Supplementary Table 1. Demographics and clinical characteristics of 12 JDM patients

	Characteristic
	Value

	Age, year, median (range)  
Female/Male 
[bookmark: OLE_LINK2]Weight, kg, median (range)  
[bookmark: OLE_LINK1]Height, cm, median (range) 
Duration of JDM, month, median (range) 
Myositis‑specific autoantibodies
Undetected
Detected
  anti- NXP2 antibody (+)
  anti-Jo-1 antibody(+)
Use of concomitant agents (no. of patients) 
IVIG
Hydroxychloroquine 
Cyclophosphamide 
Azathioprine 
Cyclosporine 
Methotrexate 
[bookmark: OLE_LINK4]Thalidomide 
	7.1 (2-13)
8(66.7%)/4(33.3%) 
18.3 (13-40)
101 (92-155) 
5.6 (1-22) 
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Supplementary Table 2. Clinical characteristics of JDM patients before and after treatment(n=12)
	Patient
No.
	cutaneous findings
	CMAS score
	myositis‑
specific autoantibodies

	
	Before treatment
	After 30months treatment
	Before treatment
	After 30months treatment
	Improvement
(delta CMAS)
	

	1
	heliotrope rash (+) Gottron papule (+)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) 
Gottron papule (-)
[bookmark: OLE_LINK3]erythroderma (-)
calcinosis (-)
	37
	49
	12
	
undetected

	2
	heliotrope rash (+) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	35
	48
	13
	undetected

	3
	heliotrope rash (-) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	40
	48
	8
	undetected

	4
	heliotrope rash (+) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	39
	51
	12
	undetected

	5
	heliotrope rash (+) Gottron papule (+)
erythroderma (-)
calcinosis (-)
	heliotrope rash (-) Gottron papule (+)
erythroderma (-)
calcinosis (-)
	30
	48
	18
	anti- NXP2 antibody (+)

	6
	heliotrope rash (+) Gottron papule (+)
erythroderma (-)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	40
	51
	11
	(-)

	7
	heliotrope rash (-) Gottron papule (+)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	34
	52
	18
	undetected

	8
	heliotrope rash (+) Gottron papule (+)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	39
	52
	13
	anti-Jo-1
antibody(+)

	9
	heliotrope rash (+) Gottron papule (+)
erythroderma (-)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	35
	51
	16
	(-)

	10
	heliotrope rash (+) Gottron papule (+)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	30
	51
	21
	undetected

	11
	heliotrope rash (-) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	34
	52
	18
	undetected

	12
	heliotrope rash (+) Gottron papule (-)
erythroderma (+)
calcinosis (-)
	heliotrope rash (-) Gottron papule (-)
erythroderma (-)
calcinosis (-)
	28
	49
	21
	(-)





Supplementary Table 3. The efficacy indexes of JDM patients before and after treatment（n=12）
	Treatment stage
	CMAS score
	ESR
(mm.h-1)
	CK
(U/L)
	CKMB
(U/L)
	LDH
(U/L)
	AST
(U/L)

	Before treatment
	0
	35.1(28-40)
	27.8(4-69)
	1092.1(229-4223)
	35.1(28-40)
	35.1(28-40)
	35.1(28-40)

	After treatment
(month)
*#
	1
	43.7(38-47)*
	21.8(5-48)#
	583.7(157-1983)*
	35.1(28-40)*
	35.1(28-40)
	35.1(28-40)

	
	3
	46.2(42-50)*
	13.7(3-24)*
	209(116-302)*
	35.1(28-40)*
	35.1(28-40)†
	35.1(28-40)

	
	6
	48.2(46-50)*
	9.6(3-16)*
	167.9(110-216)*
	35.1(28-40)*
	35.1(28-40)
	35.1(28-40)

	
	12
	49.3(47-51)*
	6.8(2-11)*
	140.8(93-265)*
	35.1(28-40)*
	35.1(28-40)†
	35.1(28-40)†

	
	24
	49.8(48-52)*
	5.8(2-10)*
	144(105-212)*
	35.1(28-40)*
	35.1(28-40)
	35.1(28-40)†

	
	36
	50.2(48-52)*
	6.8(2-12)*
	137.7(102-182)*
	35.1(28-40)*
	35.1(28-40)
	35.1(28-40)†


[bookmark: OLE_LINK5]*P<0.01 vs. before treatment，†P<0.05 vs. before treatment


Supplementary Table 4-1. The safety indexes of JDM patients before and after treatment（n=12）
	Treatment stage
	Height percentile
	Weight percentile
	IOP（R）
(mmHg)
	IOP（L）
(mmHg)
	TG
(mmol.L-1)
	FBG
(mmol.L-1)

	Before treatment
	0
	34.6±30.4
	46.3±16.6
	16.7±3.6
	16.6±3.1
	2.05±0.93
	4.63±1.56

	After treatment（month）
	1
	35.7±22.6
	48.3±22.4†
	19.4±1.4*
	19.6±1.9*
	1.94±0.69
	4.20±1.47

	
	3
	34.9±25.2
	51.9±27.2*
	18.7±1.9*
	18.5±2.2*
	1.98±0.77
	4.01±1.75

	
	6
	35.1±21.6
	50.6±26.7*
	17.7±2.3*
	17.6±2.5*
	2.11±0.72
	3.89±1.69

	
	12
	35.4±19.4
	47.1±27.3
	16.8±2,1
	17.1±2.5
	1.96±0.86
	4.13±1.61

	
	24
	37.6±19.7†
	46.5±23.9
	17.1±2.6
	16.8±2.2
	2.01±0.79
	4.08±1.38

	
	36
	36.7±20.5†
	46.1±28.4
	16.9±2.4
	17.0±2.4
	1.99±0.84
	3.94±1.78


*P<0.01 vs. before treatment，†P<0.05 vs. before treatment.




Supplementary Table 4-2. The safety indexes of JDM patients before and after treatment（n=12）
	Treatment stage
	SBP
(mmHg)
	DBP
(mmHg)
	Serum Ca
(mmol/L)

	Before treatment
	0
	106.6±18.3
	70.4±14.7
	1.98±0.27

	After treatment（month）
	1
	113.5±22.5*
	75.6±13.8*
	1.98±0.21

	
	3
	123.3±21.7*
	79.4±13.3*
	2.02±0.17

	
	6
	118.7±19.4*
	78.2±14.7*
	2.04±0.19

	
	12
	110.8±19.6
	73.6±12.9
	1.98±0.17

	
	24
	108.6±18.5
	72.4±16.8
	1.93±0.22

	
	36
	109.3±19.4
	72.5±14.1
	1.99±0.19


*P<0.01 vs. before treatment. 



Supplementary Table 5. The studies of JDM treatment
	Studies
	Cases
	Treatment regimen
	Follow-up
Time
	Results
	Conclusions

	Bowyer SL, 1983
	47
	Prednisone, 2 mg/ kg/d, in the first mon, then according to the good clinical and laboratory response, reduced to stop within 24 months.
	[bookmark: _GoBack]24 months
	Typical monophasic process presented in 11 cases (23.4%). Relapse occurred in 17 cases (36.1%), requiring a temporary increased prednisone dose.
18 cases (40%) presented with 3 or 4 cycles of treatment course. 6 cases were severely disabled as a result of persistent disease activities; Calcinosis appeared in 5 cases. 1 case died of infection.
	Early, high-dose and prolonged treatment of prednisone was the best predictor of good functional recovery and mild calcinosis.
Those who received a small dose of prednisone had worse outcomes than those who received a large dose of prednisone [2mg/(kg·d)]

	Tabarki B, 1998
	36
	Low-dose oral prednisone, 1mg/ kg/d
13 cases with no remission after at least 9 months of prednisone treatment were given CYC (4 cases) /MTX(2 cases) /IVIG /MTX+ CYC (1 case)
	More than 24 months, at least 1y after treatment, the mean duration 4.9years
	No functional impairment was observed in 28 cases (78%) and 14 cases were monophasic. There were 5 cases with inactivity, but persistent disability, and 3 cases with continuous activity and significant functional impairment. Calcinosis occurred in 5 patients.
	The effect of low dose prednisone on JDM is not ideal, and the combination of MTX/CYC can improve the treatment outcome.

	Lang B, 1996
	7
	Treatment began within 3 mon s of onset. IVMP 30 mg/kg/d ×3d, once a week, 1-4 weeks. Oral prednisone (2 mg/kg/d, divided into 4 times [Max. 60 mg])
	The mean duration 7 years
	After oral high-dose prednisone treatment, 3 cases required second-line drugs subsequently. After onset at 3-6 years, all patients had normal muscle strength, 2 cases had increased CK.
Temporary hypertension during the IVMP process and developed vomiting occurred in 1 case respectively.
	Muscle strength may be determined by pulsed IVMP treatment early in the disease, and routine oral corticosteroid or IVMP followed by oral corticosteroid therapy is recommended as initial treatment JDM

	Ramanan AV,
2005
	31
	Study Group—
prednisone 2mg/kg/d, max75mg/d, -10%/mon;
MTX 10-20mg/m2, <25mg/w, po/ih
	4 years
	Both groups had similar improvement in strength and physical function. During the follow-up period, calcinosis developed in 5 control patients and 2 study patients. The time to development of calcinosis was similar in the 2 groups.
Fewer adverse events, faster growth in height, less weight gain and a reduced risk of developing cataracts in Study Group.
The average duration of prednisone in the study group was significantly shorter than that in the control group, and the cumulative dose of the hormone was significantly lower than that in the control group.
The recurrence time was similar in two groups, and there was no significant difference between the two groups in response to treatment after recurrence.
	Compared with hormone therapy alone, the addition of MTX in the initial treatment can significantly shorten the duration of hormone therapy, reduce the total cumulative dose of hormones and improve the therapeutic effect.

	
	22
	Control Group—
prednisone 2mg/kg/d, <75mg/d, -10%/mon
	
	
	

	Rouster-Stevens, 2010
	50
	Beginning：MMF20 mg/kg/d.
IVMP (30 mg/kg/d×3d, <1g/d)
Then：IVMP 1-3 times /w +prednisone , 0.5mg/kg/d
on non-IVMP days
MTX≥15mg/m2/w , Vit D, folic acid 1 gm/w. 
HCQ
IVIG  
	12 months
	DAS-S was significantly lower at 6 months (P = 0.004) and further improved at 12 months (P = 0.0001). DAS-M was significantly lower at 6 months (P=0.02), but did not further change between 6 months and 12 months (P = 0.96).
The prescribed dosage of prednisone (mg/kg/day) at MMF therapy followup at both 6 and 12 months was significantly lower than that at the start of MMF therapy.
The patients tolerated MMF well and there were no serious adverse events attributed to MMF between onset and the followup visit.
	MMF appears to be worthy of consideration as an additional therapeutic modality for treatment of children with juvenile DM. These data suggest that the use of MMF decreases skin and muscle disease activity and is steroid sparing. MMF appears to be well tolerated, but patients should be monitored for infection.

	Ruperto N, 2016
	139
	Beginning：IVMP (30 mg/kg/d×3d, <1g/d)
Then：
(47) prednisone alone
(prednisone , 2mg/kg/d)
(46) prednisone+MTX
(prednisone, 2mg/kg/d +MTX15–20 mg/m2/w)
(46) prednisone + CYC (prednisone , 2mg/kg/d +CYC4-5mg/kg/d)
	More than 2 years
	At 6 months, 3 groups achieved a juvenile dermatomyositis PRINTO 20 improvement.
Median time for clinical remission was 41.9 months in patients assigned to prednisone plus methotrexate but was not able to observe in the other two treatment groups.
Median time to prednisone discontinuation was 35.8 months with prednisone alone compared with 29.4–29.7 months in the combination groups.
A significantly greater proportion of patients assigned prednisone plus ciclosporin had adverse events, affecting the skin and subcutaneous tissues, gastrointestinal system, and general disorders. Infections and infestations were significantly increased in patients assigned to prednisone plus ciclosporin and prednisone plus methotrexate.
	Combined treatment with prednisone and either cyclosporin or methotrexate was more effective than prednisone alone. The safety profile and steroid-sparing effect favored the combination of prednisone plus methotrexate.

	Barut, 2017 
	50
	Early stage -- GC+MTX, severe/refractory cases or GC-dependent cases-- 48% added cyclosporine, a small number of cases combined with IVIG (18%), CTX (10%) and infliximab (4%).
	The mean duration 33.9±40.6 months
	The median recovery time of muscle enzymes were 3.8±5.8 months, and the median recovery time of muscle strength was 6.7±9.3 months. Calcinosis occurred in 38% of patients and severe joint contracture in 4%.
	GC+MTX is effective in the treatment of JDM. Early diagnosis and early intensive treatment are important to reduce JDM complications.


	Our study, 2022
	12
	IVMP pulse, 30mg/kg/d, ≤1000mg/d, 3 days for a round, 7-9 rounds. In the intermittent period and after IVMP pulse，followed by oral prednisone 7.5-10 mg/d, and is reduced to stop within 24 months.
Combined application of MMF, 600mg/m2/d, gradually reduced to stop within 30 months.
	More than 2 years
	The overall response to IVMP pulse+MMF treatment was 100%. The muscle strength and CMAS score of all patients increased significantly after treatment. The CMAS recovery time was 16.7±9.8 months and the median time was 19.6 months. The recovery time of muscle enzymes was 1.7±2.2 months and the median time was 1.8 months.
During treatment period, the patients' height percentiles did not drop, the weight percentiles were increased, the blood pressure and IOP were also transiently increased. In the maintenance stage, the height percentile was increased, and the weight percentile, blood pressure and IOP were decreased to the pre-treatment levels. The incidence of infection was 0.77 times/person/year. 2 cases with recurrence, no calcinosis.
	In this study, IVMP pulse combined with MMF treatment shows a positive outcome in JDM without myositis‑specific antibodies.
IVMP pulse combined with MMF treatment is likely to be a promising treatment for JDM.


 CYC, cyclophosphamide; MTX, methotrexate; IVIG, Intravenous injection of gamma globulin; IVMP, intravenous methylprednisolone; GC, glucocorticoid; MP, methylprednisolone; MMF, mycophenolate mofetil; HCQ, Hydroxychloroquine.




