbHbBIA MNO3UT

BOCMaanNTe/IibHbIM MNOMNAaTUNAM o [paHyemMaTo3HbIi MUO3UT




3I'II/I,£I,eMI/IOfIOFI/Iﬂ, ITNONNOTUA N MNMaTOlreHes3

Inuaemwuonorua. 85% ot Bcex MIBM Yy geten, 2-3 ciyyat Ha MUIIVIOH
Aeten B rog. 5-14 net, @>>d" B 2,5 pasa

ITurosiorus - Hem3esecTHa. Bosgencrere ¢akTopoB cpesbl Yy
reHeTnyecky npespacnonioXeHHbIX nL,

o WHPekumsa. 3ab6oneBaHMe YacTo pa3BrBaeTca yepes 3-6 mec
nocsie pecnmpaTopHbIX N KMLeYHbIX MHekumn., Ce30HHOCTb BeCHa
- IeTo.

ECHO, Coxsackie B, Toxoplasma gondi, EBV, Influenza, BI'CA

o HeuH¢peKkUuoHHbIe ¢paKTopbl: iekapcTa (18%), BakumHbI (11%),
cTpecc (7%), HTeHcMBHaa nHconauuma (7%)

o [TeHeTuKa. SNP B HeCckonbKMX reHax Takxe accoummpoBaHHbIX € PA
n CKB. ®opwmbl HLA. EcTb cnyyam cemenHoro KOAM, 50% petewn ¢
FOAM nmetoT poactBeHHUKa ¢ AU (CKB, C41).

NaTtoreHes. B ocHoBe nexunT obpasoBaHme AT K HEV3BECTHOMY
AHTUIEHY C OT/IOXKEHMEM VX B COCYANCTOMN CTEHKE, aKT/BaLWA CUCTEMBI
KOMMJIEMEHTA, YTO BeeT K OKK/THO3MOHHOW apTepronaTtuv N HeKposy
KanwaagapoB C nocieyrollen nwemMen TkaHew 1 4ectpykumen
MblLLEYHbIX BO/IOKOH.



AHTuTtena npu IOBEHUJIbHOM [epmaTtomMuosute

AHTU-TIF1 (30%) - pa3BepHyTada KJiMHMYeckada KapTnHa

NopaXkeHus MblLL, MOJIHbIK HABOP KOXHbIX NPOABAEHUN. Y

B3POC/bIX - IM accoummpoBaHHbI CO 3/10KaYeCTBEHHbLIMY

OMyXONAMMW.

AHTU-M]) (30%) - MbiLLeYHasa aTpoPus, KOHTPAKTYpPbI, KanbLMHO3

AHTUcHTeTa3Hble AT (<5%)- AMHoaunn-TPHK-cnHTeTasa

o aHTu-Jo-1 B, gedopmupyrolinini apTpuT, eHOMEH PerHO,
“PYyKn mexaHmka"

o non-jo-1 (PL7, PL12, EJ, OJ, KS,Tyr, Zo) ToXe camoe, UTo
jo-1

AHTU-MI-2 (2-13%) Knaccryeckme KoXKHble MpoABIeHNs, HO 6e3

NoOVIKNI04epMnmn

AHTU-Ku (0.2%) -H3CT, oBepnan, NbJI

AHTU-RO-52 (2-6%) - oBepnan

AHTU-Pm-Scl (1-4%) - OBepnan ¢ CC, “pykn mexaHuka"

AHTN-CADM-140 (?%)- KnnHnyecknmm ammonatnyeckmnii [IM

N mHorwme gpyrue (<1%) - aHTn-UTRNP, aHTK-SRP, aHTU-SAE,

aHTN-U2, aHTn-U3, aHTn-USRNP, aHT-Sm, aHTtn-Th, aHtmn-La(SSB)



FOAM\IOIM n kKnuHunyeckre BapuaHThl

® Kn a c C VI LI e c K VI I‘;I A M - s i cisioii Inclu:?izllzvgigi'i gi/vosilis
HaN4YMe XxapakTepHbIX l“-“""“‘”"“"‘“ i l |
BbICbIMAHWI 1 MOPaXeHUs v l f'“”‘f"mi ¥
MBI LLILI. I T

o [MM - /M 6e3 nopaxeHus Skin Tvolvement ~—~—~_|
KoXu. OTanyaeTcs —

Clinically-Amyopathic DM

r’MCTO/IOrMYeCcKON KapTUHOMW.
o KnmHunuyeckum ammonatunveckmim AM (KAAM) -

XapakKTepHble KOXHble NposaBeH s 6e3 nopaxxeHud
MbILLL, (OBbIYHO MMO3UT NOSABASETCA NO3Xe 6-12 Mec).
AHTN-CADM-140, KpanHe 6bICTPO pa3BrBatOLLAACA
VIBJ1, A3BEHHbIEe NOPaXXeHNSA KOXW.

e AHTUCUHTETA3HbIN cMHAPOM - B/, Bbicokas
TemMnepaTypa, “pykm mexaHuka". Peako y getew.
AHTUCUMHTETa3Hble aHTuTena (Jo-1 n ap)

e OBepnan-cuHpgpom (C3CT) CKB, CC, c-m LLerpeHa



Otnnuma KOAM oT AepMaToMMO3MTa B3POC/IbIX

[Mpn3HaK HO4M v HOTM AM 1 TTM B3pocnbIx
MUk - 5-14 neT Mnk - 30-50 net
AnuaemMuonorvsa HOZIM >>>>> FOMM MM n BTOprYHbLIE MIBM >>> 1M
NENTEVDT0E), AVTICPIETEEN, Bbicokasi yactota VIBJ1, Mno3nt 6onee
KnuHwuka A3BeHHble NopaXxeHns HaMHOro
BbIpaXeH.
yale
Anti-TIF1, Anti-MJ no 30% AHTUCMHTeTa3Hble AT y 30%, B
AHTUTenNa
AHTUCKHTETa3Hble <5% 0CObeHHOCTN Jo-1
OTBeT Ha NpesHN30/10H - OCHOBA Tepanuu,
[NpesHN30/10H - OCHOBAa Tepanuu
Tepanuio HO OTBET Ha Hero nyytue
CmepTHOCTL < 3% CmepTHOCTL ~ 25%
MporHos NHBannaHocTb 30-40% NHBannaHocTb 40-60%
MoHouuknnyeckoe tedeHne ~40% MoHouuknanyeckoe tedeHne ~20%




KnnHnyeckasa kapTuHa

OcobeHHOCTU AebroTa

BapuaHTbl TeueHua HOAM (/1.A. NcaeBa, M.A. )XBaHuA)

n3 pekomeHgauun Cotosa Neguartpos PP

e OcTtpoe (10%) - bypHoe Hauano (Taxenoe cocTtodHme
60/1bHOrO pa3BrBaeTCA B TeyeHye 3-6 Hejeslb)

e [lopgocTpoe (80-85%) lNonHaa kKnnHM4Yeckaa KapTrHa
NpoaBAAeTCAa B TeyeHue 3-6 mecdaues (MHoraa B
TeyeHe 1 roga) PasaButme CUMNTOMOB — MOCTerneHHoe.
CybpebpunbHada TemnepaTypa Tena. BucyepanbHble
NopaXKeHda BCTPeYaroTCa pexe.

e [lepBUYHO-XpoHUYeckoe (5-10%) [MocTeneHHoe
Hayaso 1 MeasleHHOe nporpeccMpoBaHne CMMNTOMOB
Ha NPOTAXEHNN HECKONBKUX NIeT

[e61oT: cbinb - 65%, MbiLLeYyHaa cnabocTb - 29%, Cobinb
n cnaboctb - 6%



KnnHmnyeckaa kapTrHa

KOHCTI/ITyLI,I/IOHaII bHbl€ CUMIMNTOMBI

MHoOrme 13 HMX NOABAAKTCA 38 HECKOJIbKO MecALeB A0
1e6toTa 3a60/1eBaHNA

e Jlerkasi cnabocCTtb

e HepomoraHume

e MbiweyHasa c1aboCTb (YacTble NageHnsa y MaseHbKMNX
JleTen B T.4.)

Jlnxopagka ao 38-40

[loTepsa anneTnTa

[loTepsa Beca

Hecneunouyeckme BbliCbINaHUSA
Pa3apaXnTenbHOCTb

JlInmdageHonatna He xapakTepHa ana KOAM.
JlInmaTtryeckme y3nbl, Kak NpPaBuio, NOABUXHbIE,
6e360/1e3HeHHbIe, He CNasiHHble MeXAay cobou 1 C
nognexawmnmmy TKaHAMM



KnnHnyeckasa kapTuHa

[epmaTonormnyeckme nposaBneHns

e lenmoTponHasa cbifb - BbICOKOCNEUNPUNUHAA CbiMb
JINNOBOrO LiBeTa NopaxaroLLlaa KoXXy BOKpYr rnasa (B
OCHOBHOM - BepxHee BeKO) N nHoraa
COMpOBOXAakoLLaaca ee 0TeKOM. BO3MOXHO
obpasoBaHMe Yeluyek, U3MeHeHMe NUrMeHTaunm 1
nosB/ieHue TefieaHrnakTasmimm. CumTaeTtcq
NaTOrHOMMYECKOW, O4HAKO 3TO He COBCEM TaKk.

e Jlnueeasa 3purtema - apnTemMaTosHaa\inioBaga Cbinb B
061aCTV CKYNOBbIX AYyr, CMHKW HOCa, 163, yLiew,
noabopoaka, HocoryoHbix cknagok (DDx CKB). Hukoraa
He MeeT YeTKMX FPaHunL, He BbICTyrnaeT Haj
NOBEePXHOCTLH. MOXeT Kak ConpoBOX4aTh
re/INOTPONMHYHI CbiMb, Tak 1 MOABAATLCA 6e3 Hee.
HekoTopble aBTOPbl OTHOCAT J12 K [ennoTponHow Chinu.
Knaccnueckas “6abouka” Toxe BO3MOXHa Npv oBepiar-

cnHapome ¢ CKB






Manynbl FoTTpoOHa - 91%
3puTEMaTO3HbIe\GranKkoBble rnanynbl
nopaxatoLume pasrmbaTenibHy0 NOBEPXHOCTb
MeXdanaHrosblx, NACTHOPANAHIOBbLIX CYCTaBOB U
KOXY MeXay HUMW. Takxe MOryT bbiTb Ha NOKTAX
N KoneHax. CrneyndnUHbIA NPU3HAaK, HO He
MNAaTOrHOMOHUYHbIW. [Tpyn HannunKy Yeluyek
cunbHee Bcero HanomuHaeT KIJ1 1 ncopras.
NMpu3Hak N'oTTpoHa - 91% TOXe camoe, HO
3NeMeHT - Makyna. Elle 6onee cneuneuUHbIN
CUMMTOM.

B Pycckon nntepaType BblAeNnsAaoT TONbKO
CMMNTOM [OTTPOHA (BMecCTe), B 3apybexxHON ecTb
pa3Hble onpejeneHna nprsHaka 1 nanyn - 3To
B3ATO U3 kKpuTepmes HOAM EULAR 2017

N3meHeHUA ckanbna o6bI4YHO
HarMoMVHarT Ncopras Mbo
ceboperHbIN AepMaTuT.
[Monknnogepmus c obpasoBaHmnem
yelLluyeK N BblpaXXeHHbIM 3YA0M.
Bo3MOXHa Takxe NpocTo s3puTema
ckasnbna n Anoneums.

Systemic lupus erythematosus
Lichen planus

Psoriasis

Polymorphic light eruption
Granuloma annulare
Dermatitis:

e Contact dermatitis

e Seborrheic dermatitis

e Atopic dermatitis
Trauma-related knuckle pads
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NManynbi\npn3sHak FlOTTpPoOHa Ha
KNCTAX + lennoTponHas cbinb
= MAaTOTHOMWYHbIE KO)XHbl€e
nposasneHvsa AM (A+B)



o lMownkmnopgepmusa -5% Mmnep n rmnonMrMeHTaums,
aTpodPunA N TeneaHraKTasmmn. lNosaBnsaeTca B OCHOBHOM Ha
NoABepP>XeHHbIX COJIHEYHOMY CBeTY y4acTkax. [1ebroT -
0OblYHasa s3pmnTeMa. Y B3pOC/ibIX HAMHOIO Yalle
Mo>keT nopa)aTtb Nt0byto YacTb Tena, HO 0Cob0o
XapaKkTepsbl cneayroLLe nokaansaunn:

o V -o06pa3Has - BepXHAad YacTb rpyav n\nau Lies
cnepeau

o CvmnTtoM LLanu - BepxHAa YacTb CNUHbLI 1 LWed c3aji.

o CumnTtoM Kobypsbl - /laT. yactb begpa.
NnapagoKCcasibHO TO, YTO 3Ta 06/71aCTb MIOXO
NHCONNPYeTCS.

DDx- 3HaunTenbHbIN 3y4, 4To otanyaet ot CKB









e liamMeHeHus oKOJIOHOIrTeBoro Bajinka (35-91%)

@)

@)
@)

[MNnepemMmnsa oKONOHOITEBOro Banvka - npmn ocMmoTtpe x40
0PTaIbMOCKOMNOM, 4EPMATOCKONOM OOHapPYXXMBaeTCH
pacluimpeHune Kanuanapos (3KTa3usd), X U3BUTOCTb,
ncye3HoBeHMe (aBackynsgpHasa 061acTb), BO3MOXHbI
MHGAPKTLI. MI3MeHeHUA HecneynPUUYHbI.

[nepTpodUs KYyTUKYbI

I3bA3B/IeHMEe OKONOHOTTEBOro Baska

o AKTUBHBLIA BACKYNNT - NPEAVKTOP XYALLEro NporHo3. Y B3poc/bIX
peako.

@)

10 -46% s3BeHHbIe NOopaXKeHs POTOBOMN MOJIOCTU: AEeCHbI U
LLLeKI

5-10% f3BbI Ha yLlax, Ha NanbLax B 06/1aCTU CyCTaBOB, OKOJI0
rnas, Ha OKOJIOHOITeBbIX BajsMKax, B MOAMbILLEYHOWN U
NNOKTEBON AMKe U T4,. BO3MOXHO MHOMLMpPOBaHME C
nocneayroLm cencrncom\ bak.aHaoKapANTOM

[MnepemMmnsa HOrTeBoro s10xa

J1afOHHBIN KannanapuT

Jlneepo: CeTuatoe 1 ApeBoBUAHOE (Y AeTel MaajLlero
BO3pacTa).






'eHepann3oBaHHasA apuTpoaepmMus

deHomeH PenHo - 25%. lNMposaBnseTcay getewn
KOHKpPeTHbIMU AT 1 Yalle o3HavaeT Haandme oBepsan-
CUHApPOMa. Hannume ®OP, KannANAapHbIX U3MEHEHWI
OKOJIOHOITeBOro Basnka 1 abfoMNHaNbHbIA CUMNTOMOB =
oBepnan ¢ CUCTEMHbIM CKJ1I€PO30M - BO3MOXHa Jaxe
CKNepojakTuInA.

"Pykm mexaHuka"” npn aHTUCMHTETa3HOM C-Me U
aHTN-PM-Scl. Sputema, rmnepkepaTos.

Apyrue nposiesieHUs: YepHbIN akaHTO3, GONTNKYNAPHbLIN
KepaTos, UXT1O3, MAaHHUKYNT, 06pa3oBaHVie Be3nKy/,
nanynesHbln MyLUMHO3, Manakonaakua, n T4




KnnHmnyeckaa kapTrHa

CMMOTOMBI MnopaxeHnd MblLUL,

e MbiweyHas cnabocThb - CUMMeTPUYHas,
NPOKCManbHasa >> agnctanbHaga, CUibHee B HKHUX
KOHEUYHOCTAX
o CnabocCTb MbILUL, XMBOTA\CMNHbI — HEBO3MOXHOCTb
NoALepP>X1BaTb MO3Y B MOJIOXEHUN CUASA, NOAB/IeHUE
ab40MUHANbHbBIX FPbIK. HEBO3MOXHOCTbL BCTATb C
KpoBaTW He nepeBepHYBLUKCD.

o (CnaboCTb MbILUL, LLEeN - HEBO3MOXHOCTb MOAHATH
ro/IoBy 1 TeM 6oJiee yaepXBaTb ee

o (CnabocCTb MbILUL, NJleYa - CMUMATOM pacyecku
(HEBO3MOXHOCTb pacyecaTb BOOChKI), MOAHATL PYKWU
BBepX. CUMNTOM py6aLuKn.

o [NnasoaBuratesibHble MbILULbI HE MOPaXarTCcA Npu
AM!! DDX € MblLLeYHbIMY ANCTPOPUAMUN



o (CNnaboCTb MbILUL, Ta3a U HMXXHUX KOHEYHOCTEN -
CUMNTOM J1IeCTHUUbI (TPYAHO B NOAHNMAaTLCSA U
CMNYyCKaTbCA NO IeCTHNLE), HEBO3MOXHOCTb CeCTb Ha
KOPTOUKM\BCTaTb C HUX. MTpn3HaK
TpeHAaeneHo6ypra - ¢/1aboCTb OTBOAALLMX MbILLILY

beapa.
o [pwn3Hak oBepca
Gowers Sign
) > y (- Normal  Trendelenburg sign
(R Y j/
( 5, 2 {/ -\ i%)\\) &
ki // R W, o \ | { ""1'\’7\ /i
- i J )
( _\,,L, ~/‘,
e
\ } /
A W) /,,
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Using hands . \ ‘\\ \

to push on legs
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|
to stand ‘C.
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o Awncearnsa - cnaboCTb BEpPXHUX MbILLL, NLeBosa (1\3)
N MbILLL, ropTaHu. lonepxvBaHue, peryprutauus
XNAKOCTeW Yepes HOC. ACnpauma Ny ¢ pasBuTrem
acnypaLMOHHOW MHEBMOHUMN,

o AncpoHUSA - THyCcaBOCTb, C/labas peyb 13-3a C1aboCTb
rOPTAHHbIX MbILLILL

o CnabocCTb AblxaTeNibHOW MyckynaTypbl (5%) MoxeT
npmBectn K AH n cmepTtn,

o O6CTPYKTMBHOE anHo3 CHa 13-3a C/1aboCTn MblLLL,
ropTaHn — MOCTOsAHHAaA C/1aboCTb

o [nybokue cyxoxXunnbHble pedaekcbl COXPaHeHb

o dusmKanbHO: MbILLblI 6ONEe3HEeHHble NMpu
NPVKOCHOBEHUIW, MNNOTHbIE Ha oLwynb. KK oTBepaeBLUas,
oTeYyHas (BMNAOTb A0 aHacapkKm).

o MbiweyHas aTpobumsa Kak CieICTBME XPOHNUYECKOTO
npouecca



e bo/sib M HENOABU)KHOCTb N3-3a Hee. O1HaKO
BblpaXXeHHbI 60/1eBOV CUHAPOM TpebyeT nepecmoTpa
AarHosa (HekKpoTn3npyrLlas MmonaTs)

e OrpaHuyeHume NOABMKHOCTU MOXET BO3HMKATb U3-3a
0bpasoBaHUA crmbatenbHbIX KOHTPAKTYP Kak
pe3synbTarta MrModacumanbHOro BocnaneHums. pyrom
BapPMaHT - KaJIbLIUHO3 MbILLILL.

e IMACS* FORM
1-10 -
crieymanbHo
pa3paboTaHHble
LLKaNbl 415
0OBLEeKTBHOM
OLLeHKW
COCTOSAHUSA
B3POC/IbIX U
seten npmn MUBM

@opma IMACS MuTepnpeTaius

IMACS FORM 01 061Wme CBeeHMA 0 60NbHOM

IMACS FORM 02 061Wan 0UeHKA aKTMBHOCTH 60Me3HKM Bpa4oM — no 10 CM BM3yanbHOR aHanoroeom weane (BAL) w no 5—H6anbHoi
wekane Likert

IMACS FORM 03 061138 OUEHKA AKTMBHOCTH GOME3HK NAUMEHTOM (MNKU poguTenamu) no BALL

IMACS FORM 04 MaHyansHoe MblweyHoe TecTipoBanue — Manual Muscle Testing (MMT) no 10 — 6annbHoM wkane. TecTUpyIOTCA
AXCHANBHBIC, IPOKCHMAT bHbIE W QHCTANbHBIE TPYNNbI MbILL

IMACS FORM 05a AHKETA OLEHKW 30P0BLA ANA BIPOCNbLIX NaumeHToR: Health Assesment Questionnaire (HAQ).

IMACS FORM 05b AHKETa OLeHKkM 30poBbaA AeTen: Childhood Health Assessment Questionnaire (CHAQ).

IMACS FORM 05¢ wKana ougHku mmoauTa y getei: Childhood Myositis Assessment Scale (CMAS)

IMACS FORM 06 Na6opaTopHole fanHbie: KOK, anbfonasa, ANT, ACT, NIAI u kpeaTHUH B CbIBOPOTKE KPOBM

IMACS FORM 07a WNHOeKC akTuBHOCTM Goneanu — Myositis Disease Activity Assessment Tool (MDAAT). KOMEWHHPOBAHHBIA HHOBKC,

IMACS FORM 076 OUEHWBAK LKA 3KCTPAMYCKYIAPHYIO M MbILUEYHY ) AKTWBHOCTb, BKNKYaeT. MYOACT (0UBHKA NOPAKEHHA KAKAOA U3
cucTem no BALL) w MITAX (MH[EKC aKTMBHOCTH GONE3HM, BLIPAKEHHOCTL KOTOPOR ONPEARNAET HE0GXOQUMY 1
WHTEHCMBHOCTb Nevennd). MITAX eknioqaeT undpoByw (0—4) i 6yKBeHHy 1 (A—E) OueHKM

IMACS FORM 08 WHOeKC MblweyHoro noepexgerna — Myositis Damage Index (MDI) BrkI04aeT: TAXECTL NOBPEXGeHNA (UndpoBas

OUBHKA) M Bro BbIPAKEHHOCTL (OueHka no BALL)

IMACS FORM 09

06138 OUBHKA NOBPEXAEHHA NaueHTom no BALU

IMACS FORM 10

06Wwan oueHKA NOBPEXAEHHA NaueHTOM (unu poguTenamu) BALLY Likert

*International Myositis Assessment & Clinical Studies Group



KnnHmnyeckaa kapTrHa

[MposiBAEHMNSI CO CTOPOHbI APYTrX OPraHOB 1 CUCTEM

e [lopa)xeHue cycTaBOB

o ApTpanruu

o APTPUT - NPUXOAALLINIA,
Heaedopmupytowmii. Og4HaAKO
6bIBatOT NCK/TKOYEH NS,

o Cepbe3Hbl CTOUKUW apTPUT -
CKopee BCero
oBepaIamn\aHTUCUHTETA3HbIN C-M
Aedopmmpyromin PA-
NOAOGHbLIN apTPUT Y Jo-1
naymeHTa, HO 6e3 poKanbHOro
ocTeonoposa, PO (-) ALLA (-)



e [lopakeHme kocTel - OCTEONnopPos 13-3a A/INTEIbHO
CHUXXEHHOW MOABMXHOCTU MPU TAXKENOM TeYEHUN N N3-3a
BblCOKUX A03 [ KC

e [lopa)xeHune nerkux

O
O

O
O

AcnnpauyoHHaa NHEBMOHNA

MBJ1 - npri3HaKk aHTUCMHTEeTa3Horo c-ma. Npu aHTn-jo-1
fierye yem npwi non-jo-1. Peako y geten 1.K
aHTUCUNHTeTasHble AT <5%

NAT n3-3a VIbJ1 nnmn nopaxeHna cepaua

[To60UHbLIV 3 peKkT MeToTpekcaTa

e [loparkeHue ceppaLa - 06bIYHO CcybKNMHMYeckoe. OYeHb
peako y aeten. Bce 3 060/104KM, HO OCHOBA - MMNOKAPAMUT.

O
O

bnokagbl pa3fiMUHOWM CTeMeHn TAXeCTU

CepaeyHas HeA0CTAaTOYHOCTb (OAblLlKa nocsae ¢pu3
Harpysok, TX)

M n3-3a yckopeHHoro ['KC atepockneposa KA nnm nx
BaCKy/INTa



JKKT nopaykaeTca B pe3ynbTaTe
BaCKynmTa
o {3Bbl N X NepdopaLmnm C
nocnefyroLmnm KpoBoTeyeHneMm
o Accoumauua C gpyrumm
ayTOMMMYHHbIMU - B3K, CX, INBL,
Llennaunga
Ninnoguctpoodus (25%) c
MHOXeCTBEHHbLIMW 3HAO0KPUHHbLIMY
HapyLLleHnamMu,
NHCYTMHOPE3NCTEeHTHOCTLH (CA2)
VIameHeHuA KPOBMU - aHeMUSA
XPOHMYeCcKnx 3aboneBaHmni,
TPOMbBOUUTOMEHNS
Mopa>keHme noyeKk vl LUHC
BTOPUYHbLI MO OTHOLLEHUIO C
NMMMYHOCYNpPeccBHOW Tepanunu
(npsamble MB n nHeekumn).




IlnarHoctuyeckue

KpUTEpUM

The EULAR/ACR
classification criteria for IIM+

Without muscle ~ With muscle Bohan and Tanimoto

Performance biopsy biopsy Peter (7,8)% et al (10)
Sensitivity, mean (95% CI) % 87 (84-90) 93 (89-95) 98 (96-99) 96 (94-97)
Specificity, mean (95% CI) % 82 (77-87) 88 (83-93) 55 (50-61) 31 (25-37)

Coto3 negmaTpoB PP coeTyeT ncnonb3oBath K.Tanimoto et al 1995
B 3apybexHbIx yuebHmnkax npegnaratoT Bohan A. and Peter 1975

OyeHb YyBCTBUTENIbHbI >95%.

TpebytoT NMHBa3VIBHble MeToAbl 06C1e0BaHVS, UTO ABJISETCA MUHYCOM AJ/1S
FOAM. VrHopupytoT MPT. VI3HavanbHO He paspabaTbiBannch 415 AeTei.
HoBble kpuTepuu 6b1nn paspaboTtaHbl EULAR n ACR B 2017 rogy - No3sonsawoT
NOCTaBUTb AMArHO3 6e3 NCMob30BaHNA NHBA3MBHbIX MeTo40B. MUHYC: 3TO B
NnepByro ovepesb KnaccuPuKauyoHHbIe KpUTEPUW, a He AMarHOCTUYeckme.

Bohan and Peter 1975

1. MbiweyHas cnaboctb (CMMMeTpUYHas naevyeBoro
1 TA30BOro nosica, crmbaTtenen wewn)
nporpeccnpyroLLast B Te4eHNN HeCKOIbKNX HeZeb
NN mecaues

2. SMT: KopoTkue Huskue nonndasHele MAE,
CNOHTaHHAasA aKTUBHOCTb

3. Buoncus: Hekpo3s MB 1 1 2 Tnna, darouymnTos,
nepudacumanbHas atpodus, pasnnyHbli pasmep

MB, BocnanutenbHbln NHGUIBTPAT.
4. BAK: KPK, mrnornobun, anbgona3sa, /1A, ACT, ANT
5. Koxa: Mpu3sHak «V» u «lWanwn», cumntom\nanysnbl

FOTTPOHA, Fre/IMOTPONHAas ChbiMb

AocToBepHbI [TM: 1-4 NyHKTbLI (BCe)
AoctosepHbit AM: Cbinb(5) + 3 106bIX NpU3Ka

© ®

NoogRrRwh-=

K. Taninoto et al. 1995

MopaxeHwne KoXn

MpokcMManbHasa MbllleyHast c1abocTb
BAK: KOK v anbaonasa

Mwuanrimn: CnoHTaHHbIE 1 MNPV Nanbnayun
SMT: MNepBNYHO-MbILLEYHbIE N3MEHUS
AT: Jo-1

CycTaBbl: HeeCTPYKTUBHbIVI apTPUT UK
apTpanrum

CunctemHoe BocnaneHue: t, CP6,CO3
Buoncusa: mopdonornyeckme NaMeHeHus
COOTBETCTBYHOLLME BOCMANNTENIbHOW M1OnaTum

AocToBepHbIv [TM: 4 Nro6bIX Npr3HaKa 6e3 cbinu
AoctoBepHbin AM: Cbinb + 4 Nt0bble Apyrue npmusHaka
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EXTENDED REPORT

Consensus-based recommendations for the
management of juvenile dermatomyositis

Felicitas Bellutti Enders, "2 Brigitte Bader-Meunier,” E\\een Baildam,*
Tamas CONSIEHUH Pavla Dolezalova,” Brian M Feldman,” Pekka Lahdenne,x

Bo Magnusson,’ Kiran Nistala, '° Seza Ozen,
Ricardo Russo,'? Yosef Uziel,'* Marco van Brusse

Sebastiaan Vastert," Lucy R Wedderbur,®
Annet van Royen-Kerkhof'

ABSTRACT
Background In 2012, 2 European iniative called
Single Hub and Access point for pediatric Rheumatology
in Europe (SHARE) was launched to optimise and
diseminate diagnostic and management regimens in
Europe for children and young adults with rheumatic
diseases. Juvenile dematomyosiis (1DM) s 2 rare
disease within the oroup of paediauic rheumatic
diseases (PRDS) and can lead to significant morhidity.
vidence-based guidelines are sparse and management
is mosty based on physicians” experence. Consequenty,
weatment regimens differ thioughout Europe
Objectives T0 provide recommendations for diagnoss
and treatment o JOM.

Methods Recommendations were ceveloped by an
evidence-informed consensus process using the European
League Against Rheuatism standard operating
procedures. A committee was constiuted, consising of
19 experenced paediaric theumatologists and 2 experts
in paediatc exerdise physiology and physica therapy,
mainly from Europe. Recommendiations cerived from a
valdated sstematic iterature reiew wiere evaluated by
an online surey and subsequenty discused 2t two
consensus meefings using nominal group techrique.
Recommendations were accepted il >80% agreement
was reached

Results In otal, 7 overarching prnciples, 33
recommendations on diagnosis and 19 recommendations
on therapy were accepted with >80% agreement among
expers. Topics covered include assessment of

ohvement and suggesied

reatment pathways
Conclusions The SHARE intiative aims to identify best
pracices for reatment of patents suffering from PRD.
Within tisremit, recommendations for the ciagnosis and
treatment of JDM have been formulated by an evidence:
informed consensus process o produce a standard of care
for patients with IDM throughout Europe.

INTRODUCTION
n 2012, Single Hub and Access point for pediaric
Rheumatology in Europe (1 launched
with the aim of optimising and disseminating diag.
nostic .md management regimens for children and

eople with rheumatic _diseases. This
inshces senle dhstoenyoshis DI th foons
of this paper. Clear recommendations can help

Clarissa Pilkington,'® Angelo Ravelli,'
1,"® Janjaap van der Net,'™
Nicolaas Waulffraat," Liza J McCann,*

clinicians in the care of patients with JDM as no
international consensus  regarding diagnosis and
treatment is currently available and management
therefore varies.

METHODS
A committce of 19 experts in pacdiatric theumatol-
ogy, 2 experts in exercise physiology and physica
herapy was established to develop recommenda-
tions for JOM based on consensus, but evidence
informed,” using the European League Against
Rheumatism (EULAR) standard operating proce-
dures for developing best practice.’ *

Systematic lterature search
databases PubMed/MEDLINE,
Embase and Cochrane were searched twice for eli-
bl aridss in fune 2013 and subsoqunty in
015. All synonyms of DM were searched
Mot terms, tile and abstract. Reference
wacking was performed in all included studies (full
search strategy in online supplementary figure 1),
Experts (FBE, LIMC, AVR-K) sclected papers rele-
vant to JDM investigations and/or treatment to be
taken forward for validity assessment (inclusion and
exclusion criteria shown in online. supplementary
figue S1). Al fllas s papes e ised in
online supplementary list S

ity assessment
A panel of experts (two per paper) independently
asessed the methodological quality of  papers
mectng indusion it e onlne aupplanentry
figare $1) and extracted data wing predefined scoring
forms for diagnosic’ and therapeutic  studies.*

Disagreements were resolved by discussion or by th
opinion of a third_expert. Adapted dassifiation
ables for diagnostic,” therapeutic’ © and epidemio-
logical studies” were used to determine the level of
evidence and strengh of each recommendation.

Establishment of recommendations
As part of the EULAR standard operating proced
ure, experts described the main results and conclu-
sions of each paper, along with validity and level of
evidence. These descriptions were collated by three
experts (FBE, [JMC and ARK) and used to
formulate provisional recommendations (N=65).

BM)

Enders FB, et ol Ann Rheun Dis 2017,76:329-340. 6ot 10.1136annheunds 2016209247
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BeaeHvie NaleHTOB
Cnucok Heob6XxoANMBbIX UCCieAo0BaHUN
® bXx (MbllweyHble pepMeHTbl,f noyek v
neyeHum n CPB)
e OAK (ocobeHHO CO3I)
e OAM
CepogmarHoctuka - cneund. AT,
AT ana DDx (P®,ANA(?),AHUA v ap)
CKPUHUWHT Ha nHpekuymm ana DDx
Kannnnapockonus
JKI n 2XOKT
®BA n Rg OIK
MPT (AnarHoCcTmnka n oTBeT Ha
nedyeHue), +MPT\KT ronoBbl - OHKO
SOMI (ana DDx c HeBp. npuynHamm)
e buroncnsa (ocobeHHO NpU aTUMMNYUHBIX
Nnpr3HaKax)
e Y3/ OBbIl, mblLuy
o PIAC



MHCTpYMeHTasnbHbIe U TabopaTopHble MeTOAbl

o OAK: AHemug, TpoMboOUMTOMNEHNS,
nenkoumtos, CO>3 40+, CPB 200+

o OAM: MMOrnobuHypud, BO3MOXHA
nHdekuma MIMT mn3-3a
NMMYHOCYMpeccnu

o bunoxmmuma: (80%) noBblLLEHbI
ACT>AJIT, KOK (MM,MB-pereH.),
NnAar (akr-3,4,5 n xp-1,2)

o (CepogunarHoctumka: PO+ (10%),
ANA+ (70%)

e DOMI: ManeHbKMe N KOPOTKMeE
NoTeHUMaNbl, CMOHTaHHbIE
dnbprnnaunm
MPT: nsmeHeHne MHTEHCMBHOCTW
buoncna: nepmndacUnkynapHas atpopus,nepmBackynapHas
MHO. MAS, H.MAST SHAOMM3MA He 3aTparmBas MblLU.BOJ.




BeageHue nauMeHTOB

JleyeHwne

e B poctepoungHyto anoxy - 1\3 norméanu, 1\3 nHBanujbl
e KynnpoBaHMe oCTpOoUn ¢pasbl - YEM arpeccmBHee, TeM

MEHbLLIe OC/IOXHEHW B byayLLem

o TKC (MpegHnsonoH 2mr\kr\geHs NO n\unnn
MeTunnpeaHn3osioH 10-30 Mr\Kr nynbc B TeYeHnU
HeCKONbKMX gHen~3). Jlydwie v To 1 gpyroe.
[lekcameTasoH 1 TpUaMuUMHONOH 111 MUonaTuio.

o + VMImMyHocynpeccopbl: MeTtoTpekcaTt(MTX)
TMmr\kr\Hegento MK nan UmknocnopuH A (CsA)
2-5Mr\kr\geHb 0 B 2 npuemax). Jlyuie MTX T.K
6e3onacHee. MNMAPOKCUXTOPOXMH BMECTO MynbCc-MT1.

o + BBUWI 2r\kr ecnm coctosiHMe oUeHb TaxXesnoe

e [locTeneHHO fJ03a CTEPOUNLOB CHIXKAETCH, Nprem

NPOA0/IXaeTCca MHOrme robl nocse KynmpoBaHKS.

o KyLIWHr, cTeponaHas MmyonaTusa (Vs oboctpeHue),
ocTeoneHING



[Mpy peppakTepHOM TeUueH

o TKC (MpeaHwnsonoH MO) + MTX\CsA + Liuknopochamup,
(500-100r\m2\mecau BB)

o [KC ([MpegHnsonoH M10O) + MTX\CsA + TIbI

o Ecnv nocne Takon Tepanuu HeT yaydlieHni, To npobiema B
NPVBEPXEHHOCTU JIeUYEHNIO

ANnbTepHaTVBHbIE UMMYHOCYNPEeCccopbl NPy HENepPeHOCUMOCTH

MTX: AzaTtronpuH, modeTtunnia mrukopeHonat (MMF)

F'MBI - [eHHO-VHXeHepHble buosiornyeckrie rnpenapaThbl

(KoHCcrnmym c rnaBHbIM peBMaTosiorom Pb, nprkas N522)

o Putykcrnmab (Mabtepa®) AT k CD20, 575-700Mr\m2\Hegento.
2000p 3a 500mr

o WHPnmkcnmab (Pnammarnc®) AHTU-IFN-a, 3-6 mr\kr 600p 3a
100mMr

o Ab6artauenT - He 3aper. B Pb

[Ana pedpakTepHbIX KOXHbIX MPOABEHUSX - TAKPOJIMNMYC

(MpoTonuk) nnm NNMeKPONMYC (nnaen)

[Mpu npum. MTX Heob6xoaMMO AaBaTb GOJINEBYHO KNC/IOTY

Heobxogmmo gasatb Ca v Vit D gna npodunakTnkm octeoneHnm

Hy>XHO 1cnoab30BaTb CoNHUe3aWwnTHbIV Kpem (SPF >30)
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Zulian F, Culpo R, Sperotto F, et al Consensus-based
recommendations for the management of juvenile
localised scleroderma Annals of the Rheumatic Diseases
2019;78:1019-1024.

Textbook of pediatric rheumatology / [edited by] Ross
E. Petty, Ronald M. Laxer, Carol B. Lindsley, Lucy
Wedderburn. - 7th edition.

Rheumatology / [edited by] Marc C. Hochberg, Ellen M.
Gravallese, Alan J. Silman, Josef S. Smolen, Michael E.
Weinblatt, Michael H. Weisman. Seventh edition.
Philadelphia, PA : Elsevier, Inc., [2019]

JleTckasa KapAmonorns 1 peBmMaTo1I0rvs:
MpakTnyeckoe pykoBoACTBO / oy obuy. pea. /1.M.
bensesoi. — M.: OO0 «MeanLmnHCcKoe
NHGOPMALMOHHOEe areHTCcTBo», 2011. —584 c.: un.
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