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SclerolD weighting Raynaud phenomenon Hand function Upper gastrointestinal Pain Fatigue Lower gastrointestinal Limitations of life choices
(out of a total of 100 points) tract symptoms tract symptoms and activities
Median (IQR) 15 (20) 10 (15) 6 (10) 10 (10) 10 (10) 5(10) 5 (10)

ized in SSc. Patients fullfilling the ACR/EULAR 2013 criteria were prospectively
included since 05/16 in the ongoing observational cohort study. Patients filled in
the SclerolD questionnaire (Figure 1), as well as selected comparators SHAQ,
EQ5D, SF36. Additionally, they weighted the 10 dimensions of the SclerolD by
distributing 100 points according to the perceived impact on their health. The final
score calculation will be based on the ranking of the weights. The study includes
a reliability arm (follow-up questionnaire 7-10 days from baseline), as well as a
longitudinal arm, looking at sensitivity to change at follow-up visits after 6 and 12
months from baseline.

Results: As of 01/2017 the study cohort included 224 patients with valid baseline
data, 44 also had a reliability visit and 6 a 6-months follow-up visit. 84.4%
of patients were female, 54.4% had limited SSc, median age 58, and median
disease duration 8 years. The highest preliminary median weights for SclerolD
domains were for Raynaud, impaired hand function, fatigue and pain (Table 1).
Except for pain, these dimensions were also scored most highly in the SclerolD
questionnaire at baseline.

The EULAR Scleroderma Impact of Disease Score
(SclerolD)

How much have the cifferent aspects of systemic sclerosis ffecied you during the kst week? Piease mark your responses on the
scalo by choasing the appropriate numbar for each of e folowing dimensions:

Raynaud's phenomenon:

Circle the numbar that beat deacribes the seventy of your Raynoud’s phenamencn during the last week

None o 1 2 3 4 ] [ ] T L ] 10 Extreme
Hand function:

Circle the rumber that best describes your hand function iritations cue t0 your systemic scierosis during e last week:
No limitaion 0 1 2 3 4 5 6 7 8 -] 10
Upper g - inal tract symp (o.g. ing difficulties, reflux, ing!

Circle e rumbser tht best describes the severity of your upper gastiontestinal ract symploms due 10 your systenmic sclerosis
Guring thve last week:

Extreme imitation

None o 1 2 3 4 s 6 T 8 ] 10 Extreme
Pain:

Circla the number hat best describes the pain you felt due 10 yOUr SYSIEMIC Ber0sis dUMng e kst week.

None 0 1 2 3 4 s 6 7 8 9 10 Exwoma
Fatigue:

Circl tho rumbar that bost describes the impact of ovarsll fatigue dus 10 your systemic sderosis during the last week
None 0 1 2 3 4 5 6 4 ] 9 10 Exireme

Lower gastrointestinal tract symptoms (e.g. bloating, diarrhea, constipation, anal incontinence):

Circle the rumbar that best doscribes the saventy of lower gastrointestnal tract symptoms during the last week:

None 0 1 2 3 4 s 6 7 L] 9 10 Extreme
Limitations of life choices and activities (e.g. social life, personal care, work):

Circle the number that besl describes how severe the imitations of life choices and actvilies due o your sysiemic sclerosis were
during the kast week:

None '] 1 2 3 4 5 6 T L] 9 10 Extreme
Body mobility

Cirche the rImber Ak Dest dsciibes Now MuCh Your Body Mmobility was SMected due 10 YO SYSIBMIC SCIIOSIS QUNng the last
Wk

Not aflected o 1 2 3 4 5 6 T 8 ] 10 Extremely aflectod
Breathlessness:

Gircl the numbar that Dost describes Now 56V YOUT DISEGEENESS 0B 10 SYSIMIC SCHTONS WaS Curng Ihe las! waek
None 0 1 2 3 4 S L] 7 L 9 10 Exwome
Digital uicers:

Crrcle the rumber that best descnbes how much your digeal ulcers affected you overall dunng the kast week:

None 0 1 2 3 4 5 6 T B 92 10 Exireme

Conclusions: The EULAR SclerolD score is a novel tool designed for use in
clinical practice and clinical trials to display the disease impact of SSc. In this
preliminary analysis, Raynaud syndrome, impaired hand function, and fatigue
were the main patient reported drivers of disease impact, however, further
recruitment and validation of this new instrument is ongoing.
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AB0670 | CLINICAL AND LABORATORY MANIFESTATIONS OF
RNP-POSITIVE PATIENTS WITH SYSTEMIC SCLEROSIS

L.P. Ananyeva, R.U. Shayakhmetova, O.A. Koneva, M.N. Starovoitova,
O.V. Desinova, O.B. Ovsyannikova. Department of vasculopathy, V.A.NASONOVA
Research Institute of Rheumatology, Moscow, Russian Federation

Background: Among patients, who meet the classification criteria for systemic
sclerosis (SSc), there are the patients without specific SSc anti-nuclear antibodies
and who are positive for antibodies to ribonucleoprotein (RNP). The clinical
significance of the RNP antibodies in SSc is not clear.

Objectives: To investigate clinical and laboratory characteristics of SSc patients
positive for antibodies to RNP.

Methods: The study included 52 patients (49 women and 3 men, mean
age 44.2+15 years, median disease duration from the beginning of Raynaud’s
phenomenon 11.2+7years) who met the classification criteria of SSc (ACR/EULAR
2013) and have high level (200 U/ml) of antibodies to RNP-70 (determined
by ELISA, range 0-25 U/ml). Clinical, laboratory, and immunologic data were
collected on all patients.

Results: All the patients met the criteria for classification of SSc ACR/EULAR
2013 (table 1). Other prevalent clinical manifestations were gastroesophageal
reflux in 63, 5% of patients, joints involvement in 58%, myositis in 30, 7%,
serositis in 27.5% (including 23% of pericarditis). All patients were positive for
antinuclear factor (Hep-2) and in some cases RF, anti-SS-A, anti-SS-B, anti-Sm
and anti-dsDNA antibodies were identified. The increased levels of CRP and/or
ESR were found in 56% of cases. Among the SSc patients, there were 38 (73%)
who satisfied for the classification criteria for mixed connective tissue disease
(MCTD) proposed by Kasukawa et al. (1987).

Table 1. Frequency of items of SSc classification criteria (ACR/EULAR 2013) in the group under
study

ltems 52 patients

Skin thickening of the fingers extending proximal to the metacarpophalangeal joints 9 (17,3%)

Skin thickening of the fingers: 41 (78,8%)
puffy fingers 29 (55,7%)
sclerodactily 14 (27%)

Fingertip lesions 22 (42,3%)

Telangiectasia 25 (48%)

Abnormal nailfold capillaries 45 (86,5%)

Lung involvement: 37 (72%)

Pulmonary arterial hypertension 2 (4%)

Interstitial lung disease 35 (68%)
Raynaud’s phenomenon 52 (100%)
SSc-related autoantibodies: 12 (23%)

ACA 4(7,7%)

Anti-Scl-70 8 (15,4%)

Conclusions: In the group under study the limited form of SSc dominated, with
high frequency of the different manifestations of vasculopathy, esophagus, joint
and muscle disorders symptoms. A subtype of RNP-positive SSc patients often
met the criteria for MCTD. This fact makes it reasonable to discuss the possibility
of overlap-syndrome between these two diseases.
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INCREASED BODY FAT BUT DECREASED LEAN BODY MASS
AND BONE MINERAL DENSITY IN PATIENTS WITH IDIOPATHIC
INFLAMMATORY MYOPATHIES ARE ASSOCIATED WITH
DISEASE DURATION, INFLAMMATORY STATUS, SKELETAL
MUSCLE INVOLVEMENT AND PHYSICAL ACTIVITY
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Prague, Czech Republic

Background: Idiopathic inflammatory myopathies (IIM) are characterized by in-
flammation and atrophy of skeletal muscles, pulmonary and articular involvement,
which limit the mobility/self-sufficiency of patients, and can have a negative impact
on body composition.

Objectives: To assess body composition and physical activity of [IM patients and
healthy controls (HC).

Methods: 54 patients with IIM (45 females/9 males; mean age 57.3; disease
duration 5.8 years; polymyositis (PM,22)/dermatomyositis (DM,25)/necrotizing
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myopathy (IMNM,7)) and 30 age-/sex-matched HC (25 females/5 males, mean
age 54.9) without rheumatic/tumor diseases or manifest cardiovascular event were
included. PM/DM patients fulfilled Bohan/Peter criteria for PM/DM. Anthropometric
parameters and body composition were assessed (by densitometry-iDXA Lunar,
and by bioelectric impedance-BIA2000-M), and physical activity was evaluated
using Human Activity Profile (HAP) questionnaire. Routine biochemistry analysis
was performed after 8 hours of fasting. Muscle involvement was evaluated by
manual muscle test (MMT)-8. Data are presented as mean+SD.

Results: Compared to HC, patients with 1IM had significantly increased body fat
% as assessed by iDXA (BF%: 38.7+6.7 vs. 42.5+7.1%, p=0.015), but decreased
lean body mass as assessed both by iDXA (LBM: 45.7+6.6 vs. 40.327.0 kg,
p=0.0005) and BIA (LBM: 53.2+8.5 vs. 48.7+9.0 kg, p=0.0295), and increased
ECM/BCM ratio (extracellular mass/body cell mass: 1.00+0.12 vs. 1.43+0.42,
p<0.0001), which reflects worse muscle predispositions for physical exercise,
aerobic fitness/performance, and also increases with deteriorating nutritional
status. Compared to HC, IIM patients had significantly lower bone mineral
density (BMD: 1.16+0.10 vs. 1.05+0.11 g/cm?, p=0.0010), and were currently
able to perform less energetically demanding physical activities according to
HAP score (86.315.9 vs. 49.0+20.2, p<0.0001). Disease duration negatively
correlated with BMD (r=-0.392, p=0.004) and LBM-BIA (r=-0.272, p=0.047). CRP
was positively associated with BF% assessed both by DEXA (r=0.276, p=0.035)
and BIA (r=0.306, p=0.025). MMT-8 score negatively correlated with ECM/BCM
ratio (r=-0.385, p=0.006), and physical activity (HAP) negatively correlated with
BF%=>DEXA (r=-0.292, p=0.032).

Conclusions: Compared to healthy age-/sex-matched individuals we found
significant negative changes in body composition of our IIM patients, which
are associated with their disease duration, inflammatory status, skeletal muscle
involvement, and physical activity, and could reflect their impaired nutritional
status and predispositions for physical exercise, aerobic fitness and performance.
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ABO0672 | RISK FACTORS AND TREATMENT OF RECURRENT
DERMATOMYOSITIS AND POLYMYOSITIS

S. Yamada, H. Yamashita, Y. Takahashi, H. Kaneko. Division of Rheumatic
Diseases, National Center for Global Health and Medicine, Tokyo, Japan

Background: Patients with polymyositis (PM) and dermatomyositis (DM) often
have repeated exacerbations of myositis. Sometimes immunosuppressive agents
are added to induce remission in steroid-resistant cases, with steroid reduction in
maintenance therapy, and to prevent exacerbations. However, comparative clinical
studies are difficult to conduct and the appropriate immunosuppressive agents
are not known [1-2]. There are also no studies of the treatment in recurrent cases
with repeated relapses.

Objectives: In this study, we defined myositis that relapses more than once as

recurrent myositis and examined its risk factors and re-induction treatments.

Methods: Patients from our PM and DM database who were hospitalised between

January 1991 and September 2016 were reviewed. We included only patients

who had been followed for more than 1 year.

Results: There were 14 cases (13.1%) with recurrent myositis. The average

observation period was 11.3 and 8.0 years in the relapsing and non-relapsing

groups, respectively (P =0.18), and the average ages at onset were 46.2 and

55.0 years (P =0.17). The myositis relapse rate was significantly higher in

the anti-aminoacyl-tRNA synthetase (ARS) antibody-positive group than in the

group with other antibodies [8/24 (33.3%) vs. 0/14 (0.0%) cases; P =0.02].

The myositis relapse rate was significantly lower in the group in which one

more immunosuppressive agent was combined in the initial treatment than

in the group without any [3/53 (5.7%) vs. 11/48 (22.9%) cases; P =0.02].

The myositis relapse rate did not differ significantly between DM and PM,

men and women, the groups with or without malignancy, the groups with or

without interstitial pneumonia (IP), and groups with or without the following initial
findings: fever, joint pain, dysphagia, constipation, bedridden, muscle pain, distal

muscle weakness, cutaneous symptoms (e.g., heliotrope rash, Gottron’s sign, V

signs, Raynaud’s phenomenon, skin ulcers and necrosis, and itching sensation),

cardiac complications, hypertension, diabetes, and smoking history. There was no
significant difference in the serum creatine kinase and C-reactive protein between
the relapse and no-relapse groups. Only 3 of 14 cases (21.4%) had successful
re-remission induced and were on maintenance therapy. In two of these cases,
two immunosuppressive agents other than glucocorticoid were added: tacrolimus
and methotrexate in one and tacrolimus and mycophenolate mofetil in the other.

The other 11 patients were treatment-resistant.

Conclusions: The presence of anti-ARS-antibody and initial treatment with gluco-

corticoid only (without any other immunosuppressive agent) were the only two risk

factors for recurrent myositis; none of the other factors examined were significant.

Recurrent myositis is often treatment-resistant; if one immunosuppressive agent

cannot introduce remission, it is worth trying two agents.
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RNP) SHOWS ADDED VALUE FOR DIAGNOSIS OF SYSTEMIC
SCLEROSIS
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Background: Systemic sclerosis (SSc) is a heterogeneous and often systemic
autoimmune disorder characterised by specific autoantibody subsets. The disease
is associated with anti-nuclear antibodies (ANA) and the detection of each of
the autoantibodies is useful during diagnosis. Most SSc patients are positive for
anti-centromere or anti-Scl70 antibodies. The presence of more rare antibodies
to, e.g. Fibrillarin (U3 RNP), RNA-polymerase Ill and PM-Scl are often indicative
of a systemic or a limited skin involvement.

Objectives: In this in-house study the prevalence, and clinical sensitivity and
/specificity of anti-Fibrillarin antibodies in a subset of patients diagnosed with SSc
was investigated. The major aim was to find out whether Fibrillarin testing would
identify patients which are negative for standard parameters and therefore add
value forin the diagnosticis workup for patients with suspected SSc.

Methods: Sera from 187 SSc patients, 53 blood donors and 177 disease controls
were analysed for the presence of antibodies to CENP, Scl-70s, PM-Scl, RNA
Pol Il and Fibrillarin using the EliA platform (Thermo Fisher Scientific, Freiburg,
Germany).

Results: In 149 out of the 187 patients one or more of the tested parameters
were detected. Fibrillarin was identified in 7 out of the 149 patients including 6
solely positive for Fibrillarin. Overall sensitivity within this study is 79,68% with an
overall specificity of 92,17%,; for Fibrillarin sensitivity of 3,74% and specificity of
98,70% was shown within this cohort.

Conclusions: Increased diagnostic sensitivity was shown in this cohort of 187
patients with SSc by adding the analysis of antibodies against Fibrillarin. Testing
allowed additional identification of 6 SSc patients which correlates to an increase
of 3,74% in sensitivity.
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AB0674 | YKL-40 IS THE BIOMARKER FOR THE PRESENCE OF
INTERSTITIAL PNEUMONIA AND PULMONARY ARTERIAL
HYPERTENSION IN SYSTEMIC SCLEROSIS

T. Furukawa, K. Matsui, M. Kitano, Y. Yokoyama, M. Sekiguti, N. Azuma,
H. Sano. Division of Rheumatology, Department of Internal Medicine, Hyogo
College of Medicine, Nishinomiya, Japan

Background: SSc is a refractory of connective tissue disease that causes fibrosis
of the skin and various organs. Recently, it is attention to 2013 ACR/EULAR
classification criteria because can diagnose early phase before causing skin
involvement in SSc. Thus, we considered that YKL-40 which is known to be
involved in inflammation, tissue fibrosis and remodeling, is useful marker for
evaluating early diagnosis and complications in SSc. YKL-40 is a chitinase-like
protein and expressed in the synovial membrane and cartilage fibroblast cells
in Rheumatoid Arthritis. Several cases of relationship between SSc and YKL-40
have been reported overseas, but it is unclear. Our report is the first in Japan.
Objectives: We investigated serum YKL-40 levels and examined immunohisto-
chemistry (IHC) with YKL-40 of cutaneous tissue in SSc patients. To clarify
YKL-40 is useful biomarker in early diagnosis in the presence or absence of
complications in Japanese SSc patients.

Methods: Between August 2014 and March 2016, we treated 57 SSc patients
in our department. We excluded infection, malignant disease, and other active
complication may be a factor that increases YKL-40 levels. The patients were
divided into 4 groups depending on whether suffered IP or PAH, which can affect
the prognosis. Group1 (n=30) did not suffer from either IP or PAH, Group2 (n=12)
suffered from IP, Group3 (n=7) suffered from PAH, and Group4 (n=8) suffered
from both IP and PAH. YKL-40 levels in 4 groups and a control group of healthy
individuals (n=13) were measured by ELISA. And age percentile strata of YKL-40
were calculated because serum YKL-40 levels have reported to rise with age;
YKL-40 age percentile = 100/(1 + (Serum YKL-40 levels®) x (1.0623%) x 5000).
IHC with YKL-40 of skin biopsy tissue from patients and controls was performed
to investigate YKL-40 expression.

Results: YKL-40 age percentile were elevated in Group1 compared to controls
(42.0£24.5 vs 21.8+15.6), and were elevated due to complications (Group2, 3,
4: 61.8£21.4, 88.9+8.2, 94.4+8.7), with a tendency for PAH to cause greater
elevation. There was no significant difference between Group3 and Group4, and



