
shoulders, elbows, wrists, hips, knees and ankles. Blood tests
revealed anemia (HGB 73 g/l), thrombocytopenia (PLT 120 x 109/L),
leukocytosis (WBC 23 x 109/L), ESR 60 mm/h; in the clinical analysis of
urine - proteinuria. In the blood test was detected significantly
increased levels of CRP (129 mg/L), ferritin (637 ng/mL), triglycerides
(1.39 mm/L), hypoproteinemia (48 g/L), hypoalbuminemia (31 g/L); the
level of ALT, AST, LDH was normal. The level of D-dimer was 4792ng/
mL, fibrinogen - 8.8 g/L, antithrombin III - 156%, protein C - 64%,
coagulation Factor IX activity - 150 %, coagulation Factor VIII activity
289%. An increase of antinuclear antibodies, cardiolipins, phospho-
lipids and ANCA were excluded. A nasopharyngeal swab was negative
for SARS-CoV-2 (was made on the 5th day of the disease). On 14th
illness day we detected IgM antibodies directed toward SARS-CoV-2
in this patient (IgG antibodies directed toward SARS-CoV-2 were
absent). An echocardiogram showed no coronary artery abnormalities,
echocardiogram was normal, a chest CT and MRI of the brain also
were normal. The diagnosis was fulminant purpura in a patient with
SARS-CoV-2. This boy received heparin, IVIG 2 g/kg, dexamethasone
10 mg per meter of body surface a day, antibiotic therapy was
continued. As a result fever, petechial rash and necrosis regressed.
After 4 weeks we detected IgG antibodies directed toward SARS-CoV.
Conclusion
the current case demonstrates the possibility of developing a multi-
system inflammatory syndrome like fulminant purpura in patients who
had SARS-CoV-2.
Disclosure
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P054 RISK OF DEATH DURING THE 2020 UK COVID-19
EPIDEMIC AMONG PEOPLE WITH RARE DISEASES
COMPARED TO THE GENERAL POPULATION
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J. Grainge1, Richard B. Hubbard1, Jeanette Aston3, Mary Bythell3,
Sarah Stevens3 and Fiona A. Pearce1,2

1University of Nottingham, Epidemiology and Public Health,
Nottingham, UNITED KINGDOM, 2Rheumatology, Nottingham
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Background/Aims
To quantify the risk of death among people with rare autoimmune
rheumatic diseases (RAIRD) during the UK 2020 COVID-19 epidemic
compared with baseline risk and the risk of death in the general
population during COVID-19.
Methods
A cohort study was performed using data from the National Congenital
Anomaly and Rare Disease Registration Service (NCARDRS). Coded
diagnoses for RAIRD were identified from Hospital Episode Statistics
from 2003 onwards. Previous coding validation work demonstrated
our case ascertainment methods had a positive predictive value
>85%. ONS published data were used for general population mortality
rates. The main outcome measure was age-standardised mortality
rates (ASMRs) for all-cause death. Secondary outcome measures
were age-sex standardised mortality rates, and age-stratified mortality
rates.
Results
168,691 people with RAIRD were alive on 1 March 2020. Their median
age was 61.7 (IQR 41.5-75.4) years, and 118,379 (70.2%) were female.
1,815 (1.1%) people with RAIRD died during March and April 2020.
The ASMR among people with RAIRD was 3669.3 (95% CI 3500.4-
3838.1) per 100,000 person-years, which was 1.44 (95% CI 1.42-1.45)
times higher than the average ASMR during the same months of the
previous 5 years. In the whole population of England, the ASMR during
March and April 2020 was 1361.1 (1353.6- 1368.7) per 100,000
people, which was 1.38 times higher than the average ASMR during

the same months of the previous 5 years (see related abstract about
influenza seasons). Unlike in the general population, sex-specific rates
in RAIRD were similar in males and females. When comparing risk of
death during COVID-19 to pre-COVID-19, people with RAIRD had an
increased risk of death from age 35 upwards, compared to around age
55 upwards in the general population. As the protective effect of being
female was not seen in RAIRD, the group at the largest increased risk
compared to their pre-COVID-19 risk were women aged 35 upwards.
The absolute risk of all-cause death for someone aged 20-29 with
RAIRD was similar to someone in the general population aged >20
years older, someone aged 40-49 years with RAIRD similar to
someone in the general population 20 years older, and someone
aged 60-69 with RAIRD similar to someone in the general population
aged >10 years older.
Conclusion
The excess risk of all-cause death during COVID-19 occurs at a
younger age among people with RAIRD than among the general
population, and particularly affects females. . We urgently need to
quantify how much risk is due to COVID-19 infection and how much
due to disruption to healthcare services to inform better guidance
about shielding, access to healthcare and vaccine priorities for people
with rare diseases.
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Background/Aims
In March 2020, the WHO characterised COVID-19 as a pandemic.
Whilst many people with COVID-19 infection appeared to have mild or
no symptoms, a significant proportion became seriously ill. At the time,
little was known about how patients with rheumatic or autoimmune
conditions, many of whom use immunosuppressive medications, are
affected by the virus. The aim of the patient-led longitudinal survey (the
COVID-19 European Patient Registry, EPR) is to better understand the
impact of COVID-19 on these patients. This specific analysis aims to
understand how the number of confirmed COVID-19 cases affects the
self-reported level of worry experienced by participants.
Methods
The EPR comprises an online health questionnaire. Each week
participants are sent a short follow-up survey concerning exposure
to COVID-19, symptoms, diagnosis, how worried they feel (scale, 0-
10), and a range of behaviours. The weekly mean worry score from
participants was calculated by country, and compared to the weekly
total number of cases of COVID-19 reported within each country. The
association between worry score and a range of behaviours was also
calculated.
Results
To 27 September 2020, a total of 3,619 adults and 639 children were
included in the EPR. There is a correlation between the total number of
weekly cases and the mean worry score amongst UK-based adult
participants in the EPR (linear regression, R2

¼0.779,P<0.001).
Interestingly, there is no such correlation in any other country with
participants in the EPR, nor amongst parents of children with
rheumatic conditions. Additionally, the level of worry is associated
with specific behaviours that affect exposure to the coronavirus for all
adult participants.
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P055 TABLE 1:

Behaviour Effect of worry

Social distancing� Mean worry correlated with proportion of parti-
cipants social distancing

Self-isolation (staying at
home despite no symp-
toms or known exposure
to cases)

�

Mean worry correlated with proportion of parti-
cipants self-isolating

No action to protect
against coronavirus

�
Mean worry negatively correlated with proportion

of participants not social distancing or self-
isolating

Mask wearing or remaining
home

��
Participants with higher worry score more likely to

not leave home at all during the week
Participants with higher worry score more likely to

remain outside and not enter buildings during
the week

Participants with higher worry score more likely to
wear a mask every time they leave home

Participants with lower worry score more likely to
not wear a mask

Participants with lower worry score more likely to
wear a mask only ‘sometimes’

Level of self-reported worry, associated with a range of behaviours.
�

Pearson’s correlation, P< 0.001.
� �

ANOVA, P< 0.05.

Conclusion
The number of confirmed cases of COVID-19 is associated with the
level of worry, and consequent behaviour change, amongst UK adults
with rheumatic conditions. This suggests that the number of cases,
government response, and media portrayal affect how worried
participants feel. This in turn drives behavioural change towards
COVID-avoiding behaviours. This phenomenon appears exclusive to
UK-based adults, suggesting differences in the perception of the
threat posed by COVID varies between countries.
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