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Abstract: Background: Childhood systemic lupus erythematosus (SLE) can manifest in various ways, with hematologic
abnormalities being common. However, isolated thrombocytopenia is relatively infrequent. Case Presentation: In this case
report, we describe a 17-year-old female patient who presented with complaints of generalized body aches, weakness, anorexia,
and recent epistaxis, with no relevant medical history, medication use, smoking, or bleeding disorder in the family. After
excluding infectious and other autoimmune causes, SLE was the final diagnosis due to high ANA and anti-dsDNA titers. Despite
conventional steroid therapy, the patient's platelet count remained low, prompting the increase of prednisolone up to 2mg/kg/day.
By day 7th, the platelet numbers reached to 85000/ul, indicating a favorable response. Conclusion: Our findings suggest that
when isolated thrombocytopenia does not respond to conventional steroid therapy, SLE should be considered, and that a child
presenting with isolated hematological abnormality should be screened for childhood-onset SLE.
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1. Introduction

The occurrence of pediatric SLE is relatively uncommon,
new cases that occurring in patients below age of 16 years is
20% [1]. It is possible for immune thrombocytopenia (ITP) to
occur before the full-fledged systemic lupus erythematosus by
several months or years. The incidence of childhood immune
thrombocytopenia (ITP) is 4.3 cases per 100,000 individuals
per year. The relationship between ITP and SLE incidence is
not yet fully understood. According to Zhu et al, the
occurrence of SLE in ITP patients was found to be 4.7%,
while the occurrence of SLE in non-ITP patients was 0.19%.
This suggests that ITP patients have a 26-fold higher risk of
developing SLE compared to the general population [2].

Similar to adults, SLE is more prevalent in females, but as
compared to adult, in children female-to-male ratio is lower
due to minimal effects of sex hormones [3]. Presentation of
SLE in children may vary, but most commonly, initial
symptoms include a gradual onset of fever, lethargy, and small
joint  pain. Hematologic  abnormalities such as
thrombocytopenia, hemolytic anemia, and leukopenia are also
commonly found in children with SLE, but they are typically
associated with other specific features of the disease [4].
Nonetheless, isolated thrombocytopenia, as the only
manifestation of SLE, is rare. As childhood SLE has few signs
and symptoms, early diagnosis and management are critical to
avoid serious complications and poor outcomes. In this study,
we describe a case of 17years old female presented with
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isolated thrombocytopenia, which was later diagnosed as
childhood onset SLE.

2. Case Presentation

A 17-year-old female with no previous co-morbidities
presented to the emergency department with generalized body
aches, anorexia, and weakness for the last month. She had a
single episode of epistaxis recently. There was no history of
rash, photosensitivity, night sweat, anorexia, hematemesis,
hemoptysis, melena, or urinary symptoms. She had no

medication history for the last few months. She was neither a
smoker nor had any history of drug abuse. She had no family
history of epistaxis or autoimmune diseases.

The patient's vital signs were within normal limits, and
there were no visible signs of a rash or restricted movement in
her joints. She did not have any small purple spots on her skin
or swollen lymph nodes. A thorough examination of her
cardiovascular, integumentary, gastrointestinal,
musculoskeletal, and neurological systems did not reveal any
abnormalities. All baseline investigation shown below (Table

).

Table 1. Baseline Investigations during hospital stay.

LAB TEST UNIT (normal range) DAY 1 DAY 3 DAY 5 DAY 6 DAY 7
Hemoglobin g/dl (11.5-17.5) 11.3 10.4 10.7 10.1 10.8
Total leukocyte count (TLC) x10*/ul (4 - 11) 5.46 5.67 6.49 8.78 6.22
Platelet count x10%/ul (150 — 450) 7 8.9 30 55 85
Retic Count % 0.5-2.5 1.7

BUN mg/dl (18 —45) 14.8

Creatinine mg/dl (0.3 —0.9) 0.488

ALT IU/1 (10 - 50) 32

ALP Mg/dl (35-104) 47.5

Serum Bilirubin (SBR) mg/dl (0.1 — 1.0) 0.4

CRP mg/dl (<0.5) 1.30 1.34

ESR mm/hr. 0-20 35

RBS mg/dl (70 - 140) 72

SODIUM mmol/l (135 — 145) 138.8

POTASSIUM mmol/l (3.5-5.2) 3.56

CHLORIDE mmol/l (96 - 112) 106.2

Dengue NS1 Negative

Dengue IgG & IgM Negative

Malarial Parasite Negative

RA Factor Negative

Anti-CCP Antibody Negative

Complete blood test showed a low platelet count with no
abnormal cells present. The patient had elevated levels of CRP
and ESR but tested negative for the RA factor and Anti-CCP
antibody. Other test results, including retic count, coagulation
profile, vitamin B12, and folate levels, were normal. Tests for
dengue serology, malaria parasites, and H. pylori antigen were
negative. Additionally, her 24-hour urinary protein level was
within the normal range. After conducting several tests,
including an ultrasound of the abdomen and pelvis, a chest
X-ray, and an echocardiogram, no abnormalities were found.
She was diagnosed as case of immune thrombocytopenia and
started her on prednisolone at a dose of 1mg/kg/day. However,
after three days, there was no significant improvement in the
platelet count, so the dose was increased up to 2mg/kg/day. By
day five, the platelet's count had significantly improved to
30,000 pl. Further tests revealed a high titer of homogenous
serum ANA at 1: 5120 (normal <1/80) (Figure 1 and Table 2).

Table 2. ANA Profile.

Test Result Titer Normal
Titer

Anti-Nuclear Antibody Homogenous 1: 5120 <1:80

Anti-mitochondrial Antibody Negative

Anti-Smooth Muscle Antibody Negative

Anti-Parietal Cells Antibodies Negative

Figure 1. Homogenous ANA (Highly correlated with SLE).

Anti-dsDNA positivity with a level of 412 TU/mL (normal
<30 IU/ml) shown below (Table 3) but normal complement
levels. The patient's platelet count improved to 85,000 ul by
day seven, and she was discharged on oral prednisolone at a
dose of 2mg/kg/day. On follow-up after 2weeks patient
platelets has been improved with count 140000 pul and sent
home on tapering dose with follow up advised. Based on the
absence of medication history, the response to high-dose
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steroid (cases have been reported), and the high homogenous
ANA titer (Figure 1 and table 2) and anti-dsDNA positivity
(Table 3), the diagnosis was Systemic Lupus Erythematosus
presenting as immune thrombocytopenia without any other
organ involvement. May be this patient develop others signs
and symptoms of SLE in future.

Table 3. ENA Panel.

Test Result Normal Range
Anti-RNP Negative

Anti-Sm Negative

Ant-SS-A (Ro) Negative

Anti-SS-B (La) Negative

Anti-Scl-70 Negative

Anti-Jo-1 Negative

Anti-dsDNA 412 IU/ml <70IU/ml
Anti- Phospholipid Antibody Negative

Complement 3 90 70-160mg/dl
Complement 4 25 8-40mg/dl

3. Discussion

According to research, Chronic ITP develop, in 47% of
children with ITP who are 10 years or older. Jung et al. found
that in pediatric ITP, 85.9% of cases will go into remission,
while 14.1% will become chronic ITP. The age of the child is
a prognostic factor for chronic ITP, with older children having
a higher risk [5]. Makis et al. also found that age over 10 years
is a prognostic factor for developing chronic ITP [6]. The
underlying mechanism behind the development of SLE in ITP
patients is unclear. ITP can be caused by two primary factors:
inadequate platelet production due to a disorder in the
maturation of megakaryocytes, or antibody-mediated
destruction of platelets that surpasses the compensatory
capacity of the bone marrow. In cases where ITP has an
autoimmune origin, the immune system perceive
glycoproteins on platelet surface (mainly Ib/IX and GPIIb/II1a)
as foreign entity, result into the autoimmune response. The
autoantibody's Fc segment binds to Fc gamma receptor (FcyR)
on macrophages results in platelets phagocytosis. Studies have
revealed that SLE patients with thrombocytopenia have a
higher frequency of antiplatelet antibodies than those with no
thrombocytopenia. Furthermore, antithrombopoietin receptor
antibodies are found more frequently in SLE with associated
thrombocytopenia than the ones without a low platelet count
[7]. SLE can subsequently develop from ITP in 3-16% cases
[8]. Zhao et al. reported as ITP can be initial presentation of
SLE in 12.8% cases [9]. Hazzan et al. During a 4.2-year
follow-up study of 222 patients with ITP, it was discovered
that 3.6% of them developed SLE. All of the patients who
developed SLE were female and had a positive ANA, with a
mean age of 12.7 years [10]. Unlike the study conducted by
Altintas et al., the development of SLE was not observed in
any of the children with positive ANA in their ITP patient
group [11]. Diagnosing SLE in children can be challenging
due to its heterogeneous presentations. Timely diagnosis and
treatment is important to avoid any complication that can
impact patient health and life. Two cases of juvenile SLE were

reported by Campos et al. thrombotic thrombocytopenic
purpura (TTP) was their initial presentation. These patients
also exhibited other specific manifestations of SLE such as
neurological and urinary symptoms [12]. A case of childhood
onset SLE was described by Sankar Raj, where the patient
presented with various symptoms including abnormal
choreiform movements, increased temperature, fatigue,
weight loss, headache and reduced platelet count [13]. Our
study suggests that isolated immune thrombocytopenia, which
was unresponsive to recommended doses of steroids, might be
an early presentation of SLE. So, ANA and dsDNA tests
should be performed in children with isolated idiopathic
thrombocytopenia to identify SLE as the underlying disease.
The treatment of SLE along with thrombocytopenia is
generally similar to that of ITP. The treatment approach for
ITP should take into consideration the intricate mechanisms
underlying the disease. First line drugs used for treatment
include IVIG, Steroid and anti-D immunoglobulin In cases
where first-line treatments fail to control clinical
manifestations and thrombocytopenia within 3-6 months,
second-line drugs such as thrombopoietin receptor agonists
(TPO-RA) and rituximab may be considered. TPO-RA drugs
include romiplostim, eltrombopag and avatrombopag. If
second-line treatments fail, third-line options are available,
including Atorvastatin, azathioprine, cyclosporine A,
decitabin (low doses), fostamatinib, hydroxychloroquine,
mycophenolate mofetil, oseltamivir, and tacrolimus [14, 15].

4. Conclusion

The occurrence of isolated thrombocytopenia as the sole
symptom of childhood SLE is uncommon, and it is advisable
to screen children with isolated thrombocytopenia for
underlying SLE. If conventional steroid therapy does not
produce the desired response in ITP patients, the possibility of
secondary ITP should be considered.
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