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Abstract It is a rare progressive, cerebrovascular occlusive disease particularly involves circle of willis and its feeding artery.1,2 It 

was first described in 1957. It is most commonly seen in asian population particularly in Japanese's with female 

predominance. It primarily affect children's, in adults it is commonly seen in 3-4 decades. Exact etiology and pathology is 

unknown. Many study shows it as an inherited disease. A specific gene locus, q25.3 is found by Mineharu et al on 

chromosome no 17.3 According to one meta analysis there is a strong association of moyamoya disease with p.R485k 

and p.R 4810k.4. Its diagnostic criteria on CT Angiography established in 1998. Its show characteristic features like 

stenosis and development of multiple collateral vasculatures whichgives appearance of "cloud of smoke" or "Puff of 

cigarette smoke”. 5.6 It is reported to be associated with Graves disease 6, sickle cell anemia, Down syndrome, 

atherosclerotic disease and infections like tuberculosis and leptospirosis. 
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CASE REPORT 
Clinical History 
A 15-year-old boy experienced transient motor weakness 

of the upper and lower left extremities, particularly when 

he played the trumpet at school. Physical examination 

revealed no abnormal neurologic findings. 

Radiological Imaging 
Bilateral symmetrical long segment luminal narrowing is 

seen involving bilateral internal carotid arteries extending 

from distal cervical segments to intracavernous segments. 

Complete block of bilateral ICA is seen involving the 

supraclinoid segments.(Figure1) 

• Bilateral MCA and ACA fill from posterior 

circulation through posterior communicating 

arteries and appear diffusely thin. The branches 

of MCA appear attenuated.(Figure2) 

• Multiple small collateral arteries are seen in 

bilateral ganglia, thalamic region and in 

periventricular regions.(figure3) 

• Basilar artery, bilateral PCA are normal. No 

evidence of any arterio-venous malformation 

seen. 

 

DISCUSSION 
It is an idiopatic progressive arteriopathychacterised by 

stenosis of distal ICA (most commonly supraclinioid) and 

formation of abnormal collateral vascular network. 

Multiple enlarged "telengiectatic" lenticulostriate, 

thalamoperforating, leptomeningeal, dural and pial 

arteries develop as compensatory circulation. The term 

moyamoyameans "puff of smoke" in japandue to its 

typical appearance in angiography. Mostly stenosis or 

occlusion is seen bilaterally but can also be seen 

unilaterally.
7 

Moyamoya like collateral vessels can 

develop with any slow progressive arteriopathy that 

affects the major intracranial arteries. When this pattern 

occurs with a known disease association, it is termed as 

"pseudo-moyamoya".
8 
The clinical features in children 

are differ from those in adults. When presented in 

childhood, the initial symptoms are usually ischemic in 

majority of cases. In adults, approx. half of the patient 
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develops intracranial hemorrhage from the rupture of 

collaterals and remaining half present with TIA's and 

cerebral infarcts. Others symptoms are headache, vertigo, 

seizures, involuntary movements and aphasia. According 

to health ministry of Japan it has 4 clinical types 

ischemic, hemorrhagic, epileptic and others. On CECT 

shows multiple enhancing punctate "dots" and "flow 

voids" in basal ganglia on MRI. T1 and T2 scan shows 

markedly narrowed supraclinoid ICA with multiple 

tortuous, serpentine flow voids. DSA, CTA and MRA 

show predominantly anterior circulation disease with 

marked narrowing of both supraclinoid ICAs which is 

typically called "bottle neck" sign. CT angiography helps 

in grading severity of vascular changes, which is further 

divided into six categories.
9 
In first category includes only 

stenosis of the carotid artery. 2 and 3 category, the 

collateral vasculature of moyamoya type develops and 

increases in its range. In fourth and fifth degree, these 

vessels start disappearing, and in the sixth degree they 

become invisible. 

 

CONCLUSION 
Patients with moyamoya disease present with brain 

parenchymal ischemic and hemorrhagic complications. 

Its critical to diagnose the disease and its complication for 

proper management of the CVA. 

 

 
Figure 1      Figure 2               Figure 3 

Legend 

Figure 1:  3 D recon image shows bilateral symmetrical long segment luminal narrowing is bilateral internal carotid arteries(red arrows) 

extending from distal cervical segments to intracavernous segments. Complete block of bilateral ICA is seen involving the supraclinoid 

segments. 

Figure 2: Cerebral angiography axial image show thin MCA (red arrow) and ACA. 

Figure 3: Angiography coronal increased MIP cuts show multiple small collateral arteries in bilateral ganglia, thalamic region and in 

periventricular regions (red arrows) 
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