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i Hereditarias Antecedentes personales y familiares Adquiridas
u Distrofias musculares * ® © o @ @ Miopatias inflamatorias idiopaticas
Distrofinopatias (Duchennne y Becker) m @ ¢ Examen fisico Dermatomiositis
Distrofias de cinturas ma@ ® o Polimiositis

MCI*

Miopatias necrosante inmunomediada

B 4 ® Miositis focal y de causas infecciosas

® ® 4 Miopatias endocrinolégicas

® 4 © Miopatias en enfermedades sistematicas
@ 4 @ Miopatias toxicas medicamentosa
@ 4 @ Miopatias del enfermo critico

@ 4 ® Miofascitis macrofagica

Distroafia facioescapulochumeral B & ©
Distrofia oculofaringes o

Distrofias musculares congénitas mae ® o
Miopatias distales ma 0 @ ©

Miopatias miofibrilares mo e ® ¢
Miopatias metabolicas

Miopatias lipidicas B @ ¢ & @@
Glucogénesis musculares Ba @ o € 8
Mitocondriopatias m@ @

Sindromes mioténicos distroficos B s o @
Sindromes miotonicos no distroficos 5 o

RM muscular

Miotomia congénita (Thomsen, Becker)

Miotonias del canal del sodio
Paramiotonia congénita

Paralisis periodicas & ¢
Miopatias congénitas B84 ® & o

& Carnitina libre en sangre y orina % Curva de lactato y aminio
<) Acilcarnitina en sangre # Actividad de alfa-glucosidasa en sangre seca
£ Biopsia de piel (cultivo de fibroblastos) @ Anticuerpos especificos o asociados a miositis

3 Frotis de sangre periférica ® Estudio hormonal segin clinica




POLIMIOSITIS Y DERMATOMIOSITIS

Enfermedades de causa desconocida, de cardcter inmune, manifestadas por lesién inflamatoria
muscular asociada a necrosis de células musculares.

Polimiositis
En USA 3 casos por 100.000.

Polimiositis
* Enfermedad rara MiOpCﬂ'I’GS
* Afecta al 45-60% adultos y < 5% niiios. inﬂqmcﬂ'oriqs
Dermatomiositis
Dermatomiositis Miositis
* Adultos y niflos menores de 18 anos.
e

* La incidencia anual estimada JDM es 0.19-4.1 casos por millén de ninos

AMBAS mas frecuentes en mujeres.
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Tabke 2  Summanses the most notable genetic acquisitions on [IM

areasad 1M risk [27, 31-34]

Reduced M risk [30, 34]

HLA B 0801
-A%0101

DRBI*0301

DOAT*0501

DPBI*0101

DOAI*0301

DOBIH2

-DRBI*1502] (Japancse paticnts)

IL-1: polymorphism IL-10-889CC [31]
PTPN22 gene: variant RE2OW [35)

TNF-ox gene: vanant TNF308A [37]

DQAI*0201
DOAI*0101
DQAI*0I02 llaria Pagnini
DR4
DR7

Clinic Rev Allerg Immunol
DOI 10.1007 /s12016-
015-8512-9

Comelated features

Higher nisk for calcmosis

Associated with juvenile and adult idiopathic
inflammatory myopathy

Higher nisk for calcmosis and ulcerations

interleukin-1

[IM inflammatory idiopathic myositi, HLA human lenkocyte mitgen, PTPN22 protein tymsine phosphatase N22, INF tumour nocrosi factor, (£-1




Criterios Diagnosticos

TABLA 1.

Clasificacion de las enfermedades musculares

Tipo I
Tipo 11
Tipo III

inflamatorias idiopaticas

Polimiositis idiopatica primaria
Dermatomositis idiopatica prumaria
Polimiositis o dermatomiositis

asociada con neoplasias malignas

l1po | Y

Polimiositis o dermatomiositis
juvenil

lipo V

Fipo VI
Tipo VII

Polimiositis 0 dermatomiositis

asociada con enfermedades del tejido
conectivo (sindromes de sobreposicion)
Miositis de cuerpos de inclusion
Miscelaneas: miositis de cuerpos de
inclision, miositis eosinofilica y
miositis nodular localizada

Clasificacion de Bohany
Peter (1975)
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CRITERIOS DE

BOHAN Y PETER 1975

CRITERIO

1. Debilidad muscular proximal.

2. Enzimas sarcopldsmicas elevadas.

3. Cambios miopdticos en la electromiografia.

4. Biopsia muscular.

5. Pdpulas de Gotron o Heliotropo.

DEFINICION

Debilidad muscular en la cintura escapular o
pélvica.

Elevacién de las enzimas musculares en suero (CK-
Aldolasas - aspartate aminotransferase - alanine
aminotransferase - lactate dehydrogenase)

Potenciales de accién caracteristicos de miopatia.

Inflamacién crénica con degeneracion y reparacioén
de fibras musculares. 2,

Pdapulas planas en nudillos y rash hiperémico ( '
alrededor de dedos, pdrpados y cara. \_}
b, Nl )

@



Nuevos criterios 2016

Typical findings on muscle magnetic resonance imaging (MRI) and
ultrasonography.

Nailfold capillaroscopy abnormalities

Calcinosis

- Dysphonia
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Peter J. GOWDIE, International Journal of Rheumatic
Diseases 2013; 16: 561-567
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CAPILAROSCOPIA

Pachmann J of Pediatrics 2017
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= Debilidad
muscular

= Apoyo de
manos




ina O, et al. La resonancia magnéetica muscular y el tratamiento agresivo precoz
Actas Dermosifiliogr. 2017. http://dx.doi.org/10.1016/j.ad.2017.07.003
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Mandela Thyoka' doi:10.1093/rheumatology/key 144 2018
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Fig. 2 Forearm radiograph showing mixed

calcinosis in one of the JOM patients /

tumoural and planar
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[able 1 Clinical features of juvenile dermatomyositis at onset
nd accrued throughout course of illness

At presentationt

(%0)

Over disease
courseT (20)

ethargy

Neakness

Sottron’s papules

viyalgia/arthralgia

Sower’s sign

Vvialar rash

Teliotrope rash

- Nailfold changes
WNeight loss/anorexia

ontractures

oikiloderma

Dysphonia

outh ulcers

ritis

ever

Dysphagia

Dysphonia or dysphagia

skin ulceration

vmphadenopathy

astrointestinal involvement

ulmonary involvement

epatomegaly

alcinosis

45/45 (100)

54/57 (95)
51/56 (91)
46/51 (90)
40/45 (89)
30/38 (79)
36/49 (73)
26/38 (68)
25/41 (61)
17/29 (59)

8/15 (53)
14/31 (45)
11/29 (38)
15/43 (35)
16/45 (36)
11/44 (25)

3/13 (23)
8/35 (23)
6/38 (16)
a/34 (12)
5/41 (12)
0/13 (O

order of frequency of use.
47/47 (100)

N

Table 2 Results of investigations at diagnosis in descending

56/57 (98)
53/57 (93)

No. of patients with
abnormal result at

diagnosis (%)
43/49 (88) —
36/51 (71) Creatine kinase 37/57 (65)
38/55 (69) Aspartate aminotransferase 29/33 (88)
38/49 (78) Alanine aminotransferase 19/33 (58)
30/48 (65) Lactate dehydrogenase 23/25(92)
28/45 (62) Aldolase 10/10 (100)
11/26 (42) Erythrocyte sedimentation rate 46/55 (84)
Electromyogram 4/4 (100)
20/38 (53) Magnetic resonance imaging 28/29 (97)
18/49 (37) Muscle biopsy 24/29 (83)
Antinudear antibodies 33/52(63)
21/49 (43) Rheumatoid factor , 1/18 (6)
a/17 (24) - Extractable nuclear antigen 1/29 (3)
‘ Double-stranded DNA 0/15 (0)

10/39 (26)

8/40 (20)
6/36 (17)
6/46 (13)
8/45 (18




Clinica 115 pacientes Canadd

Sign or symptom JDM patients at presentation,?s JDM patients at any time,%a

Constitutional features

*Fewver 16 Mot applicable
*Adenopathy 8 20

*Anorexia 18 Not applicable
Cutancous features

Gottron’s rash 91 Not applicable
*Heliotrope rash 83 Not applicable
*Malar/facial rash 42 Mot applicable
*Nailfold capillary changes 80 91

+Calcinosis 3 30
Lipodystrophy (4] 14

B Musculoskeletal features

‘ *Myalgia‘arthralgia 25 Not applicable
«Arthritis 6 58
*Dysphonia or dysphagia 24 41
astrointestinal involvement 5 22

Pulmonary involvement 11 32

Michelle Batthish & Brian M. Feldman Curr Rheumatol Rep (2011) 13:21 6—224
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Table 1 DDiscease rMmanifestations among thhe 1DV cases im Capoe
T

e
N

Curmyu lativvee cClimical Climical rmanifestaticormns
rreamifesratiaors (T ar last reswsiewns
Skim
Caloirmnaosis 17 (=31=317) = (=0
Skirm wulosesr= 17 [(=31=317) 1
COeddermea (hernaeral i=zed, 17 (=332 O
PericorkBaical or lirms )
AN poecia = (122) = (122
Li poroocdw st res e g T (=3) T (=3)
- Musculos kel eral I - | E
Ml =scle terndadermess 1= [(=2F) L
Aorthiritis I S =
Coontractures 5 (200 5 (20O)
COsteC oSl s wwith T (=31) T (=3)
fracture
Erndocrine =2 (3a) = (35)
Carcewwrth fail ure = (=) = (==
[ akberte=s rreel lituas 1 (=3 1 (=313
&g rermal imsufficiernaoy 1 (=3 Ll
Respiratcory = (122) = (122
Imterstitial lurmng dissease =2 (=) =2 (=)
CILCF)
s ria =2 (=) L
FPulrmycorrary: hermeorrbhhacge 1 (=1 1 =313
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Curmulartive climical
rma nife staticons (26G)

T limical manifestations
At last rewiews

Csasrroimntestrn .al

Dwvwsphagia

Al cdorrmimnal paim or
Bleaeding

Chreular
Cataracts
Cardiovascular
Alhrmormeal capillaroscopony
Ravrnaud’'s phe noaormeenrco m
Cardiormawsopatihn
FNerwveoius swserm
Seizures; neurcopathy
Sernsorirneural hearing loss
Infecticons
Furngal (skim)

Eacrerial (staph aureuwus 2,
grarm rnegative 1)

TE

5 (20)
= (122)

b

E=
E=

M

15 (<)
&= (ZF=)
1 (1)
= (12)
Z (=)
1 (<)

7 OZE)
= (122)

Z 8]

o

2 (=)
e
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Q 50 pacientes Turquia 2017

able 2 Laboratory investigation results Table 1  Demographic and clinical findings of 50 patients with juvenile Table2  Laboratory findings at the disease onset of the patients
Investigation ~ Reference  Median No.positive/ Percentage ~ dermatomyositis )
range (IQR) No. tested Demographics Hemoglobin [mean + SD, g/dL] 11.5+14
Enzymes Min-max 9.0-16.0
CK 26-145 UL 10740 0124 917 Gender [r (%)] Leukocyte count [mean  SD,/mm’] 9.616 £3393
Female 35 (T0%) .
(2228-33975) Min-max 3.800-16.300
Male 15 (30%)
Aldolase  3.0-1200/L 126 3/5 60 3
(77-159) Age at the onset of symptoms [mean £+ SD, years] 6.1+x41 Thrombocyte count [mean + SD,/mm’] 332250+ 12117
Min—max 1.5-16.0 Min-max 139.000-812.000
LOH 142-261U/L 4450 14/19 737 . . T s
(277.0-4935) Age at the onset of diagnosis [mean + SD, yvears) 6.6 4.1 EJ)"ﬂ]IDc)'E sedimentation rate [mn + 8D, mh] 35+221
M 2.0-16.0 :
AT 0-41UL 740 1622 727 CMH[’;,;:ZS Min-max 6.0-1070
R 3525-140 ine ki == +
_ ( 5) Heliotrope rash [ (%)] 50 (100%) Creatine kinase [mean + SD, TU/L] 223326 + 329,201
ALT 525U 480 18/23 783 Gottron papule [ (%)] 48 (96%) Min-max 20-13.050
265-820 . .
) { ! Muscle weakness [ (90)] 45 (90%) C-reactive protein [n (%)]
Autoantibody Erythematous rash [n (%)] 44 (88%) Positive 19 (38%)
Anti-Jol <7 EliA U/ml 03 0/6 0 Calcinosis [n (9%)] 19 (38%) Negative 31 (62%)
(03-045) . . A
- - Distribution of calcinosis [n (96)] Antinuclear anﬁbndy [n (%)]
Ant-RNP <7 EliA U/ml 03 09 0 Upper extremity 1(5.3%) .
(03-05) Lower extremity 1 (5.3%) Positive 34 (68%)
Inflammatory markers Upper and lower extremity 6 (31.6%) Negative 16 (32%)
ESR 20 /19 57 . Trunk 2 (10.5%) Anti-jo | negativity [n] 30
(12-35) Diffuse 9 (47.4%) ENA negativity [n] 17

CRP 26
(<1-6)

Kenan Barut1 The presence of EMG findings [n]

VWF activity 77 Clin Rheumatol 2017 DOI The presence of muscle biopsy findngs [}
e 10.1007/s10067-016-3530-4 EMG dectromyography, ENA extractable nuclear antign

O
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TABLE 3. Summary of Physical Exam, Laboratory, and Ancillary Testing Results

@ All JDM patients Symptomatic Asymptomatic Clinically amyopathic
Number of patients 46 26 20 10
@ Skin features, n (%)
Heliotrope rash 29 (63) 17 (65) 12 (60) 5(50)
Gottron papules 32 (70) 17 (65) 15(75) 8 (RO
Gottron sign 36 (T8) 18 (69) 18 (90) 8 (RO
Nailfold changes 33(72) 18 (69) 15(75) 6 (60)
Muscle symptoms, n (%)
Weakness 26 (57) 26 (100) 0 (0) 0 (0)
Fatigue 31 (67) 24 (92) 7 (35) 3(30)
Dysphagia 6(13) 5(19) 1(5) 0(0)
Shortness of breath 4 (9 4(15) 0 () 0 (0)
. Change in voice 5(11) 3(12) 2 (10) 0 (0)
- Muscle examination, n (%)

. MMT<4 32 (70) 24 (92) 8 (40) 0(0)
Neck of hip flexion 22 (48) 16 (62) 6 (30) 0 (0)
Positive gower sign 15/34 (44) 14/17 (82) 1/17 (6) 0/7 (0)
Weakness detected by at least one modality 35(76) 25 (96)T 10 (507 0(0)

Abnormal laboratory results, n (%)
ESR 19/34 (56) 14/20 (70) 5/14 (36) 4/8 (50)
CK 27/46 (59) 19/26 (73) 8/20 (40) 2/10 (20)
Aldolase 33/45 (73) 23125 (92) 10/20 (50) 2/10 (20)
AST 28/46 (61) 23/26 (85) 5/20 (25) 1/10 (10)
ALT 26/46 (57) 21/26 (81) 5/20 (25) 2/10 (20)
LDH 30/46 (65) 22/26 (85) 8/20 (40) 4/10 (40)
ANA 24 /37 (65) 9/17 (53) 15/20 (75) 6/10 (60)
Abnormal diagnostic studies, n (%)
MRI 31/42 (74) 21/24 (88) 10/18 (56) 4/9 (44)
Muscle biopsy 5/7(71) 5/5 (100) 0/2 () 0/1 (0)
EMG 2/4 (50) 1/1 (100) 1/3 (33) 0/1 (0)

Skin biopsy

8/9 (89)

1/2 (50)

7/7 (100)

4/4 (100)
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\ Total biopsy . / W CCL19 & CCL21 CD8-® _FCD45RO -

gene expression CCR7 % # ° oo ° ‘i A Lymphoid
IFN signature s ° : regates
CXCL9 (MIG) =

Atrophic muscle
CXCL10 (IP-10) P
CXCL11 (ITAC)

MHC | l —MHC Il

Actlvated endothelium = Ae 6

IFNa activity
IFN signature (MxA)

= e e = ’-;. ) o s . . Y/
«(CA“” i N I
p . o o ° o IP-10 ® o IFNa ®
: (4]
o © - a )' o ° ., Y ) o  Complement &
% n MAC complex
o . Galectin-9, TNFR2, Neopterin, sIL-2R, IL-6, o Apoptotic endothelium
® o o IL-8, TNFa, TSP-1, MCP-1, MRP8/14, * o IP-10 =B :
. (A)BAFF, vVWF, Eotaxin, C3d, fibrinopeptide A ~ gene expression
IFN signature
HDL, trigl id ® o |FNa Resistin
" NEeElides . RORC, IL-17F, STAT4,
GATA3, BCL6




\ Anflbody association | Target autoantigen Clinical or laboratory Year Investigators
W|'rh JDM association

Nt

Antisynthetase
antibodies (ARS)

Anti—Jo-1

Anti—PL-12

Anti-SRP

Anti—Mi-2

Anti-MJ or anti-p140

Anti-p155/140
CADM-140

Anti—PM-Scl

Cytoplasmic aminoacyltRNA
synthetase

Histidyl-tRNA synthetase

Alanyl-transfer RNA synthetase

Anti—signal recognition particle

Helicase protein

NXP-2

TIF1-c
Intracytoplasmic MDAS

Exosome-associated proteins

High frequency of
interstitial lung disease

High frequency of interstitial lung

disease and mechanic hands

Acute-onset severe disease with
dysphagia and cardiac disease

Cutaneous disease with milder
muscle disease

JDM with calcinosis

Severe cutaneous involvement

Rapidly progressive
interstitial lung disease

Scleroderma overlap with DMJ

2007
2007

1994
2006
2009

1994
2008

1994
2006

1997
2009

2006
2005

2007
A"NNO

Wedderburn

Matsushita

Rider
O’Hanlon
Chinoy

Rider

Rider
Rouster-Stevens

Rider
O’Hanlon

Oddis

Gunawardena
Targoff

Sato

Wedderburn
Clhimms CalilAda e
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TABLE 1. Myositis-Specific Autoantibodies

N

Autoantibody Frequency in juvenil
Filtemate names) Target autoantigen Clinical associations dermatomyositis
Anti-synthetase Cytoplasmic aminoacyl-tRNA synthetase Antisynthetase syndrome: myositis, < 3%
autoantibodies interstitial lung disease, arthritis,
(anti-ARS) mechanic’s hands, fever,
Anti-Jo-1 Histidyl-tRNA synthetase Raynaud phenomenon
Ant-PL-7 Threonyl-tRNA synthetase
Anu-PL-12 Alanyl-tRNA synthetase
Ant-QJ Isoleucyl-tRNA synthetase
Ant-EJ Glyceyl-tRNA synthetase
Ant-KS Asparaginyl-tRNA synthetase
Anti-Ha Tyrosyl-tRNA synthetase
Anu-Zo Phenylalanyl-tRNA synthetase
Anti-Mi-2 Nuclear helicase Classic cutaneous features 5-15%
Milder muscle disease
Better response to therapy
Anti-SRP Signal recognition particle Polymyositis < 1%
Severe muscle involvement
Necrotizing myopathy
Anti-TIF1-y Transcriptional intermediary Severe cutaneous disease 20-30%
(anti-p155/140) factor 1-y (TIF1-y, ectodermin) Malignancy in adults but not children
Anti-MJ Nuclear matrix protein (NXP-2) Subcutaneous calcinosis 27%
(anti-p140)
Anti-MDAS RNA helicase encoded by melanoma Rapidly progressive Not reported

(anti-CADM-140)

differentiation-associated gene 5 (MDAS)

interstitial lung disease in Asian adults

- Ny

j
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Table. Clinical Associations: MSAs and MAAs in juvenile-onset myositis

4

Prevalence in

Anti-TIF 1g (p155/140, TRIM33)
Anti-NXP2 (p140, MJ)

Anti-MDAS (CADM-140)

Bare but clinically important MSAs are found

in 5%-8% of patients with juvenile-onset
myositis
Antisynthetases

- Jo-1

-PL12

- PLY

-0J

-EJ

- KS

-Zo

- Ha

Anti-SRP

Anti-HMGCR
Anti-SAE

MAAs are found in 16%-20% of patients

with juvenile-onset myositis. Some may
occur in conjunction with a myositis-
specific autoantibody

Anti-PmScl

Anti-U1BNP
Anti-Ro52

TIF 1-+ 18%-3593940
NXP 2 15095-22043940
MDA 5 6%
YOOLOMGIU. TUT W] |Peas. Ul 12.Un3
- Histidyl 205-30,39-40
- Alanyl 2%-3957940
- Theronyl 2%-393940
- Isoleucyl 2%5-393940
- Glycyl 295-3053940
- Asparaginyl 2%-3053940
- Phenylalanyl 2%6-3957940
- Tyrosyl 206-3053940
SRP 2%39.40
HMGCR 10532
SAE 19632
Exsome-associated PM- Scl-75; 50453
PM-Scl-100; C1D*=®
U1RNP=E 29047
Ro5257 59047

patients with
juvenile-onset
Autoantibodies Target autoantigen myositis Clinical associations
Common MSAs are found in 45%-55% of
patients with juvenile-onset myositis
Anti-Mi2 NuRD complex 305-40,39-40 ‘Classic’ dermatomyositis. Responds well to standard

therapies. Favorable prognosis®“®

Severe cutaneous disease. Rashes in photo-exposed
pattern. Chronic disease course. Lipodystrophy*'-**

Calcinosis. More severe muscle disease. Gastrointestinal
bleeding, ulcers and dysphagia. Worse disease outcome
and functional status****45

More common in east Asia where associated with clinically
amyopathic myositis, rapidly progressive interstitial lung
disease and a high mortality. In Caucasian populations
associated with mild muscle disease, interstitial lung
disease, arthritis, and ulceration*®*5?

Antisynthetase syndrome: myositis, interstitial lung
disease, fever, mechanics hands, Raynaud's

phenomenon and arthritis; occurs in older children.
Increased mortality*®

MNecrotizing autoimmune myositis. Severe weakness.
Cardiac involvement. Occurs in older children. May be
refractory to standard treatment**

Mecrotizing autoimmune myositis™

Initially amyopathic disease with muscle involvement
occurring later

Overlap syndromes*?

Overlap syndromes*?
Overlap syndromes. May be found in conjunction with other
MSA, particularly antisynthetases*®

Pachmann J of Pediatrics 2018

)
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Commaon Myosttis-Specific Antibodies in Juvenile Dermatomyositis @

@ Anti-p155/140 Anti-MJ-(NXP-2) Anti-MDA-5

generalized |
lipodystrophy

arthritis
ulceration—"]

Pachmann J of Pediatrics 2018
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Other DMARDs such
Intravenous as Mycophenolate
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Second
Line
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First
Approach
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Table 3 Therapy in patients with juvenile dermatomyositis
(n=57) at diagnosis and throughout disease course 20 -
At diagnosis  Throughout 15 -
(%) course (%) |
 Onlsteoid 88 B0 - o
High dose pulseintravenous ~~ 42(74)  47(82)
steroids 0 -
Methotrexate 74 36(6) S P 4\ o° &e" ‘,* &
' ' G F § K\
Intravenous immunoglobulin 7) 18(32) & Q‘Q‘f & K

Cyclosporine
Cyclophosphamide

10(18)
0 1)

— PP~ [ =
—
R

| Fig. 3 Drugs used in management of Cape Town JDM patients.
Abbreviations: Cyclophos: cyclophosphamide; Medrol: intravenous
methylprednisolone; Pred: Prednisone PredMTX: Prednisone and
methotrexate; VIG: Intravenous immunoglobulin




Formas de seguimiento y estratificacién de gravedad UK 2018
van Dijkhuizen et al. Arthritis Research & Therapy (2018) 20:180

Table 1 Baseline table

Farameter

Included
M= 340

Excluded
N =73

Female, n (24)
Age at diagnosis, years
Disease duration at diagnosis, years

Time after diagnosis at enrollment, vears

. Duration of follow U, years

Disease activity at enrollment:

CK, L/L
CMNLAS, points
MMTE, points
PGA, Ccm

5®

236 (69 .4)
74 (45, 105)
03 (0.2, 05)
02 (0.1, 1.1)
4.1 (1.6, 7.1)

103 (54, 440)
41 (21, 50)
65 (45, 80)
3 (13, 60)

54 (74.0)
F3(41,11.0)
03 (0.2, 1.0)
23 (0.4, 5.4)
12 (0.1, 2.6)

98 (45, 256)
46 (37, 52)
20 (64, 80)
23 (0.5, 4.0)




Table 2 JDM disease activity core set and disease damage core set

~— JDM disease activity core set
O Item(s) used to measure the domain
@ Domain PRINTO/PRCSG [49] IMACS [50]

- Global assessment by physician VAS or Likert scale VAS or Likert scale
Muscle strength assessment CMAS and MMT MMT
Laboratory assessment muscle enzymes Creatine phosphokinase, LDH, At least 2 of the following: creatine

aldolase, AST/ALT phosphokinase, LDH, aldolase, AST/ALT

Functional ability assessment CHAQ CHAQ or CMAS
Global assessment by parents/patients VAS or Likert scale VAS or Likert scale
Global JDM disease activity tool DAS and MDAA -

i “... - JDM disease damage core set [49]

Domain Item(s) used to measure the domain

lobal assessment by physician VAS or Likert scale
Functional ability assessment CHAQ
owth and development Height and weight
Menses
Tanner puberty stage
lobal JDM damage tool MDI
Muscle strength assessment CMAS

{LT alanine aminotransferase; A5T aspartate aminotransferase; CHAQ Childhood Health Assessment Questionnaire; CMAS Childhood Myositis
Assessment Scale: DAS Disease Activity Score; IMACS International Myositis Assessment and Clinical Studies group; JDM juvenile
dermatomyositis; LDH lactate dehydrogenase; MDAA Myositis Disease Activity Assessment; MDJI Myositis Damage Index; MMT Manual Muscle

esting; PRCSG Pediatric Rheumatology Collaborative Study Group:; PRINTO Pediatric Intemational Trials Organization; 45 visual analogue scale

N’




Overall Quality of Life
Timely Diagnosis

Access to Rheumatology

e& Normalization of Functioning/Strength
@ Ability for Self Care
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