2016 ACR/EULAR Criteriafor Minimal, Moderate, and Major Clinical Response in Adult
Dermatomyositis and Polymyositis and Juvenile Dermatomyositis

Core Set Measure*

Level of Improvement
Based on absolute percentage
change

Improvement
Score

Physician Global Activity

Worseningto 5% improvement
>5% to 15% improvement
>15% to 25% improvement
>25% to 40% improvement

>40% improvement

0
7.5

15
17.5

20

Patient or Parent Global
Activity

Worseningto 5% improvement
>5% to 15% improvement
>15% to 25% improvement
>25% to 40% improvement

>40% improvement

0
2.5
5
7.5
10

Manual MuscleTestingor
Childhood Myositis
Assessment Scale

Worseningto 2% improvement
>2% to 10% improvement
>10% to 20% improvement
>20% to 30% improvement

>30% improvement

0
10
20

27.5
325

(Childhood) Health
Assessment
Questionnaire

Worseningto 5% improvement
>5% to 15% improvement
>15% to 25% improvement
>25% to 40% improvement

>40% improvement

0
5
7.5
7.5
10

Enzyme (most abnormal)
or CHQ-PhS

Worseningto 5% improvement
>5% to 15% improvement
>15% to 25% improvement
>25% to 40% improvement

>40% improvement

0
2.5
5
7.5
7.5

Extramuscular Activity or
DiseaseActivity Score

Worseningto 5% improvement
>5% to 15% improvement
>15% to 25% improvement
>25% to 40% improvement

>40% improvement

0
7.5
125
15
20

Improvement category

Total
improvement
scoret

DM/PM thresholds

Minimal
Moderate

Major

220
=40
> 60




Minimal > 30
JDM thresholds Moderate > 45

Major 270

Abbreviations: JDM, juvenile dermatomyositis; DM, dermatomyositis; PM, polymyositis; Enzyme, most
abnormal serum muscle enzyme level among creatine kinase, aldolase, alanine aminotransferase,
aspartate aminotransferase, and lactate dehydrogenase; CHQ-PhS, Physical Summary Score of the Child
Health Questionnaire-Parent Form 50.

*Note that eitherall the IMACS or all the PRINTO core set measures may be used.

tThe Total ImprovementScore is the sum of all 6 improvement scores associated with the changein
each core set measure. Note that the response criteria are also for use in combined adult DM/PMand
JDM clinical trials.

How to calculate the ImprovementScore:

The absolute percentchange ([final value —baseline value] / range) X 100) is calculated foreach core set
measure. For muscle enzymes, the most abnormal enzyme at baseline is used. The enzyme range was
calculated based on 90% range of enzymes from natural history data. For Adults, creatine kinaseis 15
timesthe upperlimitof normal, foraldolase is six times the upperlimit of normal, and for lactate
dehydrogenase, aspartate aminotransferase, and alanine aminotransferase is three times the upper
limitof normal. ForJuveniles, creatine kinase is 20times the upperlimit of normal, foraldolase is six
timesthe upperlimitof normal, and forlactate dehydrogenase, aspartate aminotransferase, and
alanine aminotransferaseisfive times the upperlimit of normal. The ranges for the other core set
activity measures are based on the instrument scale used.

An Improvement Score is assigned for each core set measure based on the absolute percent change.
These are totaled among the six IMACS or PRINTO core set measures. The thresholdsfor minimal,
moderate, and majorimprovement are provided. The Total Improvement Scores may also be compared
amongtreatmentarmsina trial. A Total Improvement Score between O0and 100 also correspondsto
the degree of improvement, with higher scores corresponding to a greater degree of improvement.
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