
- Additionally, when we applied the ASSD diagnosis criteria, 7 of the 18
cases (38.8%) not diagnosed as ASSD by the Rheumatologist fulfilled
Solomon´s criteria.
Conclusion: In our series, the most frequent non-ASSD profiles associ-
ated to ARS positivity was DM/PM, SSc and Sjögren´s syndrome. This,
considering the most frequently associated non-ARS, the most frequent
non-ASSD clinical manifestations and that the most frequent non-ASSD
diagnosis diagnoses or profiles described by the Rheumatologist. Our
results suggest that ARS can be present in patients with other CTD with-
out presenting ASSD, and additionally that ASSD can be present in over-
laps with other CTD.
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AB0658 ROLE OF NAILFOLD CAPILLAROSCOPY IN
MONITORING LUNG INVOLVEMENT OF SYSTEMIC
SCLEROSIS

Laura Groseanu1,2, Patricia Paraschiva1, Andra Balanescu1,2, Violeta Bojinca1,2,
Daniela Opris-Belinski1,2, Florian Berghea1,2, Diana Mazilu1,2, Sanziana Daia-
Iliescu1,2, Ioana Saulescu1,2, Andreea Borangiu1,2, Claudia Cobilinschi1,2, Maria
Magdalena Negru1,2, Cosmin-Laurentiu Constantinescu1,2, Violeta Vlad2,
Mihai Abobului1,2, Ruxandra Ionescu1,2. 1Carol Davila University of Medicine and
Pharmacy, Bucharest, Romania; 2Sf Maria Clinical Hospital, Bucharest, Romania

Background: The usefulness of capillaroscopy in the follow-up of sclero-
derma (SSc) patients and the possible prognostic role for the appearance
of visceral involvement is suggested by many authors but still under
debate.
Objectives: The aim of this study was to assess the role of monitoring
capillaroscopic abnormalities (qualitative and semiquantitative) in relation
with parameters of interstitial lung involvement and pulmonary arterial
hypertension(PAH).
Methods: Longitudinal prospective study, 118 SSc patients, follow-up
2000-2017 based on MEDS evaluation sheets. Student t-test/Mann-Whit-
ney test, chi-square test were used to evaluate differences across sub-
groups. Pearson’s bivariate correlation/Spearman’s rank correlation
coefficient were used to evaluate the association between variables. Nail-
fold videocapillaroscopy (NVC) was performed by a trained physician:
qualitative (scleroderma pattern) and semiquantitative scoring (microangiop-
athy evolution score-MES) were evaluated.
Results: 118 patients were included, 103 females (87,29%), 50,58(12,71)
years old at diagnosis, 53.39% diffuse subset, mean disease duration
2,81(4.3) years, mean follow-up duration 4.42(3.16)years. At baseline
43.22% of the patients had lung fibrosis,18.64% had PAH, 9,32% had
both. At first capillaroscopic evaluation: 12.7% had early, 46.61% active
and 37.29% late pattern, medium MES was 4,76(1.43).
Baseline active and late capillaroscopic pattern were correlated with lung
fibrosis (c2=9.62, p=0.047) and PAH (c2=15,36, p=0.004).
A strong correlation was identified between initial MES and FVC (r=-.47,
p=0.002), FEV(r=-.45, p=0.003), DLCO (r=-.51, p< 0.001) and sPAP
(r=0.34, p<0.001).
At the 2nd evaluation 5.93% of the patients had early, 0.85% active and
54,24% late scleroderma pattern, mean MES was 5.88(1.74). 19.49% had
one step progression of capillaroscopic pattern, 1.69% had 2 steps pro-
gression. Lung involvement worsening was defined as decrease of FVC
>15%, DLCO>10%, new diagnosis of alveolitis on high resolution compu-
terized tomography or new diagnosis of PAH.
Active and late capillaroscopic pattern were correlated with diagnosis of
lung fibrosis (c2=14, p=0.007) and pulmonary hypertension at follow-up
examinations (c2=14,2, p=0.007). Progression of capillaroscopic pattern at
follow-up evaluations was not correlated with significant worsening of lung
volumes, DLCO, sPAP. Instead, progression of MES (>1) was asociated

with worsening of FVC (r=0.32,p<0.001), FEV(r=0.18,p=0.04), DLCO
(r=0.21,p=0.02) and new diagnosis of lung fibrosis on HRCT (r=0,19,
p=0.035).
Conclusion: Active and late capillaroscopic pattern are associated with
increased frequency of interstitial lung disease and pulmonary hyperten-
sion in SSc patients. Semiquantitative scoring (microangiopathy evolution
score), rather then qualitative capillaroscopic assessment can have a pre-
dictive role for new involvement or worsening of previous lung involve-
ment (especially interstitial lung disease) in scleroderma patients,
confirming the putative role of capillaroscopy as biomarker in SSc.
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AB0659 CARDIOPULMONARY EXERCISE TEST (CPET) IS A
POTENTIAL NON-INVASIVE METHOD TO PREDICT
DISEASE PROGRESSION IN SYSTEMIC SCLEROSIS

Rita Hemelein1, Attila Somfay2, László Kovács1, Imre Lajkó2, Gergely Ágoston3.
1Szeged, Department of Rheumatology and Immunology, Szeged, Hungary;
2Deszk, Department of Pulmonology, Deszk, Hungary; 3Szeged, Cardiology
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Background: CPET is a widely used examination to predict the prognosis
of chronic obstructive pulmonary disease or post-transplant lung function,
and it has also been examined in the context of respiratory tract involve-
ment and pulmonary hypertension in systemic slerosis (SSc).
Objectives: As CPET provides a general overview of the aerobic metabo-
lism, influenced by pulmonary, cardiac and vascular function, the purpose
of this investigation was to assess if development of poor overall disease
outcome could be predicted by CPET.
Methods: Twenty-nine SSc patients (M/F=5/24 DcSSc/LcSSc=16/13) were
investigated repeatedly with CPET and followed for a mean of 3.7 (range
1-7) years. The clinical features of the patients were the following: alveo-
litis (n=15), pulmonary fibrosis (n=16), digital ulcers (n=13), 5 of them
required bosentan therapy, macroangiopathy (n=8), GERD (n=26), Barrett
metaplasia (n=19), gastrintestinal angiopathy (n=5), motility disorder
(n=10), pulmonary artery hypertension (pPulm >40 mmHg) (n=4). The
average disease duration was 8.9 years. A composite end point was set
up: death or digital ulceration necessitating bosentan therapy or pulmo-
nary hypertension (Ppulm>40mmHg) or the decrease of carbon-monoxide
diffusion capacity (dDLCO) > 2%/year, or increase in pulmonary artery
pressure (dPpulm) >3mmHg/year). Paralell with the CPET, conventional
disease activity check-ups have been performed too (echocardiography,
chest CT, resting lung function tests, clinical examinations). The correla-
tions between the CPET mesurements and conventional findings and the
predictive value of CPET parameters at the first visit to the future devel-
opment of the composite end-point have been examined.
Results: Various CPET results (anaerobic threshold (AT), work rate (WR),
desaturation) have significantly correlated with worsening DLCO (p<0,05;
Pearson’s correlation). The change of AT per year (dAT/yr) and the
degree of desaturation during exercise predicted the development of poor
prognostic end-point (p<0.05 with logistic regression), and the detection of
desaturation at the first CPET test was associated with a higher risk of
poor prognosis (OR: 5,265 [95% CI 1,077-29,38] p=0.057). In contrast,
none of the standard pulmonary or cardiac parameters have proved to
be predictive to the end-point in this cohort.
Conclusion: CPET parameters correlate well with the standard assess-
ment tools, indicating that this test is feasible in SSc patients too. The
changes of AT during follow-up and desaturation are predictive to the
appearence of the end point designed to comprise multiple features of
the disease. This makes CPET a promising non-invasive examination
method to estimate the progression of disease in patients suffering from
systemic sclerosis.
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AB0660 SEXUAL HEALTH IMPAIRMENT IN WOMEN WITH
IDIOPATHIC INFLAMMATORY MYOPATHIES

Barbora Heřmánková1, Maja Špiritović1, Hana Smucrova2, Sabina Oreska2,3,
Hana Štorkánová2,3, Kristyna Bubova2,3, Karel Pavelka2,3, Jiří Vencovsky�2,3,
Ladislav Šenolt2,3, Heřman Mann2,3, Michal Tomčík2,3. 1Faculty of Physical
Education and Sport, Charles University, Prague, Czech Republic; 2Institute of
Rheumatology, Prague, Czech Republic; 31st Faculty of Medicine, Charles
University, Department of Rheumatology, Prague, Czech Republic

Background: Idiopathic inflammatory myopathies (IIM) are a group of dis-
orders characterized by skeletal muscle inflammation that can cause func-
tional impairment including sexual dysfunction.
Objectives: To assess sexual function, pelvic floor function and sexual
quality of life of women with IIM compared to age-/sex-matched healthy
controls (HC). To subanalyze sexual function in sexually active
individuals.
Methods: In total 27 women with IIM [mean age: 54.2, disease duration:
7.3 years, dermatomyositis (DM, 10)/polymyositis (PM, 13)/necrotizing myo-
pathy (IMNM, 3)/inclusion body myositis (IBM, 1)], who fulfilled the
Bohan/Peter 1975 criteria for DM/PM, and 27 healthy women (mean age:
54.2) filled in 11 well-established and validated questionnaires assessing
sexual function, pelvic floor function, quality of life, fatigue, physical activ-
ity and depression. Data are presented as mean±SEM.
Results: Compared to HC, patients with IIM had significantly higher prev-
alence and greater severity of sexual impairment (FSFI, BISF-W), dys-
function of pelvic floor (PISQ-12), and worse sexual quality of life (SQoL-
F) (table 1). There were no significant differences in sexual function
between PM and DM. Even sexually active IIM patients reported signifi-
cantly greater sexual health impairment compared to sexually active HC.
Sexual health impairment in IIM was associated with laboratory markers
of disease activity, health status, physical activity, fatigue and depression
(table 2).

Table 1.

Questionnaire:
score range

IIM
(n=27)

HC
(n=27)

p-value IIM SA
(n=16)

HC SA
(n=16)

p-value

FSFI :2(worst)-36
(best)

15.7
±2.5

23.0
±2.2

p=0.0296 23.8±2.6 29.6±0.8 ns

BISF-W:-16(worst)-
75(best)

15.9
±3.5

27.4
±3.5

p=0.0212 25.2±4.3 39.2±2.3 p=0.0151

SQoL-F: 0(worst)-
100(best)

21.5
±4.5

83.3
±2.9

p<0.0001 31.9±6.4 85.7±3.0 p<0.0001

PISQ–12: 0(best)-48
(worst)

14.0
±1.0

8.7±0.9 p=0.0007 11.4±1.1 9.2±1.0 ns

PFIQ7: 0(best)-300
(worst)

20.5
±6.9

6.0±2.1 ns 17.6±10.8 10.4±4.2 ns

Abbreviations: FSFI: Female Sexual Function Index; BISF-W: Brief Index of Sexual Function
for Women; SQoL-F: Sexual Quality of Life Questionnaire; PISQ–12: Pelvic Organ Prolapse/
Urinary Incontinence Sexual Questionnaire short form; PFIQ7: Pelvic Floor Distress
Inventory Questionnaire, SA: sexually active; ns: not significant

Table 2.

Parameter: score range Correlated parameters r p-value

FIS (fatigue): 0(best)-160(worst) FSFI (sexual function) -0.406 p=0.0353
BISF-W (sexual function) -0.424 p=0.0272
SQol-F (sexual quality of life) -0.562 p=0.0027
PISQ-12 (pelvic floor
function)

0.459 p=0.0157

HAP (physical activity): 0(worst)-94
(best)

FSFI (sexual function) 0.429 p=0.0252

LD FSFI (sexual function) -0.411 p=0.0327
BISF-W (sexual function) -0.466 p=0.0141

BDI II (depression): 0(best)-63(worst) PISQ-12 (pelvic floor
function)

0.322 p=0.0400

HAQ (health status): 0(best)-3(worst) PISQ-12 (pelvic floor
function)

0.477 p=0.0117

BISF-W (sexual function) -0.411 p=0.0329
Abbreviations: FIS: Fatigue Impact Scale; BDI-II: Beck’s Depression Inventory II; HAP:
Human Activity Profile; HAQ: Health Assessment Questionnaire; LD: lactate dehydrogenase
Conclusion: Women with IIM reported significantly impaired sexual func-
tion, sexual quality of life and pelvic floor function than age-matched HC.

Worse scores in IIM were associated with disease activity/health status,
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AB0661 ASSOCIATION OF ANTI-MDA-5 AUTOANTIBODY WITH
AUTOIMMUNE ASSOCIATED HEMOPHAGOCYTIC
SYNDROMEIN DERMATOMYOSITIS

Manabu Honda1, Mayuko Moriyama2, Masahiro Kondo2, Shunichi Kumakura1,
Yoshiko Sumita2, Yohko Murakawa2. 1Shimane University Faculty of Medicine,
Department of Medical Education and Research, Izumo, Japan; 2Shimane
University Faculty of Medicine, Department of Rheumatology, Izumo, Japan

Background: Autoimmune associated hemophagocytic syndrome (AAHS) is a
rare complication in dermatomyositis (DM). We previously demonstrated by multi-
variate analysis that one of factors associated with mortality in AAHS is DM (OR
5.57 [95% CI 1.08–28.65], P 0.05) among connective tissue diseases (1).
Objectives: To find out underlying immunological characteristics, we exam-
ined the DM patients with AAHS.
Methods: We examined 31 new onset patients with idiopathic inflamma-
tory myopathies (IIM) including clinically amyopathic dermatomyositis
(CADM) admitted to our hospital between January 2009 and December
2018. Three patients had been diagnosed as AAHS proven by bone
marrow aspiration. We examined these patient clinical and laboratory
characteristics.
Results: Two patients were diagnosed as DM and one was CADM. We
found that these 3 patients were associated with interstitial pneumonia.
Laboratory tests of all 3 patients showed hyperferritinemia and high titer
of anti-MDA5 antibody. All patients were diagnosed as AAHS by bone
marrow aspiration smears. Two of them died on the 12th and on the
75th hospital day, respectively, in spite of intensive therapies.

age/
sex

diag. CK (n) ferritin (n) antibodies

MDA5 Ro PM-
SCL100

others*

1 63/F DM 8430 (36-
216)

59,877 (5-
120)

>150 + - -

2 50/M CIDM 32 (59-248) 11,498(23-
250)

>150 ± ± -

3 57/F DM 277 (41-153) 4,876 (5-120) >150 + - -
* examined antibodies against Jo1, SRP, Mi2, Ku, PL-7, OJ, EJ,Tif1-g ,

Conclusion: Anti-MDA5 may relate not only interstitial pneumonia but also
AAHS.
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