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Introduction

Lupus myelitis is a rare but severe neurological complication of systemic lupus erythematosus (SLE), a
complex autoimmune disorder affecting multiple organ systems. Neurological manifestations are common in
SLE, occurring in up to 60% of patients, typically presenting as cerebrovascular events, seizures, or peripheral
neuropathy. However, lupus myelitis, a condition involving spinal cord inflammation, is an exceedingly rare
occurrence, reported in only 1-2% of SLE cases. It often manifests as transverse myelitis, which can be
complete or partial, impacting sensory and motor functions. The resulting disability can significantly impair a
patient’s quality of life, making it one of the most debilitating complications of SLE.

Despite its rarity, lupus myelitis poses substantial diagnostic and therapeutic challenges due to its overlap with
other neurological conditions and aggressive clinical course. Early recognition and intervention are essential
to minimize irreversible damage. This report highlights the case of an 11-year-old girl with lupus myelitis,
illustrating the complexity of diagnosis and management in this rare condition and the systemic nature of SLE

in pediatric patients.

Case Presentation

We present the case of an 11-year-old girl referred to a tertiary care center with a presumptive diagnosis of
dermatomyositis or vasculitis. Her illness began insidiously, with swelling in her lower limbs that progressed
over three weeks to weakness and eventual paralysis. The clinical course was further complicated by auditory
and visual hallucinations, adding another layer of complexity to the differential diagnosis. Upon clinical
examination, the patient exhibited severe systemic involvement across multiple organ systems.

Neurological Findings

The patient displayed flaccid paralysis in the lower limbs, localized below the lumbar region (L1),
accompanied by a complete loss of bladder and bowel sphincter control. These findings were consistent with
transverse myelitis, a condition involving spinal cord inflammation and disruption of neural pathways.

Skin Manifestations

Cutaneous involvement included vasculitic changes in the toes, dry gangrenous blackening of the fingers, and
polymyoclonus affecting finger movement. These findings indicated vascular compromise, likely secondary

to the autoimmune and inflammatory processes characteristic of severe SLE.
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Fig 1: vasculitis affecting fingers

Ophthalmological Findings
Ophthalmic examination revealed bilateral peripapillary cotton wool spots, suggestive of microvascular

ischemia and retinal involvement, which are known complications of SLE.

Fig 2

General Condition
The patient appeared significantly wasted and hypertensive, reflecting systemic involvement and prolonged
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illness. These findings highlighted the severe multi-organ impact of her disease, underscoring the aggressive

nature of her condition.

Investigations
A comprehensive diagnostic workup was performed to uncover the underlying etiology of her symptoms and
confirm the diagnosis.

Laboratory Findings
Laboratory tests provided clear evidence of SLE, including indicators of autoimmune activity and renal

impairment. Specific autoantibodies and elevated inflammatory markers supported the diagnosis.

Imaging
« MRI Brain and Spine: Imaging revealed an expansile intramedullary lesion in the distal thoracic
spinal cord and conus medullaris with minimal enhancement, consistent with transverse myelitis.
o CT Angiography: Although no evidence of systemic vasculitis was observed, multiple small bilateral
renal infarctions were detected, along with prominent lymph nodes, suggesting microvascular

complications.

Fig 3: spine highlighting a lesion in the conus medullaris
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Fig 4: kidney with focal segmental glomerulonephritis

Histology
« Bone Marrow Biopsy: Malignancy was ruled out.
« Kidney Biopsy: Confirmed focal segmental glomerulonephritis (lupus nephritis Class 111-ISN/RPS
2004) and hypertensive vasculopathy.
« Lymph Node Biopsy: Indicated reactive lymphadenopathy, further supporting the autoimmune
etiology.
Echocardiography
Cardiac evaluation revealed a vegetation or thrombus on the mitral valve, suggestive of lupus-associated

endocarditis or thrombotic complications, further complicating the case.

Management and Outcome
The patient received aggressive, multidisciplinary treatment to manage her systemic involvement and
neurological complications. Her regimen included:

e Methylprednisolone pulse therapy to suppress inflammation.

e Intravenous immunoglobulin (IVIG) for immunomodulation.
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o Cyclophosphamide, a potent immunosuppressant, to control the severe autoimmune response.
Despite these interventions, her condition necessitated the amputation of four fingers on her left hand due to
progressive gangrene. Unfortunately, the patient was lost to follow-up, and her long-term outcome remains
unknown, reflecting the challenges in ensuring continuity of care for severe chronic illnesses in resource-

limited settings.

Discussion

This case highlights the complexities of diagnosing and managing lupus myelitis, a rare but life-threatening
manifestation of SLE. The clinical presentation was atypical, with overlapping neurological, renal, and
cutaneous features that initially suggested other autoimmune or vascular conditions. The involvement of
multiple systems, including the central nervous system, kidneys, and vasculature, underscores the aggressive
nature of SLE in this patient.

Transverse myelitis, the neurological manifestation observed in this case, is characterized by inflammation
and damage to the spinal cord, which results in paralysis, sensory deficits, and autonomic dysfunction. Early
recognition is critical, as delayed treatment can lead to irreversible neurological damage. This patient’s renal
involvement, confirmed as lupus nephritis Class 11l and vasculitic skin changes further complicated the
diagnostic process, necessitating a multidisciplinary approach to reaching a definitive diagnosis.

This case also highlights the limitations of current therapeutic approaches. While corticosteroids, 1VIG, and
cyclophosphamide are standard treatments for severe SLE, the progression to digital gangrene and the need
for amputation indicate that the disease process was not fully controlled. This underscores the need for earlier
diagnosis and more effective therapies in aggressive cases.

Conclusion

This report represents the first documented case of lupus myelitis in this specific clinical setting, adding to the
limited body of literature on this rare condition. It underscores the importance of maintaining a high index of
suspicion for lupus myelitis in patients presenting with flaccid paralysis, particularly in multi-organ
involvement. Early recognition, prompt initiation of aggressive immunosuppressive therapy, and a
coordinated multidisciplinary approach are critical to improving outcomes in such complex cases.

The challenges in managing this patient, including diagnostic delays and severe disease progression, highlight

the need for greater awareness of lupus myelitis and its varied presentations. Future research should focus on
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developing targeted therapies and improving diagnostic algorithms to reduce morbidity and mortality in this

rare but devastating condition.

Below is a list of references that could support the information provided in your article. These references are
based on general and specific studies on lupus myelitis, systemic lupus erythematosus (SLE), and neurological
complications. Make sure to check these references against actual source material if this is for academic

purposes.
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