Rhupus syndrome and Chiari’s network
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ABSTRACT

A 69-year-old female patient was admitted to our clinic with photosensitivity, symmetric erosive polyarthritis, and cutaneous
vasculitis of lower extremities. Rhupus syndrome was diagnosed, and Chiari’s network in the right atrium and interatrial septum
patent foramen ovale was achieved on transthoracic and transesophageal echocardiography. If it is thought that increased prevalence
of antiphospholipid antibodies in patients with rhupus, this congenital remnant is important for the thrombosis risk, cardiac event,
and stroke. The association of both diseases may lead to more serious events and cause worse prognosis. Here, our aim is to present
a 69-year-old female patient with rhupus syndrome presenting with cutaneous vasculitis and Chiari’s network in the right atrium.
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Introduction

The locomotor system symptoms are observed in systemic lupus
erythematosus (SLE) and generally associated with transient,
nonerosive, or erosive polyarthritis of proximal interphalangeal,
metacarpophalangeal joints, and wrists.!" In 1%-3% cases, the
joint involvement pattern may be symmetric erosive polyarthritis
as in rheumatoid arthritis (RA). The coexistence of SLE and RA
called as rhupus syndrome. The clinical features of this syndrome
are generally related to RA, also with SLE (mild and lower
activity), but the major organ involvement is less frequent in

patients with rhupus syndrome.P™

Chiari’s network is a congenital remnant of the right valve of
the sinus venosus.[? The anatomic vatiation is important due to
cardiac complications. If itis thought thatincteased prevalence
of antiphospholipid antibodies in patients with rhupus, this
congenital remnant will be important for developing formation
of thrombosis, cardiac events, and stroke.

We present the case of a 69-year-old female patient with rhupus
syndrome and Chiari’s network in the right atrium.
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Case Report

A 69-year-old female patient was admitted to our clinic
due to morning stiffness more than an hour and bilateral
chronic arthritis. Swan-neck, Boutonniere deformities, and
cutaneous vasculitis of lower extremities were observed on
physical examination. The blood pressute was 125/65 mmHg,
pulse 82 beats/min regulatly, and temperature 36.5°C. She
had no medical history of taking any drugs. The level of
C-reactive protein (CRP) was 18.66 mg/dl and erythrocyte
sedimentation rate was 91 mm/h. The patient clinical and
laboratory features are shown in Table 1. The patient showed
radiological erosion and deformities in the joints [Figure la
and 1b]. Thoracic computed tomography revealed a mass
with a diameter of 51 mm X 28 mm X 32 mm on the right
paracardiac area. Chiari’s network in the right atrium and
interatrial septum patent foramen ovale with normal cardiac
motility was achieved on transthoracic and transesophageal
echocardiography [Figure 2]. She had 8 points for American
College of Rheumatology/European League Against
Rheumatism classification criteria for RA and 5 for SLE.
She was diagnosed with the rhupus syndrome according
to clinical features/laboratory parameters and treated with
hydroxychloroquine and prednisolone. Arthritis, vasculitis
improved, and the inflammatory markers were decreased to
normal values. The patient is still on our follow-up.
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Figure 1: (a,b) Erosion and deformities in the joints

Table 1: Clinical and laboratory features of the case

Photosensitivity  Positive antinuclear antibody (1/1000 homogeneous)

Vasculitis Anti-ribonucleoprotein (+)

Morning stiffness  Positive antiphospholipid antibody (anticardiolipin IgG+)
Erosive chronic
arthritis

Hypocomplementemia

Positive theumatoid factor (156.4 IU/ml)
Positive anticyclic citrullinated peptide (200 U/ml)

X-ray changes
Lymphopenia

Discussion

Coexistence of SLE and RA is called as rhupus syndrome. The
prevalence of the syndrome vaties between 0.01% and 2%.5)
Although it is considered as a variant of lupus arthropathy,
the entity is an overlap due to specific autoantibodies such
as anti-citrullinated protein antibody (ACPA) for RA and
anti-dsDNA, anti-Sm for SLE.*?

SLE or RA may be the first presentation (manifested before or
simultaneously) of the disease. If the first presentation was SLE,
the mean interval time for developing RA was 4.6—16.5 years, in
opposite the interval was 4.3—11.5 The symptoms of rhupus
syndrome about RA is associated with erosive arthropathy,
pleural, pericardial effusion, skin or hematological disorders, and
lower activity for SLE.P!

The prognosis is better than SLE and worse than RA.P!
Furthermore, the autoantibodies are associated with the
prognosis. The autoantibodies are suspected in the pathogenesis
such as anti-dsDNA for nephritis, anticardiolipin for thrombosis,
CRP, anti-RA33, ACPA (citrulline dependence or high levels) for
erosive arthritis, and rheumatoid factor (Rf) as the protective
factor for nephritis.™ The patient had positive antinuclear
antibody, antiphospholipid antibodies, Rf, and anti-CCP with
hypocomplementemia. We have no information about the first
presentation due to the first admission to the hospital. The
patient had medical history about erosive polyarthritis since 6
years, without any cutaneous vasculitis or symptoms of SLE.

Pericarditis, heart block, and valvular abnormalities such
as dysfunction, atherosclerosis, vegetation, and coronary
artery disease are some of the vascular manifestations of
SLE. Major organ involvement is less frequent in patients
with rhupus syndrome.P! In our case, transthoracic and
transesophageal echocardiography revealed Chiari’s network in
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Figure 2: Chiari’s network in the right atrium and interatrial septum
patent foramen ovale

the right atrium. It is a congenital remnant of the right valve
of the sinus venosus without any clinical significance and
can be found in 2% patients evaluated with transesophageal
echocardiography.!”) However, it may be associated with
valvular endocarditis, embolic events, thrombus formation,
and arthythmias." If it is thought that increased prevalence
of antiphospholipid antibodies in rhupus syndrome, this
congenital remnant will become important for developing
formation of thrombosis, cardiac events, and stroke. To the
best of our knowledge, this is the first reported case of rhupus
syndrome with Chiari’s network.

Consequently, the coexistence of connective tissue diseases is a
rare entity such as rhupus syndrome. Although Chiari’s network
is an incidental finding, the rheumatologist should be careful
in patients with thupus syndrome and Chiari’s network due to
complications such as embolic events, thrombus formation,
arrhythmias, and worse prognosis.
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