
Sweden). Data on clinical manifestations of patients as well as
self-reported information on RP of HBD were available.
Results Significantly higher proportion of subjects with SSc
than SLE, pSS and HBD had aab against Scl-70, CENP-A,
CENP-B, RNA polymerase-III 11kDa, RNA polymerase-III
155kDa, PM-Scl100, PM-Scl75 and Ku (Figure 1). No signifi-
cant difference in prevalence was seen regarding aab against
fibrillarin, NOR90, Th/To or PDGFR. Anti-Ro52/SSA was
found in a higher proportion of patients with pSS (80.2%)
and SLE (41.1%) than in SSc (22.8%). Among patients with
SLE, anti-NOR90 was associated with discoid lupus (p=0.025)
whereas anti-CENP-A was inversely associated with hematolog-
ical disorder (p=0.005) and photosensitivity (p=0.024). Anti-
CENP-A was inversely associated with mucocutaneous (ACR
criteria 1–4, merged) involvement (p=0.014). Anti-CENP-B
was significantly associated with serositis (p=0.005), anti-Ku
with lupus nephritis (p=0.007) and anti-Ro52/SSA with neuro-
logical disorder (p=0.021). Among patients with SSc, 50/57
(87.7%) tested positive for �1 specificity and 6 of the 7
(85.7%) immunoblot negative patients were ANA positive
with immunofluorescence microscopy. Pulmonary fibrosis was
associated with anti-Scl-70 (p=0.008), anti-RNA polymerase-III
11kDa (p=0.003) and anti-RNA polymerase-III 155kDa
(p=0.003). Pulmonary arterial hypertension was associated
with anti-CENP-A (p=0.05). Among HBD, aab against RNA
polymerase-III 155kDa (p=0.027) and PM-Scl100 (p=0.018)
were associated with RP.
Conclusions We demonstrate that the 13 aab included in the
Systemic Sclerosis Profile immunoassay are commonly detected
among patients with SSc, but they are also frequent among
individuals with other diseases characterized by type I IFNs.
This information is important to convey to clinicians, espe-
cially as patients may present with similar manifestations or
overlap syndromes. In SLE, we observed associations between
clinical manifestations and SSc-associated aab which have not
previously been reported.

PO.2.46 CLINICAL AND IMMUNOLOGICAL CONSIDERATIONS OF
CERULOPLASMIN ACTIVITY SHIFTS IN SYSTEMIC LUPUS
ERYTHEMATOSUS

A Trofimenko*, O Emelyanova. Research Institute for Clinical and Experimental
Rheumatology named after A.B. Zborovsky ~ Volgograd ~ Russian Federation

10.1136/lupus-2022-elm2022.76

Background Ceruloplasmin is an oxidoreductase considered to
be a key intracellular antioxidant factor that substantially con-
tributes in SLE pathogenesis. There is disequilibrium between
ROS production and disposal in SLE shifted to accumulation
of toxic products of the free radical reactions. The origin of
such imbalance still remains unclear. Production of autoanti-
bodies to ceruloplasmin and other antioxidant enzymes could
be putative source of their dysfunction.
Purpose Assessment of interrelations between oxidase activity
of ceruloplasmin, anti-ceruloplasmin antibodies presence and
basic clinical and laboratory parameters of SLE with the use
of ceruloplasmin immobilized on the magnetic beads.
Methods The research was conducted according to the WMA
Helsinki Declaration after approval of the local ethics commit-
tee. 63 SLE patients were included in the research when
admitted to rheumatology unit of Volgograd Municipal Hospi-
tal of Emergency Care #25. The diagnosis was verified using

EULAR/ACR classification criteria (2019). Serum samples were
collected after inclusion as well as before the discharge. Dis-
ease activity was assessed by means of ECLAM index. 30
healthy volunteers were included in the reference group. Anti-
ceruloplasmin antibodies were detected by ELISA using cerulo-
plasmin coated magnetic polyacrylamide beads that have been
made by original technology. Oxidase ceruloplasmin activity
was measured using paraphenylenediamine oxidation technique.
The values were expressed as optical density units (ODU).
Results were expressed as means ± standard deviations.
Results Mean ECLAM index in SLE group was 10.2±6.7
points. Mean anti-ceruloplasmin antibody value in the refer-
ence group was 0.020±0.014 ODU. None of individual values
was outside reference interval (M+3SD) meaning that there
were no antibody positive cases in the reference group. 30
(47.6%) SLE patients were demonstrated serum anti-cerulo-
plasmin antibodies, and its mean concentration was 0.134
±0.026 ODU. Ceruloplasmin activity in anti-ceruloplasmin
antibody positive SLE patients was significantly lower than in
antibody negative patients (1.234±0.315 ODU and 1.822
±0.154 ODU, respectively, p<0.001). SLE activity positively
correlated with anti-ceruloplasmin antibody concentration in
contrast to its negative correlation with ceruloplasmin activity.
Moderate but significant increase of ceruloplasmin activity and
decrease of the antibody concentration were found after in-
hospital treatment.
Conclusion Anti-ceruloplasmin antibodies, which can be
found in a large proportion of SLE patients, are eventual
inhibitors of ceruloplasmin oxidase activity, thereby leading
to insufficiency of the extracellular portion of the antioxi-
dant system. The study of antibody formation to ceruloplas-
min, as well as its enzymatic activity, expands the existing
understanding of SLE pathogenesis and outlines ways for
further research in the field of immunological considerations
of antioxidant system.

PO.2.47 HOW SMALL DETAILS AFFECT THE SENSITIVITY OF
DIFFERENT SLE CRITERIA? INVESTIGATING A LARGE
NUMBER OF PATIENTS IN A HUNGARIAN CENTER

DL Csóka, K Tkovács, L Czirják, G Kumánovics*. University of Pécs, Medical School,
Department of Rheumatology and Immunology ~ Pécs ~ Hungary

10.1136/lupus-2022-elm2022.77

Introduction The new 2019 EULAR/ACR classification criteria
includes compulsory ANA positivity as an entry criterion and
contains 7 clinical and 3 immunologic domains. Each domain
involves different clinical signs followed by weighted score
from 2 to 10.
Aim To assess the performance of the 2019 European League
Against Rheumatism/American College of Rheumatology
(EULAR/ACR) classification criteria for SLE patients against
the ACR 1997 and the SLICC 2012 criteria.
Method We performed a retrospective observational study
between 2018.01.01. and 2021.04.27. from 382 patients with
lupus. The diagnosis of SLE was established by the rheumatol-
ogist in rutine care and these diagnosis rates were compared
against those that were determined based on the three classifi-
cation criteria to identifying the sensitivities.
Results Among the patients the ACR 1997 sensitivity was
81% (310 patients) and the SLICC 2012 criteria achieved
95% sensitivity (361 patients). The 2019 EULAR/ACR
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classification criteria had a lower sensitivity (90% - 345
patients) than in the original publication (96%), because of
the lower sensitivity of our ANA test: positive ANA was
detected 94% of the patients tested by enzyme-linked immu-
nosorbent assay (ELISA). Almost all ANA-negative (21/22,
95%) patients showed a positive lupus-associated antibody
test: we established 17 patients with dsDNS, 2 patients with
antiphospholipid, 1 patient with SSA and another one with
C1q positivity. An addition of dsDNS test results to the ANA
positivity as an entry criterion strengthened the sensitivity to
95% (362 patients). From the most important clinical manifes-
tations only neurologic involvements showed higher prevalence
investigated by SLICC criteria compared to 2019 EULAR/ACR
criteria (78/361 patients (21,6%) vs. 29/345 patients (8,4%),
p<0.001), and it was independent from the addition of
dsDNS results to ANA positivity.
Conclusion All investigated criteria sensitivity were similar to
the original publication’s findings, but in some patients our
ANA ELISA test showed false negative results. In case of using
another method like standard indirect immunofluorescent
staining (on HEp-2 or Crithidia luciliae) we recommend a par-
allel investigation for dsDNS test and a preparatory analysis
of the description of the available ANA test.

PO.2.48 INCOMPLETE SYSTEMIC LUPUS ERYTHEMATOSUS:
CLINICAL AND IMMUNOLOGICAL MANIFESTATIONS

T Panafidina, T Popkova*, L Kondrateva, Y Gorbunova, E Nasonov, A Lila. V.A. Nasonova
Research Institute of Rheumatology ~ Moscow ~ Russian Federation

10.1136/lupus-2022-elm2022.78

Purpose Incomplete systemic lupus erythematosus (iSLE) is a
condition of patients with clinical and immunological signs of
lupus who do not fulfill classification criteria for SLE.
Methods All patients were admitted to V.A.Nasonova Research
Institute of Rheumatology between January 2018 and Decem-
ber 2021. A total of 42 patients were enrolled in the iSLE
group. iSLE was defined by rheumatologists as clinical diagno-
sis, not fulfilling ACR 1997 or SLICC 2012 criteria (<4 crite-
ria) and had no classification or specific symptoms of other
rheumatic diseases. The majority of the iSLE patients were
female (98%), aged 38[27–48]years (median [interquartile
range 25%-75%]).
Results The median age of iSLE diagnosis was 33[26–43]years,
the appearance of the first clinical or immunological manifes-
tations at the age 30[22–40]years. In the most patients, there
were no connection with any provoking factors – 57%, in
20%pts the iSLE onset was associated with pregnancy, in 10%-
with infection, 5% each-with combined oral contraceptives
use and insolation. The median disease duration was 15[2–
48]months, 10(24%)pts had a disease duration of �5 years.

At the onset of iSLE diagnosis, the most patients had clini-
cal and immunological signs-74%, clinical only-14%, immuno-
logical only-12%pts. The clinical manifestations were as
follows: fever – 33%, leukopenia – 19%, thrombocytopenia –

17%, autoimmune hemolysis – 2%, psychosis – 5%, migraine
– 19%, acute cutaneous lupus – 17%, subacute/discoid cutane-
ous lupus – 2%, panniculitis-2%, non-scarring alopecia – 5%,
Raynaud phenomenon-2%, oral ulcers – 2%, pleural or peri-
cardial effusion – 12%, joint involvement – 45%, nephritis –

12%. Autoantibody profiles revealed the presence of ANA in
83% cases, anti-dsDNA - in 45%, anti-Sm - none,

antiphospholipid antibodies(aPL) – in 38% of patients. Fifteen
patients (36%) exhibited low complement.

Evolution of iSLE to SLE occurred in 12(28%) of these
patients, 1(2%)- to antiphospholipid syndrome, 2(5%) – to
osteoarthritis, 6(14%) - to none-rheumatic diseases, with a
median interval of 19[8–48]months between iSLE onset and
the other definite diagnosis. The majority (50%) of patients
continue to be observed by a rheumatologist with a diagnosis
of iSLE.
Conclusions The vast majority of patients with iSLE have a
combination of clinical and immunological lupus symptoms.
The most commonly occurring clinical features are joint
involvement, fever, leukopenia, thrombocytopenia and acute
cutaneous lupus. The most common immunological disorders
are positive ANA and anti-dsDNA, more than a third of iSLE
patients had aPL and hypocomplementemia. A significant num-
ber of patients with iSLE, however, have serious organ
involvement: nephritis (12%), serositis (12%), and up to 5%
have neurologic symptoms. This may explain why many iSLE
patients should be treated with immunomodulatory medica-
tions. Therapeutic intervention during the preclassification
period could delay SLE onset and reduce organ damage.

PO.2.49 PREDICTORS OF PROGRESSION IN UNDIFFERENTIATED
CONNECTIVE TISSUE DISEASE: A SYSTEMATIC REVIEW
AND META-ANALYSIS

1S Dyball*, 1M Rodziewicz, 2C Mendoza-Pinto, 3B Parker, 1IN Bruce. 1University of
Manchester ~ Manchester ~ UK; 2Systemic Autoimmune Diseases Research Unit, Specialties
Hospital UMAE ~ Puebla ~ Mexico; 3The Kellgren Centre for Rheumatology ~ Manchester
~ UK

10.1136/lupus-2022-elm2022.79

Purpose Undifferentiated connective tissue disease (UCTD) is
characterised by symptoms and immunology suggestive of a
systemic autoimmune diseases that are not sufficient to diag-
nose a defined connective tissue disease (CTD). Approximately
one third of patients with UCTD will develop a defined
CTD, most commonly systemic lupus erythematosus (SLE).
The identification of profiles predictive of progression has
clinical, therapeutic and prognostic implications. The aim of
this systematic review and meta-analysis was to identify
whether demographics, clinical and immunological parameters,
and novel biomarkers can predict progression from UCTD to
SLE.
Methods MEDLINE, EMBASE and the Cochrane Central
Register of Randomized Controlled Trials were systematically
searched from inception until February 2021. Abstracts and
full-text manuscripts were screened by two reviewers. Publi-
cations were included if they included at least 20 UCTD
patients, a minimum of six months of follow up, and pro-
vided data on at least one risk factor for developing a
defined CTD. QUIPS tool was used to assess risk of bias and
GRADE approach for grading the quality of the evidence.
For predictors reported in at least two studies, meta-analysis
was carried out using random-effects models to pool effect
sizes. Heterogeneity was assessed using the standard chi-
squared test and I2 statistic. Influence analysis was carried
out to identify outlier studies with extreme effect sizes. Pub-
lication bias was assessed using visual inspection of funnel
plots and Egger’s test. The study is registered with PROS-
PERO (ID: CRD42021237725)
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