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|OlomaBeic PAeyHOVWOELC LUOTIAOELEC
OpLopoC

* Etepoyevnc opada oTaviwy aUTOoVOOoWY VOO LLATWY TIOU
npocoBaArlouv kate€oxnv Touc Huc (Huikn aduvapia, avénon LUIKwY

ev(UUWV, Ttapouoia pAsypovnc otn Brogia puog)

e Juxvn npooBoAn aAAwv cuotnuatwy (6Epua, apOpwaoslc,

NMIVEULOVEC, YOLOTPEVTEPLKOC CWANVOC)



|0lomaBeic pAeypuovwoOELC LUoTIABELEC
Ta&wvopnon

* MoAupvootitdba

e Aepuatopvooitida

OEPATEVTLKN QVTATIOKPLON

* AUTOQVOON VEKPWTLKA puomaBela

* Muooitida aAANAOETUKAAUTITOMEVN
e aAAa avtodvooa Voonuoto

* Muoottida &’ eykAelotwy AvBekTw oTn Bepaneia

Dalakas M, NEJM 2015; 30;372:1734-47.



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
KAwKEC ekdnAwoelc: Muikn mpooBoAn

e EyyUC HUIKEC OpadEC

* Exteivovtec tpaxnAou/ dapuyylkol pHUEG

MpooBoAn avanmveuoTIKwV LUwV (oTtavia)

e Xwpic mpooBoAn odBAAULKWY LUWV

ATtw HUiKEC opadec-puc mpoowrou (Muooitida €€ eykAelotwv)

MuaAyieg/ Muikn evaoBnoia (ZUvdpopo aviiouvbetaong)



|OlomaBeic pAeypovwOELC LUOTIADELEC
Ta&wvounon-NoAvpvoottida

- Yrnoéeila npooBoAn eyyuc LUikwV opadwv

- 2ravia

- Alayvwon €&’ amokAelopou: QIouoiLa

-e€avOnpaToC

-€kBeonc o puotoLka pappaka

- OLKOYEVELAKOU LOTOPLKOU LUOTIABELOC
-tpooBOANC LUWV poowniou/opOaApwv

- evbokpLlvomnabeLog



|OlomaBeic pAeypovwOELC LUOTIADELEC
Ta&wvounon-Aeppatopvootitida

- Ttopouoia eWIKWY e€avOnUATWVY LE N XWPLS LUikA TtPpooBoAn

Malik et al, Front Neurol. 2016 May 20;7:64.



|OlomaBeic pAeypovwOELC LUOTIADELEC
Ta&vopnon-AMNAOETIKOAUTTTOMEVN HE AAAQL auTOAvVOooa
voonuata

- ouvOpopo avtlouvBeTaonc

- ouvunapén pAsypovwdouc puoottidbac pe ckAnpodepua,
OUOTNMATIKO EpuBnueTtwdn AUKo, cUvOpopo Sjogren



|OlomaBeic pAeypovwOELC LUOTIADELEC
Taflvopnon-Autoavoon VEKPWTLKN LUOomAabesLa

* 1/5 twv pAgypovwdwyv puonabelwyv
* Meta amo toyevn Aotpuwén

* Y& 0BeveiC pE KAPKIVO, CUCTNUATLKA ALUTOAVOOQ VOOUOTO, LETA TN
ANYn ototvwy

« MM CK (>50X UNL)



|0lomaBeic pAeypoOvVWOELC LUOTIAOELEC
Ta&wopnon- Muooitda €€ eykAelotwv

* H o kowvn Womabnc pAsypovwdne puomadeta HeTA TNV NALKio Twv 50 eTwv

«moAvpvooitida pn avtanokplBeioa otn Beparmeia»

MpooBoln Anw HUKwV ORAdWY (EKTEIVOVTEG AKPWVY TTOSWV, KAUTTTHPEG SAXTUAWY) -
0LlEOVLKOU OKEAETOU- HUTKWV OMAO WV TIPOCWTTOU

Atpodia tetpakepaiwv/ avriBpaxiwv

Avodayio>50 %

e I CK (<10X)



|OlomaBeic PAeYUOVWOELC LUOTIAOELEC
|lotomaBoAoyka svprpota

Aeppoatopuvoocitida MNoAvpvooitida Mvuooitida €€’ eykAeiotwv



|OlomaBelc pAeypovwoOELC pUOTTAOELEC
Etepoyévela KAWVIKWV PatvotumwVv/mpoyvwonc

OAeypovwdnc
AgpuaTika apBpitda
gEavOnuata
E€eAKWOELC
[/AcBeoTwoELG Adpeon
Mutkn TIVEULOVOTTABE LD
aduvapia

T——

MpocPoAn

ES \KapKLvoq
Kapdiakn

TPocBoAn



|OlomaBelc pAeYyHOVWOELC LUOTIAOELEC
KAWLKNA €TEPOYEVELA- AUTOQVTIOWLLOTOL

- 80% aoBevwv pe dAeyLOVWOELS LUOTIAOELEC

- QLVTLYOVLKOC OTOXOG: EVOOKUTTAPLO QUTOAVTLYOVQ.
- AYVWOTOC aLTLOTIOOYEVETIKOC POAOC

- 2 TUToL



|OlomaBeic PAeYUOVWOELC LUOTIAOELEC
KAWLKN €TEpOYEVELO- TUTTOL QUTOAVTIOWUATWY

AUTOOQVTIOWUOTO OXETL{OMEVA LLE LUOOLTLOO (Myositis associated autoantibodies, MAAs)
- o€ aAAnAosTiKaAuTITOpEVA GUVO PO puoaiTLdaC

- 0€ WLKTA VOO0 oUVOETIKOU LoToU (pe N xwplc mpooBoAn puwv)

AUTOO(VTLG(DHOLTOL ELOLKA yLa HUOO'LTLGOL (Myositis specific autoantibodies, MSAs)
- ATTOKAELOTIKA O€ puooitidec
- TIOAU €ldKa

- aAAnAoarmokAeiovtal



|0lomaBeic PAeyHOVWOELC LUOTIAOELEC

Auvtoavtiowpata-MegBodol aviyveuonc




AuvTtoavtiowpota oxetlopeva e puooitida (Myositis associated
autoantibodies, MAAS)

Avutoavticwpo AVTLYOVLKOG OTOXOG KAwkéC ouoxeTioelg
/\ertoupyia

anti-PM/Scl MuPNVLIOKLKO CUUTTAOKO ouvdpopo puoaoitidac/okAnpodEpuatog
11-16 mpwteivwy, (20 kd -  (apBpalyieg, Raynaud’s, puooitig, Stapeon
110 TVEUlOVOTtaOELal)
kd)/E€wpLBovoukAedon

anti-U1-snRNP Mikpd HUOOLTIG/ZEA
pLBOVOUKAEOTIPWTEIVLKA
oUUTTAOKQ

Anti-Ku EAwkaon DNA ouvdpopo puoaoitidacg/okAnpodEpuatog

Anti-Ro52 E3 ligase- ouxvn ocuvunapén pe Jo-1-Baputepn
ouBKLTViwon KAWVLKI) ELKOVOL
MPWTIEIVWV

Auto Immun Highlights. 2014; 5: 69-75.



Avtoavtiowpota elOka yla puooitida (Myositis specific autoantibodies, MSAs)

Autoavticwpo

AVTLYOVLKOG OTOXO0G

Aewtoupyia

Avtiowporta Katd opitvoakuA t-RNA Jo-1, PL-7, PL-12, EJ, OJ, KS ‘Evlupa rtou cuvdéouv to t-RNA pe to

ouvOeTaowv QVTLoTOLO apLvogL

Avti-Mi2 Yriopovada NuRD (nucleosome Metaypadn

remodeling and deacetylation)
Avti-TIF1-y Transcriptional intermediary factor 1y Metaypadikog mapdayovtag
(MetaypadLkog evoLapeESOG (Kuttapikn avamtuén kat Stadopomnoinon)
napayovtag 1y)

Avti-NXP2 Nuclear Matrix protein 2 MNpwTtelvn TOou MUPNVA- EUMAEKETAL OTN
pLOULON TNG P-53 EMAYOUEVNG KUTTAPLKNAC
ynpovong o€ amavinon o€ oykoyova cnpata

Avti-MDA5 Melanoma differentiation associated  KuttapomAaopatikoc utoSoxEac avixveuong

protein 5 RNA

Avti-SAE Small ubiquitin-like modifier activating  OuBikitviwon mpwteivwy

enzyme

Avti-SRP Signal recognition particle Metakivnon npwTteivwyv oto eVvOOTAACUATLKO
diktuo

Avti-HMGCR 3-hydroxy-3 methylglutaryl CoA YUvBeon YoAnotePOANG

reductase

Avti-cN1A cytosolic 5'-nucleotidase 1A AnodwopopuAiwon Twv VOUuKAEOOLSLWV-

PUBULON emuméSwv voukAgoTLSLwy




Anti-SRP

_Anti-PMIScl |

| AcA |

Scleromyositis g 70

‘2o KS — ~ RNA

(e ) T polll

PL7 Antisynthetase
syndrome j

Anti-MDA5

" PL12

- Anti-Jo1

Joint Bone Spine 85 (2018) 23-33



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV- POAOC TwV
ELOLKWV AVTLOWUATWY

ApBpwaoEeLC [MVEULOVEC

KakonBela




|OLomaBelc pAEYLLOVWOELC LUOTIAOELEC
Etepoyevela KAVIKWV eKONAWCEWV- POAOC TWV

TUTOC MUIKNC
npooBoAnc
% J




|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
TUmocg HUTKNC TIPOOPOANC

e EAdLOTN HUIKA TtpooBoAn (apuomadntiki Avti- MDAS, Avti-SAE
nopdn)

, , Avti- SRP, Avti-HMGCR
* NekpwTIKn puornabela

* [MpooBoAn anw HUTKWV OpAd WV AVTi-cN1A



|OlomaBeic PAEYUOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWV EKONAWTEWV- POAOC TWV
POAOC TwV ELOLKWV AVTLOWHATWV

ApBpwoEeLC




|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
ApBpikn MpooBoAn

* AVTIOWMOTO KATA cUVOETAONG
— 90%

* Avti- MDAS avtiowpata -

* Avtiowpata oxeti{opeva pe puooitida (PM/Scl, Ro52, Ku, UlsnRNP)



|OlomaBeic pAeypovwdelc puomnabetec
Etepoyevela KALVIKWV EKONAWOEWV- AEPUATLKEC
eKONAWOELC




Avtoavtiowpota eoka yia puooitida (Myositis specific autoantibodies,
MSAS)-ELOIKEC SEPUATIKEC EKONAWOELC

Auto- ) Univariate analysis Multivariate analysis
i Pertinent parameters
antibody OR  CI9%% Pvalue OR  CI9%% P value

Gottron’s sign and/or papule

MDAS 2.96 0.79-11.05 0.1061

h
—
o
o0
h
]
U
]
¥

0.0754

(elbows)
Palmar erythema 8.93 2.78-28.57  0.0002 9.9 2.97-33.33  0.0002
Mechanic’s hands 5.26 1.67-16.67 0.0045 8 2.23-28.57 0.0014
Cutaneous ulceration and/or necrosis 3.36 1.08-10.42 0.036 3.25 1.04-10.2 0.0433
Raynaud's phenomenon 3.41 0.91-12.82 0.069 3.98 0.99-16.13 0.0515
Arthralgia and/or arthritis 11.4 3.49-37.32 <0.0001 152 4-57.66 <0.0001
CPK elevation 0.35 0.11-1.1 0.073 0.28 0.08-0.99 0.0497
Interstitial lung disease 27.49 7.16-105.52 <0.0001 2535 4.41-1457 0.0003
TIF-1y Poikiloderma 3.16 0.74-13.7 0.1216 5.88 1.13-30.3 0.036
NXP-2 Gottron’s sign and/or papule (hands) 0.13 0.03-0.61 0.0091 0.13 0.03-0.6 0.0087
Periungual erythema 0.21 0.05-0.92 0.0383 0.23 0.05-1 0.0507
Calcinosis 6.67 1.01-44.1 0.0491 9.767 1.22-78.44  0.032
ARS Eyelid erythema and/or edema 0.18 0.03-0.97 0.0462 0.13 0.02-0.74 0.022
Raynaud's phenomenon 4.54 0.75-27.78  0.1007 6.53 0.99-43.48 0.0505
Arthralgia and/or arthritis 7.48 1.29-43.41 0.0269 15.25 2.4-96.92 0.0039
iiigzot Flagellate erythema 043  0.2-0.9 0.0269 033  0.15-0.76  0.0085

ARS: aminoacyl-transfer RNA synthetase: CI: confidence interval: CPK: creatine phosphokinase; MDAS: melanoma differentiation-
associated protein 5: NXP-2: nuclear matrix protein-2: OR: odds ratio; TIF-1y: transcriptional intermediary factor-1y



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
Aeppatikn) mpooBoAn

AVT(-tRNA
OUVOETAOEC




|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
Aeppatikn) mpooBoAn

Avti-TIF1-y




Autoavtiowpata edwKa yla puoaoitda (Myositis specific autoantibodies,
MSAS)-ELOIKEC OEPUATIKEC EKONAWOELC

Avti-MDAS5




|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
Aeppatikn) mpooBoAn

Rheumatology 2017;56:1661, doi:10.1093/rheumatology/kex210



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV- POAOC TwV
AVTLOWHATWV




|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
[Tvevpovikn npooBoAn

e AvTtiowpata Katd cuvBetaonc ( avénuevn cuxvotnta o avti-PL7 n PL12)

Autoimmun Rev 2012;12:210-7.

* Avti- MDAS avtliowpuata
Clin Rheumatol 2016,;35:489-93.

e Avtiowpota oxetlopeva pe puooitda (PM/Scl, Ro52, Ku, U1snRNP)



[MpoyvwoTtikn aéla ELOKWYV AUTOOVTIOWHATWY OTN
oxeTWlOpevn pe puootitda dLapeon nmvevpovonabeLla

Survival Functions

Group

109 _H.'_Hl-i-I-I—H-I—IH-IH HH— t
100% RS
MSN
0.5
80%
0.6

60% ¥ Deteriorated Té
20% ® Stable @ A
20% ® Improved °
0%
MDAS ARS MSN

Time_months

Am J Med Sci 2018;355(1):48-53



Auvénuevn erBiwon oe avti-MDA 5 + aoBeveic tov untofARBnoav
EyKaLpa o€ cUVOUAOUEVN OIVOOOKATAOTAATLK Bepareia

- T TR,

08 - ! 75.0%
)
06 - L
. I
2 -
I 28.6%
0.2 1
Log rank test: p=0.038
0 5 10 15 20 25

, ; : . . : months
—— Patients who received intensive regimen of combined

immunosuppressive therapy in early phase (n=14)

— — Patients who received conventional step up therapy
(Historical control, n=14)

Lupus 2016;25:925-33.



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV- POAOC TwV
AVTLOWHATWV

ApBpwoelc [TveULOVEC

TUTOC HUTKNC
npooBoAnc

KokonBeLa




DAeypovwoelc Muomabelec kot Kapkivog

e Asppatopvooitidba (AM)

* [VwOoTn n ouoxEtion pe kakonBeLla oo 1976
e 5-7x emnintwon kakonBelac oe aoBeveic e AM

* MikpOTEPOC KIvOuVOoC UTTOKELMEVNC KakonBeLac og moAvpvoaoitida (MM) kal
nvooitda amno eykAelota cwpatio (ME2)

e 116 kakonBelec oe 537 aoBeveic pe pAeypovwdn puoaoitda (dtayvwon pe
Boyia)
* SIR6,2 AM
* SIR 2,0 "M
* SIR 2,4 ME2

e | mBavotntag pe mapodo xpovou (SIR, 4.4 1° €tog, 3.4 petaly 1° kal 3°V €toug, 2.2
HetaéL 3°V kat 5°V €touc kat 1.6 peta ta 5 €1n)



DAeypovwoelc Muomabetec kat Kapkivoc

High-risk features for cancer-associated myositis

Old age

Dermatomyositis

Absence of Interstitial lung disease

Severe cutaneous necrotizing inflammation seen on biopsy
Poor response to myositis treatment




2XETLKOC KivOuvoc avartuénc Kapkivou 3 €Ttn PETA TNV
evapén tnc pAsypovwdouc puooitidac avaloya e TtV
A POUCLA ELOKWYV AUTOOVTILOWHATWV

Autoantibodies Total® Obserned® Expected® SR (95% Cl)

Anti-Mi-2 24 0 053 0 (0, 7.03)
CANGHMGGR 21 1 03 30030168)
Anti-SRP 30 0 032 0(0,1147)
Anti-MDAS 9 0 125 0 (0,297
Anti-Jo-1 63 3 101 298 (060, 8.74)
Anti-PL-7 33 0 0.71 0 (0, 5.24)
AntiPL-12 17 2 034 592 (059, 21.31)
Anti£) 22 0 040 0 (0, 9.36)
Anti-O) 1 0 006 0 (0, 58.78)
MSAs-~ 170 1 276 399 (196, 7.14)

Yang et al. Arthritis Research & Therapy (2017)19:259



|OLomaBeic PAeyHOVWOELC LUOTIAOELEC
Etepoyevela KAWVIKWY EKONAWOEWV
JUOXETLON HE KoKonOBeLa

Muooitida: Tipunpa avantuéng
aVOOOAOYLKNC Amavinong Kot
TOU KakonBouc oykou?

Aussy et al.




DAeypovwoelc Muomnabelec kat Kapkivog

PP ATH K I NFLAAMBMATORY MY OPATHY

- S

<18 YEARS OLD = 18 YEAKS OLD
/ ' \
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CONSIDER
AN NUAL
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SCREENING EVALUATION
FOR 3-5

YEARS



Oeparnela

* Koptikootepoeldr/ AvoookataotaAtikd/IVIG

* Rituximab (avOekTikéC popdEc/ LKA AVTOAVTLIOWUATO)



Myositis autoantibody profiles and their clinical associations in
Greek patients with inflammatory myopathies

* 95 aoBeveic pe domabn dAsypovwdn puomnabela (2017 EULAR/ACR classification criteria)

* EMUutoAQOHOC
44% e16Ka ylo puooitda (ocuyxvotepo to anti-Jol)

23% oxetwlopeva pe puooitda (ouxvotepo to anti-Ro52)

* KAwLkEC ouoxeTioeLg
Yxetlopeva pe puooitida: Raynaud/odnuatwdn xepla

Yuvurtapén N eBLka yla puooitida: deppatika e€avBnuata
Avti-Jol: Sldpeon nveupovomnaBeLa

Zampeli et al, Clinical Rheumatology (2019) 38:125-132



Avti-tRNA
oUVOETAOEC

MupeTog
Raynaud
MoAvapBpitdba
X€pLa pnyovikou

Awdpeon
TIVEU LLOVOTTA0EL

AvTti-SRP
Avti-HMGCR

Otela coPapn
HUikn
TtPOCBoAN
(avBekTLKA OTN
Bepareia)

Avti-SAE
Avti-MDA5S

Agppuatikn pooBoAn

Taxewg e€eAlOOOUEVN
nivevupovomnaBeta (MDAS-5)

Avodayia (SAE)
EAdylotn puikn mpooBoAn

KAaoowky Seppatikn
npooBoAn

(KaAn Beparmeutikni
avtamnokpLon)

Avti-TIF1-y
Avti-NXP2

AgpUATLKN) VOOOC
AcBeocTwOoELG
Muikég ouykappeLg

(avBekTIKN OTN
Bepaneia)




Euyoplotw yLa TNV mpoooxn oac



