A Rare Presentation of Systemic Lupus Erythematosus with
Juvenile Dermatomyositis
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Abstract

The systemic lupus erythematosus (SLE) is a rare type of autoimmune disease, which is associated with the
involvement of multiple systems. It is characterized by the production of autoantibodies. Usually, it has a
relapsing and remitting course. Juvenile dermatomyositis is the most prevalent chronic inflammatory muscle
disease among children and adolescents with SLE. This disease predominantly involves the skin and skeletal
system. Its most common symptoms include distinctive skin rashes and inflamed muscles. The insufficient
disposal of apoptotic cells may result in the stimulation of T cells and B cells by the antigens in the patients
with SLE. At the surface of the dying cell, fragments of cellular material develop during the cycle of cell
death. We presented the case of a 15-year-old female, who complained of erythema and generalized rash
present on the face, markedly present over her cheek, bridge of the nose and the forehead since 7 months. She
developed erythematous, scaly and crusted lesions on the scalp, back, trunk and upper limbs along with the
vesiculobullous lesion of the oral mucosa. She also developed a progressive generalized muscle weakness
for the past 3 months. To a large extent, intravenous glucocorticoids are helpful, but standardization of tests

and treatment schemes are required to enhance the awareness of this rare case.
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Introduction

Lupus is a chronic autoimmune inflammatory
condition, presenting with a vast range of clinical
presentations, which arises due to the involvement of
multiple systems!2. The systemic lupus erythematosus
(SLE) is the prevalent form of lupus, which is usually
referred to as “lupus,” but it is distinguished from
other types of lupus due to its effects on the multiorgan
systems. It is a chronic autoimmune disease, which
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has clinical and serological heterogeneity®. SLE is a
rare autoimmune disease that involves multiple organ
systems, characterized by inflammation and production
of antibodies to nuclear and cytoplasmic antigens. It has
a relapsing and remitting course*. The prevalence of
SLE ranges from 0.03% in Caucasians to 0.2% in Afro
Carribeans. Its incidence in females is 90% or more,
and the most common age is 20-30 years®. SLE’s most
important feature is the development of auto-antibody,
which is specific to a wide variety of targets but often
attacks the antigens present inside the cell or nucleus
4 SLE accompanies a sustained production of immune
complexes and autoantibodies. The antigens cause the
release of cytokines, vasoactive peptides, chemokines,
proteolytic enzymes and oxidants due to the activation
of complement. This causes activation and influx of
multiple tissue cells into target tissues of T and B cells,
monocytes or macrophages, and dendritic cells®. It is
believed that SLE may arise as a result of programmed
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cell death or inequitable clearance of these cells. It
corresponds to inherited mutations in complements Clq,
C2 and C4.

Juvenile dermatomyositis is the most common
chronic inflammatory muscle disease in children and
adolescents with SLE. It predominantly involves the skin
and skeletal system*S. Distinctive skin rashes, as well
as inflamed muscles, are the most common symptoms.
It can be monocyclic or polycyclic, with periods of
remission and relapse. The findings include proximal
muscle weakness and violaceous discolouration of
eyelids, also called as heliotropic rashes . 10-20% of
cases can be ulcerative, while 30% of cases can progress
to calcinosis later on. In many cases, intravenous
methylprednisolone and methotrexate can induce a
rapid response. Cyclophosphamide can be used for
the treatment of Lesional ulcerations. Cutaneous
manifestations are mostly attributed to juvenile cases
than adults. SLE commonly involves the skin, and many
skin eruptions can be due to exposure to UV light.

The main types include the following?*:

*  The classical facial rash is elevated, erythematous
and painful, and appears on the cheeks. It can be
itchy. The nasolabial folds are usually spared.

* The discoid rash is hyperkeratosis with alopecia
which is of scarring type especially on the scalp.

*  Non-scarring alopecia
*  Urticarial eruptions
* Livedo reticularis

Case report: A 15-years-old female born of
secondary consanguineous marriage presented with the
complaints of erythema and generalized rash on the face,
markedly over her cheek, bridge of the nose and forehead
for the past 7 months. She developed vesiculobullous
lesion of the oral mucosa and erythematous, scaly and
crusted lesions on the scalp, upper limbs and back,
which healed with hypopigmentation. Similar lesions
were found on the trunk and the extensor surface of the
upper limbs. She also complained of painful oral ulcers,
which resulted in significant difficulty in eating.

She also presented with progressive generalized
muscle weakness for the past 3 months and complained
of the inability to perform household chores. She had
difficulty getting up from the bed and lifting the arm while
changing clothes. She complained of easy fatiguability
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and tightening of limb, with more involvement of the
lower limb in comparison to the upper limb.

She later developed low-grade intermittent fever
associated with joint pain, particularly in the large joints
like knee joints and hip joints. She complained of a
reduction in vision in the eyes, with more involvement
of the left eye, which gradually progressed. She also
complained of dryness in the eyes. She complained
of alopecia for the past 5 months, more on the
temporoparietal regions, presenting in patches with
sustained frontal margin. She showed a decrease in
appetite and weight loss for the past 7 months. She
complained of irregular menstrual bleeding with the
decreased flow, which lasted for 1-2 days over a gap
of 35-40 days. It was not associated with pain or blood
clots.

On general examination, the patient was thin-built
and malnourished. On cutaneous examination, there
was a diffused loss of hair with patchy alopecia at some
areas along with few hyperpigmented scaly lesions,
erythematous rashes over the face including both cheeks,
bridge of nose and forehead, and scaling and crusting
accompanying the lesions. Local examination revealed
oral ulcers in the buccal mucosa. Systemic examinations
were found normal.

Laboratory  investigations performed.
Complete blood count (CBC) revealed Haemoglobin
(Hb) = 8.9 g/dl, White blood cells (WBC) = 2600 cells/
mm3 (Monocyte = 4, Granulocyte = 34, Lymphocyte
= 60, Eosinophil = 02, Basophil = 00), platelets =
75,000/mm3, erythrocyte sedimentation rate (ESR)
= 70 mm/hr, C Reactive Protein (CRP) = Positive,
Serum creatinine = 0.73, direct Coomb’s test = positive
and serum creatine kinase = 400 unit/litre. The CBC
showed a raised erythrocyte sedimentation rate (ESR),
which suggested of thrombocytopenia, thereby pointing
towards an infectious cause. Liver function tests (LFT),
renal function tests (RFT) and Urine routine were found
within the normal range. Specific tests were carried
out, and anti-double stranded DNA (anti-dsDNA) was
found positive (4.16) and anti- antinuclear antibody
(anti-ANA) was positive (102.44). The ophthalmologic
test was suggestive of anterior subcapsular cataract of
the left eye. An autoimmune etiology was suspected as
per the pattern of rashes and cachexia in the adolescent
female. Further investigations were performed, and
the skin biopsy reported of scleroderma. USG pelvis
revealed hypoplastic uterus.

were
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According to Bohan and Peter classification, this
patient fit in the criteria of Juvenile Dermatomyositis.
According to the American College of Rheumatology
(ACR) criteria of SLE, the diagnosis was confirmed. The
diagnosis was ‘SLE with juvenile dermatomyositis’.

Discussion

SLE is a chronic disorder involving multiple organ
systems, predominantly due to the development and
deposition of immune complexes and autoantibodies,
resulting in subsequent impairment in the organs'-’.

The antigens, which cause the stimulation of T
cells and B cells in patients with SLE may be due to
the insufficient disposal of apoptotic cells**. The
fragments of cellular material develop at the surface of
the dying cell during the cycle of cell death. A higher
concordance is seen in the monozygotic twins, and
the disease is associated with polymorphic variants at
the HLA locus. In a few instances, SLE is linked with
inherited mutations. ®. Genome-wide association studies
have identified polymorphisms near other genes, which
can lead to SLE; these genes are involved in regulating
immune cell function.’ The fact that environmental
factors, which can cause flares of lupus such as UV light
and infections, can increase the oxidative stress and cell
damage supports the apoptotic theory.* Autoantibodies
are prevalent in Juvenile Dermatomyositis. They can
be categorised into two groups, as follows: myositis
specific antibodies (MSA), which target the synthesis
of proteins, cytoplasmic or nuclear components, and
myositis-associated antibodies (MAA), which are
usually present in many autoimmune disorders and
syndromes that overlap. Approximately 70 per cent of
children with Juvenile Dermatomyositis have one or
more detectable MSA or MAA!!. Balwani et-al reported
progressive renal failure in Lupus patient.!?

Conclusion

SLE with juvenile dermatomyositis is arare disorder.
Since the international consensus regarding diagnosis
and treatment is currently unavailable, the management
is thus variable. So, precise recommendations would help
physicians in the proper management of patients with
juvenile dermatomyositis. Specific recommendations
at present involve examination of muscle disease, skin
disease, calcinosis, biomarkers, and autoantibodies.
Management with intravenous glucocorticoids is helpful
to some extent. It is suggested that the standardization
of tests and treatment plans with collaborative research
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studies would acknowledge the profundity of rare
disorders like this.

Erythematous, scaly and crusted lesions on the
scalp, upper limbs and back, which healed with
hypopigmentation
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