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Conclusion: Anti-FHL1 autoantibodies were detected in 20.5% of IIM patients. 
In IBM and IMNM, the presence of anti-FHL1-autoantibodies was associated 
with a severe myopathy as suggested by presence of dysphagia and muscle 
atrophy.
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POS0884 THE ENHANCED LIVER FIBROSIS (ELF) SCORE AS 
A BIOMARKER OF SKIN FIBROSIS IN SYSTEMIC 
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Background: Serum fibrotic markers for systemic sclerosis (SSc) remain lim-
ited. The Enhanced Liver Fibrosis (ELF) score, originally derived and validated in 
patients with chronic liver disease, is an algorithm combining 3 serum markers, 
known as procollagen type III amino terminal propeptide (PIIINP), tissue inhibitor 
of metalloproteinases 1 (TIMP-1), and hyaluronic acid (HA). The combined score 
was proved to be superior to the single components in reflecting the severity of 
liver fibrosis. However, the performance of ELF score and its components has not 
been fully validated in SSc.
Objectives: To investigate PIIINP, TIMP-1, HA, and the combined algorithm ELF 
score as fibrotic markers for SSc skin involvement.
Methods: Eighty SSc patients (44 dcSSc and 36 lcSSc), fulfilling the 2013 
ACR/EULAR criteria with the absence of chronic liver diseases, were 
enrolled. Eighty age- and sex- matched healthy controls were also included. 
Serum PIIINP and HA levels were quantified by chemiluminescence immu-
noassay. Serum TIMP-1 levels were determined by enzyme-linked immuno-
sorbent assay. The ELF score was calculated using the formula ELF score= 
2.494 + 0.846*ln(HA) + 0.735*ln(PIIINP) + 0.391*ln(TIMP-1). Results were cor-
related with clinical profiles including modified Rodnan skin score (mRSS) and 
interstitial lung disease (ILD).
Results: Compared with healthy controls, patients with SSc showed signif-
icantly elevated serum PIIINP (11.2±4.8 vs. 5.73±1.4μg/L, p<0.001), TIMP-I 
(123.7±78.6 vs. 67.8±26.5 ng/ml, p<0.001), and ELF score (10.5±0.9 vs. 
9.7±0.4, P<0.001). Even higher levels of PIIINP, TIMP-1, and ELF score were 
observed in dcSSc patients, compared with lcSSc patients (p<0.001, p=0.024, 
p=0.003, respectively). No significant difference was found in the levels of 
serum HA between patients and controls. Strong correlations were observed 
between mRSS and ELF score (r=0.54, p<0.001), and between mRSS and 
PIIINP(r=0.62, p<0.001), whereas only weak correlations could be observed 
between mRSS and TIMP-1 (r=0.28, p=0.02), and between mRSS and HA 
(r=0.26, p=0.03). When stratified by ELF score, using cutoffs proposed for liver 
fibrosis and cirrhosis, SSc patients with ELF<9.8 showed the lowest mRSS on 
average, while patients with ELF>11.3 showed the highest (p<0.001). When 
stratified by serum PIIINP levels, using the 25th and 75th percentiles, SSc 
patients with serum PIIIINP levels<7.8μg/L showed the lowest mRSS on aver-
age, while patients with PIIINP>14.0μg/L showed the highest (p<0.001). Nei-
ther the ELF score nor its components showed significant difference between 
patients with and without ILD.
Conclusion: The ELF score could be used for reflecting the severity of 
overall skin involvement in SSc, and serum PIIINP also increased in parallel 
with the increase of mRSS. Longitudinal prospective studies exploring ELF 
score or serum PIIINP as fibrotic markers and outcome measures of SSc are 
warranted.
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Figure 1. Correlations of mRSS with ELF score (A) and serum PIIINP (B) and distribution of 
mRSS among different ELF (C) and PIIINP (D) ranges.
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Background: Idiopathic inflammatory myopathies (IIM) was associated with 
a significantly higher risk of opportunistic infections that including Pneumo-
cystis jiroveci pneumonia(PJP) which is potentially fatal opportunistic infec-
tion. However, no prior studies have evaluated the PJP infection in subtypes 
of IIM.
Objectives: To investigate the incidence rate and mortality rate of PJP infection 
in subgroups of IIM patients according to myopathy specific antibodies.
Methods: In the first part, we reviewed 463 consecutive patients with IIM retro-
spectively to analyze incidence of PJP infection. In the next part, we enrolled 30 
consecutive PJP infection patients with any rheumatic disease was to identify 
the mortality rate and risk factors. Kaplan-Meier curve with log rank test was 
used to access differences in survival. Univariate and multivariate analyses were 
performed to identify prognostic factors using Cox regression.
Results: We found that 12(7.5%) PJP cases occurred in 160 anti-MDA5-ab-posi-
tive DM patients, while only two (0.7%) PJP cases were found in 303 anti-MDA5-
ab-negtive DM/PM patients(P < 0.05). PJP infection typically happened in the 
first two months of the treatment for anti-MDA5-ab-positive DM patients who 
have a significant decrease in the CD4+ T cell counts and Lymphocyte counts (P 
< 0.05). Only two (16.7%) anti-MDA5-ab-positive DM patients recover from PJP, 
with lethally higher mortality than those PJP infection with other rheumatic dis-
eases (83.3% vs. 38.9%, P < 0.05). We found no association between the time 
to anti-PJP treatment and treatment outcomes in anti-MDA5-ab-positive DM; yet 
we confirmed in PJP infection with other rheumatic diseases that anti-PJP treat-
ment within 6 days crucially increased the survival (P < 0.05).
Conclusion: PJP infection has alarming high incidence and mortality in anti-
MDA5-ab-positive DM patients. Unlike PJP infection with other rheumatic dis-
eases, timely treatment for PJP doesn’t improve the prognosis of this particular 
subtype. Therefore, the necessity of further study of PJP prophylaxis treatment 
in anti-MDA5-ab-positive DM patients is verified.
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Background: Antisynthetase syndrome (ASS) is characterized by inflammatory 
myopathy, interstitial lung disease, arthritis, mechanical hands and Raynaud 
phenomenon, among other features. Recent studies have shown that idiopathic 
inflammatory myopathies (IIM) may develop cardiac involvement, either ischemic 
(coronary artery disease) or inflammatory (myocarditis). We wonder if character-
istic lung interstitial involvement (interstitial lung disease) that appears in patients 
with the ASS may also affect the myocardial interstitial tissue. New magnetic 
resonance mapping techniques could detect subclinical myocardial involvement, 
mainly as edema (increase extracellular volume in interstitium and extracellular 
matrix), even in the absence of visible late Gadolinium enhancement (LGE).
Objectives: Our aim was to describe the presence of interstitial myocarditis in a 
group of patients with ASS.
Methods: Cross-sectional, observational study performed in a tertiary care 
center. We included 13 patients diagnosed with ASS (7 male, 53%, mean (SD) 
age at diagnosis 56,8 years (±11,8)). The patients were consecutively selected 
from our outpatient myositis clinic. Myositis specific and associated antibodies 
were performed by means of line immunoblot (EUROIMMUN©). Cardiac magnetic 
resonance (CMR) was performed on all patients. The study protocol includes 
functional cine magnetic resonance and standard late gadolinium enhancement 
(LGE), as well as novel parametric T1 and T2 mapping sequences (modified look 
locker inversion recovery sequences - MOLLI) with extracellular volume (ECV) 
calculation 20 minutes after the injection of a gadolinium-based contrast material.
Results: CMR could not be performed in one patient due to anxiety. All patients 
studied (12) had a normal biventricular function, without alteration of segmental 
contraction. A third (4 out of 12, 33%) of the studied patients showed elevated 
T2 myocardial values without focal LGE, half of them (2/4) with an elevated ECV, 
consistent with myocardial edema. Two patients with normal T2 values showed 
unspecific LGE focal patterns, one in the right ventricle union points and another 
with mild interventricular septum enhancement (Figure 1). None of the patients 
studied refer any cardiac symptomatology. All the four patients with T2 mapping 
alterations (100%) had interstitial lung involvement, but only 4 out of 8 (50%) of 
the rest ASS patients without T2 mapping positivity. The autoimmune profile was 
as follows: 10 anti-Jo1/Ro52, 1 anti-EJ/Ro52, 2 anti-PL12.

Conclusion: Myocarditis, although subclinical, appears to be a feature in ASS 
patients. T1 and T2 mapping sequences might be valuable to detect and monitor 
subclinical cardiac involvement in these patients. The possibility that the same 
etiopathogenic mechanism may be involved in the interstitial tissue in lung and 
myocardium is raised. More studies must be done in order to assert the preva-
lence of myocarditis in ASS.
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Background: There is currently few information regarding rehabilitation in 
patients with systemic autoimmune myopathies (SAMs). Transcranial direct cur-
rent stimulation (tDCS) has shown promising results for the motor performance 
of healthy individuals as for patients with, e.g., post-stroke hemiparetic limbs.
Objectives: The present study was aimed to assessing the safety and efficiency 
of tDCS in patients with SAMs.
Methods: This study is a prospective, randomized, sham controlled, double 
blind, and clinical trial with ethical approval. Eighteen adult patients with der-
matomyositis, polymyositis, antisynthetase syndrome or immune-mediated 
necrotizing myopathies in remission or with minimal disease activity were 
enrolled from 2018 to 2019. Patients were allocated randomly in two groups to 
receive sham or active tDCS with 2mA amplitude submitted for 20 minutes for 
three consecutive days. The 5x7cm sponge-electrodes were positioned with 
the anode over the left (C1) or right (C2) - contralateral to the dominant limb, 
whereas the cathode over the FP2 or FP3, respectively (10-10 EEG electrodes 
placement). The groups were evaluated in four moments: pre-stimulation, and 
30 minutes, 3 weeks and 8 weeks post-tDCS. They were evaluated in the dif-
ferent moments with International Myositis Assessment and Clinical Studies 
Group set scores, Short-Form health survey (SF-36), state-trait anxiety inven-
tory (STAI), Beck depression inventory (BDI), timed up-and-go test (TUG), 
time-stands test (TST), isokinetic extension and flexion testing of bilateral knee 
and elbow. A specific security questionnaire for tDCS was used after the active 
or sham stimulation in all patients.
Results: The demographic data, kind of myositis, disease duration, and dis-
ease status (all with low disease activity) were comparable between both 
active and sham tDCS groups. After interventions, there was improvement of 
values of patient’s VAS (P=0.042) and serum levels of creatine phosphokinase 
(P=0.005), independent of the group. Moreover, in active tDCS group, the phys-
ical aspects of SF-36 in week 8 (P<0.001), mean and better TST at each evalu-
ation (P<0.001), absolute peak tork (P<0.001) and peak tork adjusted for body 
weight values (P<0.001) of stimulated inferior limb extension also improved. No 
differences were observed in the STAI, BDI, or TUG in both groups. The patients’ 
adherence to the protocol was 100% and no adverse event was reported, includ-
ing disease relapsing.
Conclusion: This unprecedented study evidences the safety of tDCS, besides 
the potential efficiency in improving rehabilitation of tDCS in SAMs. More studies 
with a large samples and period of tDCS sessions are necessaries to corrobo-
rate with the present study.
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