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ABSTRACT

Sacroiliitis has been scarcely reported in patients with systemic lupus erythematosus (SLE). In this article, we presented a pediatric case with coexistence of juvenile SLE and juvenile spondyloarthropathy (SpA) and discussed the clinical and laboratory findings by the literature review. A 16-yearold female patient with a diagnosis of SLE was referred to our outpatient clinic with inflammatory low-back pain for two months. Sacroiliac magnetic
resonance imaging confirmed the presence of bilateral active sacroiliitis. She was finally diagnosed with juvenile SpA. She achieved remission with
subcutaneous methotrexate and non-steroid anti-inflammatory drugs. To the best of our knowledge, this is the first pediatric case with SLE and SpA.
This case provides further implication about atypical presentation of a well-known disorder.
Keywords: : Juvenile spondyloarthropathy, sacroiliitis, systemic lupus erythematosus.

Systemic lupus erythematosus (SLE) is an
autoimmune disease that involves multiple organ
systems. Musculoskeletal (MS) involvement occurs
in either during the disease course in 70-95% of
SLE patients or as an initial finding in nearly 50%
of the cases.1,2 MS involvement may vary from
myalgia, arthralgia, non-erosive arthritis, myositis,
tenosynovitis to contractures and avascular
necrosis.2 However, co-existence of sacroiliitis3,4
or spondyloarthropathy (SpA) is really scarce.5 In
this article, we reported a patient presenting with
juvenile SLE and SpA and discussed the clinical
and laboratory findings by the literature review.
To the best of our knowledge, this is the first
pediatric case with coexistence of juvenile SLE
and SpA.

CASE REPORT
A 16-year-old Syrian female patient was
admitted to our hospital with low-back pain present
for two months. She was born by vaginal delivery
at 39 weeks as the second child of consanguineous
parents (first cousins). She had initially presented
to a local medical center with fever, rash, fatigue,
oral ulcers and pancytopenia a year before.
She was diagnosed with SLE. Prednisolone
(1 mg/kg) and hydroxychloroquine therapy was
administered. One year later, she was referred to
our hospital due to complaints of low-back pain
worsening in the morning and after a long resting
period during the last two months. She also
suffered from morning stiffness lasting two-three
hours and heel pain. On physical examination,
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Flexion, ABduction, External Rotation test and
sacroiliac compression tests were all positive. She
had tenderness in sacroiliac joints (SIJs) and heels.
Schober test result was 5 cm. With these findings,
she was hospitalized for a detailed evaluation.
In laboratory work-up, baseline complete blood
count, biochemical tests, and complete urinalysis
were normal. Erythrocyte sedimentation rate
was 43 mm/hour and C-reactive protein was
9.4 mg/L. The homogenous nucleolar antinuclear
antibody pattern was found to be positive at 1/320
titer. Anti-double stranded deoxyribonucleic acid
was also positive. Anti-cardiolipin and anti-b2
glycoprotein antibodies, lupus anticoagulant
were all negative. She had normal levels of
complement 3 and 4. She underwent sacroiliac
and thoracolumbar magnetic resonance imagining
(MRI). Sacroiliac MRI revealed active sacroiliitis
in the right side based upon bone marrow
edema in short tau inversion recovery sequences
and increased enhancement in post contrast
sequences (Figure 1a). However, thoracolumbar
MRI was normal. Human leukocyte antigen
(HLA)-B27 was negative. Since she used
prednisolone during one year period without
any calcium replacement, dual energy X-ray
absorptiometry (DXA) was performed. DXA
showed L2-L4 Z-score: -2.6 standard deviation
(SD), neck of hip Z-score: -2.5 SD. Anti-resorptive
treatment including pamidronate, calcium and

(a)

vitamin D were administered. Steroid treatment
was tapered to 5 mg per day. She had a low
socio-cultural level and used immunosuppressive
agents approximately for one year. Therefore,
she was screened for presence of tuberculosis
(TB). Tuberculin skin test was 0 mm and
computed tomography (CT) of the thorax was
normal. Finally, CT-guided needle biopsy of the
right SIJ was performed and histopathological
examination revealed chronic inflammation
(Figure 1b). Bacterial and TB cultures, as well as
TB polymerase chain reaction were all negative.
She was diagnosed with juvenile SpA after exact
exclusion of differential diagnoses. Subcutaneous
methotrexate (15 mg/m2/weekly), folic acid
supplement, and non-steroid anti-inflammatory
drug were started. Her symptoms responded
to this treatment positively. A written informed
consent was obtained from the legal guardians of
the patient.
We conducted a systematic review of the
published literature about SLE and SpA. We
searched the literature from inception to
January 2019, using the following keywords;
‘systemic lupus erythematosus’, ‘SLE’, ‘juvenile
systemic lupus erythematosus’, ‘juvenile SLE’,
‘spondyloarthropathy’, ‘sacroiliitis’, ‘ankylosing
spondylitis’ and ‘pediatric’. Both searches were
limited to English language. Two investigators

(b)

Figure 1. (a) Sacroiliac magnetic resonance imagining of patient with juvenile systemic lupus erythematosus and
spondyloarthropathy (active sacroiliitis in right side). (b) Computed tomography-guided needle biopsy of right
sacroiliac joint.
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independently reviewed potentially eligible
articles. Discrepancies were resolved by discussion
between the authors and with a third author. Up
to date, only 10 adult patients with SLE and SpA
have been described (Table 1).5-13

DISCUSSION
The co-existence of SLE and SpA is rare. The
presented patient was the first pediatric case in
the literature. Previously, 10 adult patients with
SLE and SpA have been reported (Table 1).5-13
Among them, eight patients (80%) had malar rash,
seven (70%) had hematologic involvement, four
(40%) had renal involvement and three (30%) had
discoid rash revealing SLE.5-13 All patients fulfilled
the American Collage of Disease criteria for
SLE.14 Furthermore, six patients had peripheral
arthritis. HLA-B27 was positive in six patients.
The X-ray findings revealed sacroiliitis in all of
them and all patients were classified as having
SpA according to Modified New York Criteria
for ankylosing spondylitis (AS).15 Our patient also
fulfilled the previously described pediatric criteria
for these two diseases.16,17 However, she was
negative for HLA-B27.
Systemic lupus erythematosus patients are prone
to develop common and opportunistic infections
like TB due to intrinsic immunologic defects
and immunosuppressive therapy introduced.18
Patients with SLE had increased incidence of TB
compared to the general population and TB of the
SIJ in SLE has been previously reported.18 Since
our patient had a low socio-cultural level and
used immunosuppressive agents for more than
a year, we first focused to evaluate the presence
of TB. However, TB was excluded by radiologic,
laboratory and histopathological examinations.
Joint involvement in SLE is typically symmetric,
non-erosive and non-deforming, with polyarticular
involvement, affecting both large and small
joints. Although it is rare, isolated sacroiliitis
have been previously described in patients with
SLE.3,4 Juvenile SpA is a group of seronegative
arthritis which is characterized by enthesitis,
asymmetrical oligoarthritis of lower extremities,
axial involvement and HLA B27 positivity and
starts prior to 16 years of age.17 It is difficult to
distinguish whether sacroiliitis is a musculoskeletal
finding of SLE or if it is due to the coexistence

of two diseases; SLE and SpA. The presented
case met the criteria for juvenile SpA with
presence of sacroiliitis and enthesitis. However,
she was negative for HLA-B27 antigen. Different
pathogenetic mechanisms play role in these two
diseases, but combination of the susceptibility
genes or epigenetic factors may lead to this
rare coexistence. For instance, previous studies
have demonstrated that microRNA-16, a small
noncoding ribonucleic acid molecule displaying
role in development of autoimmune disease, is
down-regulated in patients with SLE and AS.19
However, to date, immunogenetic mechanisms
underlying the coexistence of SLE and SpA are
still unclear. We need more evidence to speculate
about these pathogenic mechanisms and this case
may point out to the need for further approaches
about this rare association.
In conclusion, we described a pediatric patient
with concomitant SLE and SpA. However, this
coexistence is rare and improvement of the
knowledge on these diseases may guide us
to define the underlying pathogenesis. Further
multicenter studies with more patients and
prospective follow-up are required to understand
the whole spectrum of these diseases.
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