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Myositis specific autoantibodies

anad WasAIan:

lsansdaitiadniaulunga idiopathic inflammatory myopathies fianwmzdAnydad

v 4%’ 1 v ' A s oz {Au‘z v 4? A 1 [ Y

niuladiududauusiuuuauiey Sibuduinannaandaiengs MuiunIaa i
nanaiiaLiluuyumyopathic changes WaENIATIIQWNTINIWIBINAULHAWLNNTANLEY

mytautlszinnaslialungufiaansnudeldasansed 1 lasiilsa polymyositis

(PM) 130 dermatomyositis (DM) wazl3@ inclusion body myositis Huduuuy’

{ I . . 1
@19199 1. Classification of inflammatory diseases of muscle

Idiopathic inflammatory myopathies
Polymyositis

Dermatomyositis

Juvenile (childhood) dermatomyositis
Myositis associated with collagen vascular disease
Myositis associated with malignancy
Inclusion body myositis

Other forms of inflammatory myopathy
Localized or focal myositis

Giant cell myositis

Myositis associated with eosinophilia
Myositis ossificans

TﬁﬁﬂwsﬁuwunﬁjmadaaI@Tuauﬁua?TsTﬁLﬁyaﬁadﬁuliﬂﬂﬁwmLf:aé'ﬂl,auﬁl,’%yﬂ’h
Myositis specific autoantibodies (MSAs) 11031 15 U #ilénsuin MSAs udazwfiaa
Lﬁmiaaﬁumjummimaﬂaﬁnﬁaﬁnww: SNBMEaIMIGULIN  MIREUEHaIAaNITININT
LANGNIN wazmsunuoe laueudvaadiwaiigsliidrlannsifieveslsandaile
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AanwMEN19AaRNUaY Idiopathic Inflammatory myopathies (IIMs)’°
gifﬂaslshumm):f%wé'fwmnwnﬁmLf:aﬁw,wuua:méammﬁga 2 duvueauie
davlulaglidasfonmIthadunmuunenistszanm 3-6 Wanteuwuwuuwng  annnsi
Aaniaduanwucvaslsa DM “?'1';‘3:1]';Um'ﬂﬁmmsmaﬁmﬁfnmﬁau AedunTauiundoia
aundIeMINIndaLitan e g}”ﬂqmma‘mUI@mmwwﬂmﬁﬂLLazﬂu%gumaﬁLﬂu DM 81332
flormsidounsu faimsthenduilausznduiiasauusluszazandudonst Hheun
sefudornsthendailoduuunduunanades Welsa DM uaz PM Aaduanuifiganuiy
Ladlafafioiudng snsaromsesdugiunanveslsaniges wwiafasiuiulsanis
udenazlanms Raynaud, puffy fingers, sclerodactyly 1Judw  Inclusion body myositis (IBM)
wudegluauangainnd 50 T usewulugmomnnindudsludondin 21 ansGuduly
Fauuaziisudng dnaslienmawu 5-6 Thewldsumsifieds emsseuussainduiiie
onlimuanas Wwldradmdunazdmae Tmawensailsedlid  susnwaenenaan

2aIMSA associated SyndromeasnanIuena an'ly

'3 aa [
LA NNIIININE
Aa o A9 o 7,8 {
A issnlduniey 30 JAainmrives Bohan s Peter . (A1319N 2)
Tagtudnaianal¥inan1InTIa Myositis specific autoantibodies Waz MRI NEEUAYS

aa_ o 9 o {
NN HaRyad Bohan and Peter  @9en13197 3

13197 2. Bohan and Peter criteria for diagnosis of polymyositis and dermatomyositis

Individual criteria

1. Symmetric proximal muscle weakness
2. Muscle biopsy evidence of myositis
3. Increase in serum skeletal muscle enzymes
4. Characteristic electromyographic pattern
5. Typical rash of dermatomyositis
Diagnostic criteria
Polymyositis :
Definite : all of 1-4
Probable : any 3 of 1-4
Possible : any 2 of 1-4
Dermatomyositis :
Definite : 5 plus any 3 of 1-4
Probable : 5 plus any 2 of 1-4

Possible : 5 plus any 1 of 1-4




A19199 3. Proposed revised criteria for the diagnosis of idiopathic inflammatory myositis

Symmetric proximal muscle weakness

2. Increase in the serum concentrations of enzymes including not only CK concentration,
but also aldolase, AST, ALT and lactate dehydrogenase concentrations

3. Abnormal electromyogram with myopathic motor unit potentials, fibrillations, positive
sharp waves and increased insertional irritability

4. Muscle biopsy features of inflammatory infiltration and either degeneration/regeneration
or perfascicular atrophy

5. Any of one of the myositis-specific autoantibodies (an antisynthetase, anti-Mi-2, or anti-
SRP)

6. Typical skin rash of DM that includes Gottron’s sign, Gottron’s papules, or heliotrope

rash
Diagnoses
Possible IIM = any two criteria
Probable 1IM = any three criteria
Definite IIM = any four criteria

Patients with IIM who satisfy criterion 6 may be subclassified as having DM. Those who
satisfy the proposed criteria for inclusion body myositis may be subclassified as having
inclusion body myositis.

Results of magnetic resonance imaging that are consistent with muscle inflammation may be
substituted for either criterion 1 or criterion 2.

The application of these criteria assumes that known infectious, toxic, metabolic, dystrophic
or endocrine myopathies have been excluded by appropriate evaluations.

ALT, alanine aminotransferase; AST, aspartate aminotransferase; CK, creatine kinase; DM,
dermatomyositis; Ilm, idiopathic inflammatory myopathy; PM, polymyositis

Myositis-specific (MSAs) and myositis-associated (MAAs) autoantibodies
MsAs Wilnaalduanivendaauandsulusalananad wu"[é’[u;gﬂmﬂﬁﬁmﬁaé'ﬂmu
LﬂmmmlaaMSAsﬁaLLauE?\Laﬁ'w?'iagjmmlumaﬁﬁLﬁm‘*iTmﬁ'umié'amm:ﬂﬂiﬁu lasany
2819B9n32UIWM3 translation  salduendvadsifsadamismuieiulsadiaiafioaiu
aug ﬁmﬁ)wuvlﬁflu;jﬂ’mnﬁwmf:aé'ﬂLammz'é'fmﬂu myositis-associated autoantibodies (MAAs)
LLiTE}”ﬂ’sslmaswa:ﬁaaIﬁLLauﬁua??ﬂmnn’h%ﬁo%ﬁ@iu%%’uLL@ivl,xiﬂ'aswudﬂﬁ MSAs 2-3 8814
lugthoawdsnu IamawuLLaua‘uaﬁyﬁmmﬁa:a@aﬂugﬂasJ IBM uaz myositis fitzoulss
Aulsanziss  uaufauwad MSAs mummzag’lwﬁ’ﬂmwma%mwswm:fumsmw ANA
Wuavlaildudainezlaid MsAs Lquﬂ“ﬁﬁ 1 wgasliifumsuialsanduitasniay (IIMs)

o o a & 10
mmﬂwm:maaaaimau@uam
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u,emg&lﬁ 1. The main patterns of myositis defined based on autoantibody test results

Antisynthetase syndrome

(10-30%)

overla Anti-SRP (5-10%)

s}-ndmnqs: Anti-ARNt syndrome

(7-15%) synthetases
Anti-SRP
Anti-Mi2

Polymyositis Anti-Mas
(5-10%) Anti-MJ Dermatomyositis

Anti-Se (20-25%)

Anti-155 kDa

Inclusion body
myositis (15-30%)
Myositis associated
with malignancy (7-10%%)

= Some patients with polymyositis or dermatomyositis have no detectable autoantibodies, even
when sophisticated techniques are used.
** Myositis-associated autoantibodies (anti-Ro 52 kDa, anti-La, anti-U1-RNP...) may be found

in addition to one myositis-specific autoantibody.
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aafindnudrinealduaufvaadnwnudiulngjysinnmanuldsdunia  ribonucleopro-
tein complexes ANLITBINUNTZUINANT protein synthesis, translocation, oh) elongation
susalduauduaftda DNA-repair factors azwuldwasndy  sanInutisnguaalduaud

Fed s v 10 &

voddildn 2 ngu - A

1. Myositis-specific autoantibodies (MSAs) : aytuiimidunuaalduanivad
wanfdszanm 12 il dwulngfiidmanoag cytoplasmic antigens. léuniAnti-Jo-1 (PL-1),
Anti-PL-7, Anti-PL-12, Anti-EJ, Anti-JS, Anti-KS, Anti-OJ, Anti-SRP, Anti-Mi-2 Wuan

2. Myositis-associated antibodies (MAAs) : MAAsEh%l%fy:&j\‘lLﬁ’leﬂﬁLLauaLﬁTuﬁ
atjut nucleoplasm #3a nucleolus Imﬁ'ﬂﬂ@ﬂma:ﬁ MSAs 1 THha WAU19I188138 MAAS

' v A G ' 1
IUMNYRAWINIBUINNI (LTW anti-Ro 52 kDa ez anti-U1-RNP)

ankwzuad Myositis-specific autoantibodies associated Syndrome

1. Antisynthetase syndrome

& ' =) v P a e oy A . o

Lﬂ%ﬂ@‘&la’m’liﬂwuvl@maﬂ‘ﬂq@] LLaumuaﬂﬁgaLﬂwvlﬂﬂ aminoacyl-tRNA-synthetase 4
& ' & o & ' A 4 & 112 & o ¢ A
Lﬂuﬂ@‘mau"ﬁﬂ&lmﬂﬂ’n 20 sfadwunslu prokaryotes LL8Y eukaryotes LOBTLULRATUDE
Tu cytoplasm LRZLEINWALNTZLIRNS peptide aminoacylation Tu cytoplasm YILTARRAE
via  dsznudouaz 60-80 vaurily antisynthetase syndrome Huauduaddsa histidyl-



{RNA-synthetase W38 Jo-1%38 PL1 %8 Jo-1 ﬁﬁmmn%amaa@ﬂ’m PM 18 318usniiwuin
Lﬂumjummiﬁ wewdvaadfinaesona: 20-40 Wuneuduaddse PL-7 (Fawaz 10-15) PL-
12 (39waz 5-10); EJ, OJ, KS (Saaaz 5-15)

NIINL antisynthetase antibodies TrufamTInaslia paraneoplastic syndrome
aanlule Lmﬂulﬁﬂ’m myositis associated with connective tissue disease ®373WU
Antisynthetase antibodies 3888z 5 waulainlue SLE #38 RA &N1I30WL  anti-
tryptophanyl- and antiseryl-tRNA-synthetase antibodies vLﬁT@]EI‘ﬁ'VL%J'ﬁ muscle involvement
Tunsasenudnuliinafnsuinwy autoantibodies mmfﬁugﬂw genetically determined
myopathies13

lunmsadfingihosinazd interstitial lung disease (ILD) Ha3ld thada Uning
msolsdlug wasdAmiismasusnmduinhdauasininenuruuandi3enin‘mechanic's
hand” $aufiumssnisuaasndanile  laswudl ILD ﬂauﬁq@mnn’jﬁam: 70" wueams
severe constitution 'letiasitu 19 (Sawaz 80) dauwinde iwinae ;jﬂmﬁmmsﬂﬁwmfta
snaufidn lanuinmim S fiasuuas Bohan uay Peter uandauitadniguataifiadumenas
LLa:ﬁ'ﬂVLajﬁias@mmm%avl,aiﬁmmﬂ@maww:@ﬂwﬁﬁ anti-PL12 w30 anti-0J uandvead lu
msﬁnma:mmwm;&”ﬂw antisynthetase syndromednuin 12 ﬁmﬁm‘fne] f':wmhﬁ 29y

nlufindaedniauiasannisananiiesdjidnsuaznsaramsnih - uazludihe

'
a

AN ILD waz anti-PL12 wauduafd wWuIndnauiitedniyulNyITauas 13 WUNS

@ g
=2 PN

v X Aa . a & A =2 15
midnsfadonulugthenf anti-do-1 weudueddlunilanisdnmn
¥ e L . ¥

mawenysilsnduediuidl ILD Sindioniald nIwy antisynthetase uauduadtl
A ' A M v A o A Aa =2 2 A& o, \ Aa
Wsatade lildiiudanmadedia  nnsfneued Love wazame” agihonguidl
anti-Jo-1 & ILD Yauaz 89 launguilail anti-Jo-1 wy ILD iiinefasaz 9 Aamwgihell 7
Ywudngund ILD ddanmsmeiosas 21 52aUV4 anti-Jot LAUALBAY I RUNUTAUAINN
Juusvaslin wdanafsiuiutnafiidulie laswuiulisliassuunanoazasialing
anti-Jo1 LanALAAY

agn . . . . 16-18
2. Myositis with anti-SRP antibodies

Wiendl anti-SRP (signal recognition particle) antibodies ﬁ'ﬂa:miﬂﬁ'ﬂ%ﬁj‘mﬁd

© 2

6

LLauauaﬁmg"dLﬁﬁvlﬂﬁ cytoplasmic ribonucleoprotein @9ulsznavlUdie peptides 6 @afid
wihfiin polypeptide chains Lﬁﬂgi( endoplasmic reticulum

Anti-SRPusudivadg  wuldlivenfisstensy 5 maagﬂmiiﬂﬂﬁmﬁaﬁmﬁu
(predominantly polymyositis.) Q”ﬂamfl’nﬁﬂﬁwLﬁamuﬁué'mauﬁwm@ rhabdomyolysis &8
lifionnauawasfomMISNENGIY  corticosteroids  SNHMENNIWENSENTWDBINI WL HaT A
LANEI43IN polymyositis ﬂa;uﬁ'uﬁaﬁ multiple foci of ischemiac W@ LWL inflammatory cells
infiltrate 8198 ILD 'lefusazlsifionmiuansmtouazfianiidouandisain Antisynthetase

syndrome 813L71@ myocarditis “?'1L‘%;Jéfummmammwﬁ'smgma Mldannmsanglu 5 1



lumsfinwgausngaisionas 75 ﬂ’]iﬁﬂ‘]&’lluﬂ’]ﬂ%ﬁdWﬂiﬂﬂﬁﬂmﬁﬂ5ﬂL§IUVL$JVLﬁ§%LLiGN1ﬂG]
athafanda lapsarnmimelu 5 divihnufosss 14 Anti-SRP LLauauaéﬁﬁ&jGLﬁﬂﬁ 7 SL
RNA LﬁmazmL?lmmﬁn_iwandﬂﬁﬂﬁmwguuwﬁaﬂniﬂmmwwﬂugﬂamnr’ﬂﬂu

3. Myositis with anti-Mi-2'>"°

Anti-Mi-2 Lmuauaéﬁquﬂﬂﬂﬁ nuclear macromolecular complex &9rnIN
\ienT09nUILINMT transcription,  anti-Mi-2 nouduadgwyldtonns 515 mau;\i}'ﬂ’mim
néudtesniay Uselaminandefianuituwzanniulse dermatomyositis @3tiusosas 97
2a3auRd anti-Mi-2 wandvedadiluuin  esthedlu childhood- %38 adult-onset dermato-
myositis 273N Interstitial lung disease vl,ﬁimlﬁwmmmp[iﬂﬁ]zaﬂ’h antisynthetase
syndrome

4. Myositis with other autoantibodies to cytoplasmic antigens (KJ, Fer, and Wa)
and to Mas~

Anti-KJ, Fer, uaz Wa LLauauagﬁajoLﬂﬂvLﬂﬁ cytoplasmic antigens, KJ peptide i
translocation factor mm:ﬁ Fer peptide (eEF1) Lﬁﬂ?ﬁadﬁu elongation LLauauaéﬁLﬂmﬁwﬂﬁ
fapannuazamldiamsiesl fianmunssmuriniu AnwaznanafnAduiuws
TALAWUAANIENU antisynthetase syndrome

5. Myositis associated with anti-PM-Scl antibodies (PM-1)""°

Anti-PM-Scl LLauauaﬁﬁsg:dLﬁﬂﬂﬁ nucleolar macromolecular complex “é\‘l
Usznaudie peptides 11-16 dafifiuwa 110-20 kDa ludwandidl 2 ffifianuddnfe 100
Waz 75 kDa lasiamiz 100-kDa peptide Taiflwihnansddaas Anti-PM-Scl woudvads
esnpadduseilli complex #ilaNund8aReiy exoribonucleases LausaasLUATFE
WU Anti-PM-Scl LLauauaéﬂuQﬂamnﬁmLﬁaéj"mauvléﬁama: 5-25 I@ﬂlun@:wjﬂwnﬁﬁmﬁa
SnEuAil Ant-PM-Scl woufiuadfiiwiutoua: 43-88 azddnmaEnindfinuuueuAg)
3213719 Polymyositis %30 dermatomyositis AU scleroderma

6. Myositis associated with anti-Ku” -

Ku wanditduiu heterodimer @sUsznaudls 70-kDa uaz 80-kDa peptide fiaufiL
350-kDa ADN-dependent protein kinase wihfiasiugslidaauudiioitasiu DNA-repair
Anti-Ku uaudveadwylddosas 3-19 maaﬁﬂ’mnﬁ’mnﬁaé’m@u Tasdwlnaiduuuy Derma-
tomyositis/scleroderma overlap syndrome I@UL%W’]:I‘LLI}J?J’JU‘ETAI?Q% a8 lsfeany
Antibodies Ku weudvadswuldluniziu isuannnisnunilsfififianfi Antibodies Ku
LLauauaﬁvﬁ 14 Ty wnode myositis/scleroderma overlap syndrome godedn
lupus/myositis overlap syndrome (lagTuwnilaafifiansae scleroderma 32u6g)  §0978
Sip% Sjégren syndrome \Tu scleroderma %ﬁdi’m WRe psoriatic arthritis %ﬁd‘i’m uazilana

senilu undifferentiated connective tissue disease. Anti-Ku RG] ﬁ'dwuvl,@ﬂu;jﬂw



pulmonary hypertension L8z hyperthyroidism J9lUWUTN8NwI anti-Ku LLauauaﬁﬁﬁ
ANMNRUANUTA paraneoplastic syndrome.
7. Myositis associated with anti-56 kDae’O'31

Anti-56 kDa LLauauagﬁajdLﬂﬂvlﬂﬁ nuclear ribonucleoprotein complex. WU ld3aeas
60-86 "IJE]\‘IE‘Tﬂ’JE}ﬂﬁ/ﬂmﬁa5ﬂLﬁmLLa:WUVLﬁIuYJﬂEﬂLLUUTBOﬂﬁWNLﬁﬁ]é’mﬁu%d‘i’mﬁd paraneo-
plastic syndrome (with 75% of positive patients) WL&731 Anti-56 kDa wendvaatasluday
suwzanniulsandaitasnauuasnuldlulsn connective tissue disease 3ug  uudas
21618 Multicenter studies taUszifindsslomfvasnsasianaudueddilasianiznssdng
disease activity

8. Myositis associated with anti-U1-RNP32’33

Sm-RNPs 13 ribonucleoproteins ﬁﬂs:nauﬁ’m 11 peptides lasfvura 11-70 kDa
uaz small RNAs (Sm-RNAs) 5 aui3undn U1, U2, U4, U5, uaz U6 Anti-U1-RNP Lawud
ua??ﬁajmﬁw‘lﬂﬁ 70-kDa peptide ﬁag’lu complex. W1 anti-U1-RNP weudvaag vzl
markers UaJ Sharp’s syndrome wafwu'leli connective tissue diseases 5%6] LT SLE,
Sjogren’s syndrome as scleroderma Anti-U1-RNP 2191w markers Va3 myositis 31N
miﬁﬂﬂ’lmﬂ‘my'wuLLauauaéﬁﬁ’Jﬁ%alaz 5-60 lugﬂm connective tissue disease LS
myositis  Lundberg Wz VL@Tmm’mQﬂw polymyositis 713 anti-U1-RNPuaufiuaa sz
%3841 Sharp's syndrome Lﬁal,"%’se] i Coppo LLa:ﬂm:"L@Tmimsé'ﬂwm:;jﬂw 5 918 (8%
lmy'Lﬂu;‘ifm@oL%ammLaW'%ﬁ’u) fidndanitadniay uazil anti-U1-RNP wandvads ue'luidn
NAINAREEIRIU connective tissue diseases Qﬂwﬁ interstitial lung disease, arthritis,
W&z neurological symptoms 393628 A8 WINIERTU Anti-U2, U4-UB, and U5-RNP La
auaéﬂugﬂaUﬂﬁwLf:aé'mamwid’mlmyﬁmzﬁ anti-U1-RNP uanfuafsiiadae

9. Anti-Ro and anti-La antibodies in patients with myositis%37

IMAMBNNTANBIWY anti-Ro WAz anti-La LLauﬁ‘uaéﬂu@ﬂwnﬁwmﬁaé’mauﬁuag
AUABNIATII I@uﬁquﬂ"nao anti-Ro waudiuaddasudianay 4 feiouas 58 WAZAWTN
289 anti-La uanfivaddaiudiosss 3 f93osay 6 anti-Ro wawdivads uwazsunilevas anti-
La wanfiuofdinesinnuduwusiy  antisynthetase-like syndrome  wazwusiasunfias
AMUFNNUSAL anti-SRP positive myositis 3MMMIAN®1VEI Brouwer WazAmAzWULE
ndwilesniaufill anti-Ro uendvaddsniuLaudusaddaa Mi-2, PM-Scl, wia Mas udazwy
ANuTNauniTasa: 10 ‘Lumamﬁ’mﬁmjﬂm SLE uaz Sjogren syndrome  anti-Ro
woudvadsfinululsanduitasniguinenusiia ant-52 kDa Ro uandivadd esiuan
MIANIVBY Brouwer UAZATWEWL anti-Ro52 LLauauaéﬁ Jauas 27 lugﬂw polymyositis
uaziouay 24 slu;ﬂ”ﬂ’m dermatomyositis LAgUNUATIANY anti-Ro60 woudvandifusfosas 3

fisfouaz 4 uazBnnsfinmndisludilie 108 s1efidu polymyositis w3a dermatomyositis



%asmﬁag}”ﬂ’m antisynthetase syndrome 79 i’l&lLLa:@ﬂ’m anti-SRP myositis 28 T8 b
subgroup ﬁL'flu antisynthetase syndrome @333WL anti-Ro 60 and anti-Ro 52 ld¥anas 1.4
Uaz30sa 31.4 UA1A LLawﬁuL?]mﬁ‘uﬁummqﬂﬁlwulu anti-SRP myositis WU ld3a8ay
10 uazIDHAT 13.8 AUA1AL ﬂ'@"[ximwmmq%'@muﬁwummqﬂﬁgwm anti-Ro52 lugile
Tsandaitasnian  §5lsinudn Ro 52 kDa weudidudeatislas TRIM 21 Sulidiuadionids
nuaalél LLauﬁLﬁTw?iag"luwﬁaﬁﬂﬁwmﬁavﬁuﬁwulu tRNA-synthetases

10. Rare autoantibodies specific of dermatomyositis

salduaudvaddinaitaranyldiamsias foanmsfiamrinin wazfidosdudung
minasaulddauning wudsnumsinsuninusseslduaniisuiisenadasingu oo
Tduandvantda 140-kDa peptide fi3nin MJ swyld3ouas 17.5 maagﬂwnﬁﬁmﬁaé’mw
Fofeuninueiiansmenianlsa dermatomyositis  uazoaldueudivaaiaa 155-kDa peptide
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M19199 4. Main autoantibodies associated with myositis

Autoantibody

Prevalence

Distinctive clinical features

1. To cytoplasmic antigens

- Anti-tRNA-synthetases
Anti-Jo-1 (PL-1)
Anti-PL-7
Anti-PL-12
Anti-EJ
Anti-JS
Anti-KS
Anti-OJ

- Anti-KJ

- Anti-Fer

- Anti-Wa

- Anti-SRP

- Anti-Mas

2. To nuclear antigens
- Anti-Mi-2 (Mi2a. and )

- Anti-PM-Scl

- Anti-Ku

- Anti-PMS (PMS1, PMS2,

MLH1, DNA, PKCS...)
- Anti-56 kDa

20% of PM/DM
<5% of PM/DM
<5% of PM/DM
<1% of PM/DM
<1% of PM/DM
<1% of PM/DM
<1% of PM/DM
<1% of PM/DM
<1% of PM/DM
<1% of PM/DM
<5% of PM

<1% of PM/DM

10-15% of PM/ DM

chiefly DM
5-10% of PM/DM

1-5% of PM/DM

<5% of PM/DM

85-90% of PM/DM

Antisynthetase syndrome

- Polyarthritis, sometimes with deformities,
Without destruction (50-60% of cases)

- Interstitial lung disease (50-90% of cases)
- Raynaud’s phenomenon (50-60% of cases)
- Skin involvement with “mechanic’s hands”
- Myositis, often mild

The picture may resemble antisynthetase
syndrome

Anti-SRP syndrome

- Severe muscle involvement

- Myocardial involvement

- Resistance to glucocorticoids

PM and DM

Chronic autoimmune hepatitis and alcohol-
related rhabdomyolysis

DM (>90% of cases), sometimes with
interstitial lung disease

Scleroderma, myositis, and scleroderma/PM
or DM overlap syndromes (Caucasian
population)

Scleroderma/PM or DM overlap syndromes
(Japanese population)

Lupus, scleroderma, Sjogren’s syndrome,
mixed connective tissue disease, thyroiditis,
pulmonary hypertension

PM and DM

DM and PM with childhood and adult onset
Other connective tissue diseases

UNUINVBY Myositis-specific autoantibodies TwaunansnitiiazaslsanaiaLita
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fiamIsnay salduaudidun 1w Jo-1 oadmadduudsslassaiefivhlwiodanisuen
droonlay apoptosis 1Usdn 17w granzyme B wavasnsiasuulataslduandiduves
néaite (1% tRNA-synthetases 15w Jo-1) s9naldmviminfivasdudodfiddonly nih
¥ cell stress uazsaiaiuliifin apoptosis M37% apoptosis 1nan vilwealduoudiiu
Pagadndutiiausndoenununndn  susiuvasaalduaniin (Jo-1 fragments) &INA
chemoattractant “?'i"fi'ﬂgdLﬂjaéﬁamMﬁ@lﬁﬁwmﬁu‘%nmﬂﬁ’]mﬁa \T% CD4 T cells, cytotoxic
CD8 T cells W8 immature dendritic cells ﬂavl,ﬂﬁﬁdﬁl”ffﬂﬁ’l chemoattractant Aa Jo-1
fragments AUNU CCR5 chemokine receptor UWRAUTAES lymphocytes LLae dendritic %ushu
maoaaiﬁuauaﬁi”ummf:ﬁagn antigen-presenting cells (dendritic cells) WLawasa (Laz
N3zd) cytotoxic CD8 T cells Uaz B cells fsuwe sanaliAamsasealduendvandee
{RNA-synthetases (LHHAH7 2)

a

Lmuguﬁ 2. Role for autoantibodies in the pathogenesis of myositis

Toxic agent

Virus Loss of l

| funcrion of muscle dendril
HLA — Anto-Ag ' i
class 1/11

A cuV

uv

Auto-Ag 1
do-1) Fragment @ ﬁu:_o;\bl
with chemo- (Antelo-t |
attractant
activity

. (ligand de
Granzyme B CCR5)

.

T-cell activation and
migration to muscle

T-cell infiltrat
in muscle

woudisuaamanduitenyldlwitafodng wu voa lasaws Jo-1 1529 iifl
M§ﬂ§1uiﬂaaIﬁLLauaL5u ADAM10 (metalloprotease) ﬁwulumaﬁ epithelium VDIRIDARND
gﬂﬂizwuﬁwuauyﬂﬂsﬂnﬁmLf:aé'mau WU Anti-ADAM10 LLauauaéﬂuQﬂqydermatomyo-
sitis 713 pulmonary fibrosis Anti-ADAMA0 wawudinaddazdugnsvinnsinfiaa s dudes
ADAM10 vhl#ifia fibrosisldinedu’
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B Cell & B Cell Depleting Therapy in SLE
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Rheumatology for Para-medical Personals
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