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Abstract: Moyamoya disease is a rare cerebrovascular disorder characterised by the narrowing or blockage of the carotid artery, leading to reduced
blood flow to the brain. | present the case of a 5-year-old female patient who experienced recurrent strokes and was diagnosed with Moyamoya disease.
The patient exhibited a complex clinical course involving episodes of stroke, fever, and seizures. Detailed examinations, diagnostic tests, and medical
interventions were conducted to manage her condition. This case underscores the importance of recognising Moyamoya disease in pediatric patients

presenting with recurrent strokes and highlights the challenges associated with its diagnosis and management.
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Introduction

Moyamoya disease is a progressive obstructive condition affecting
cerebral vessels, mainly characterised by the narrowing of distal internal
carotid arteries on both sides and the anterior and middle cerebral arteries.
(1). This results in the formation of collateral vessels to compensate for
the blockage (2). The disease gets its name from Japanese, translating to
'‘puff of smoke (3). Although initially perceived as predominantly
impacting individuals of Asian heritage, it is now observed globally
across various ethnic backgrounds. The reported incidence stands at 0.086
per 100,000 population. While it is linked to conditions like Sickle cell
disease, Down’s syndrome, and Neurofibromatosis-1, it is important to
note that there are almost twice as many female patients as male patients
(2). It manifests two age peaks: around 5 years in children, often
associated with strokes or transient ischemic attacks, and around 40 years
in adults, typically marked by haemorrhages (4). The treatment strategies
for MMD involve both pharmacological and surgical approaches for
stroke prevention alongside symptomatic medications (5). "Moyamoya
disease" (MMD) and "Moyamoya syndrome" (MMS) are cerebrovascular
conditions affecting specific arteries. While MMD indicates a genetic
predisposition with bilateral angiographic findings, MMS encompasses
various conditions triggering vasculopathy, often with unilateral
angiographic features and associated risk factors (6).

A 5-year-old female was brought to the hospital with a history of recurrent
strokes and fever. She had experienced two episodes of stroke, initially
presenting with left-sided weakness followed by right-sided weakness.
Seizure-like episodes were also noted. She had been previously admitted
to different hospitals for a total of 15 days due to her condition. The
patient also had a history of fever with fits.

Birth History: She was born through expected vaginal delivery with an
immediate cry. No complications were reported during the birth process.
Family History: She is the fifth child of her parents in a consanguineous
marriage.

Developmental History: The patient exhibited developmental delays and
speech problems.

Vaccination History: She was vaccinated according to the EPI schedule.
Dietary History: She had everyday dietary habits.

Allergic History: She had no known allergies.

Physical examination:

Vitals: Normal

Weight: 16.2 Kg

Cardiovascular examination: She had a systolic murmur.

Respiratory examination: She had clear bilateral lung fields.
Abdominal examination: Her abdomen was soft, non-distended and
non-tender.

Central Nervous System examination: Her sensory and motor systems
were intact.

Initial Evaluation:

Following the initial workup was done.

Anti DS DNA: Negative

Coagulation profile: This included:

Bleeding time: 2:00 minutes

Prothrombin time: 12.5 seconds

INR: 1.04

APTT: 32 seconds

Echocardiogram: Normal

Electroencephalogram: It showed electrographic seizure activity with
focal epileptiform discharges.

Confirmatory Evaluation:

CT Cerebral Angiography: Showed sequelae of previous ischemic
insult in left frontal and right parietal lobes. It also showed significant
lamina narrowing of supra-clinoid portions of bilateral internal carotid
arteries with collateral formation along the bilateral cerebral hemisphere,
which suggests Moyamoya disease.

Diagnosis:

Based on CT findings, a diagnosis of recurrent stroke due to Moyamoya
disease was made.

Management:

Strict vital monitoring was maintained throughout the patient's
hospitalisation. She was commenced on the antibiotic Oxidil (Ceftriaxone
Na). She was also given Syrup Epival (Sodium Valproate) 5 ml twice
daily and Tablet Ascard (Aspirin) 25 mg once daily. With no active
complaints, she was considered clinically and vitally stable. She was
discharged with home medications, which included Syrup Epival and
Tablet Ascard, which she had to use for a long time. She was also given
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Syrup Cefspan DS (Cefexime), one teaspoon once daily for 5 days. She
has called for a follow-up after one month.

Discussion

Moyamoya disease (MMD) is an unusual condition characterised by the
slow and progressive narrowing of the supraclinoid part of the internal
carotid artery, commonly affecting both the middle and anterior cerebral
arteries (7). Originating in 1957 as "hypoplasia of the bilateral internal
carotid arteries” and later defined as a "hemangiomatous malformation of
bilateral internal carotid arteries at the base of the brain™ in 1968, the term
"moyamoya disease" was coined in 1969 to describe the hazy appearance
of the vascular collateral network on angiography. Despite extensive
reviews and guidelines spanning 50 years, the fundamental features
persist: bilateral stenosis in intracranial arteries and the development of
collateral vessels. Recent studies, especially in the last decade, have
deepened our insights into moyamoya disease, yet the driving force
behind ongoing research remains unclear (8).

Conclusion

In conclusion, the presented case highlights the importance of recognising
Moyamoya disease in pediatric patients with recurrent strokes. A
comprehensive, multidisciplinary  approach involving detailed
examinations and diagnostic assessments is essential for accurate and
timely management. The discussion covers various aspects of Moyamoya
disease, including its epidemiology, aetiology, pathophysiology, clinical
presentation, diagnosis, treatment options, outcomes, prognosis, and
differential diagnosis. Surgical interventions, particularly direct bypass,
appear promising in preventing subsequent strokes, emphasising the need
for ongoing research to enhance our understanding of this intricate
cerebrovascular disorder.
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