Case Report
ISSN: 2574 -1241

DOI: 10.26717/BJSTR.2020.29.004766

Moya-Moya’s Disease. Presentation of a Case and
Review of Literature
Gerardo Villegas-López1*, Madelinne Granados Macías2 and Adrián Amaya Echeverri3
Pediatric Neuroradiologist, Private Children’s Hospital Consultant, Mexico

1

Pediatric Radiologist, Mexico

2

Resident Physician of Pediatrics, Mexico

3

*Corresponding author: Gerardo Villegas-López, Pediatric Neuroradiologist, Medical Sub-Director El Chopo laboratory,
Private Children’s Hospital, Star Medica. Radiology and Image Service, Mexico
ARTICLE INFO

Abstract

Received:

Moya Moya’s disease is considered to be progressive occlusive cerebral
vasculopathy, characterized by stenosis or occlusion of the supraclinoid segment of
the internal carotid artery, the middle cerebral artery and the anterior cerebral artery,
on one or both sides. This disease mainly affects the Asian population and the female
sex. The etiology is unknown, it is postulated that it could be related to a chromosomal
alteration 8q23 and 12p12.
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Summary

It presents clinical case of a male 8 years 3 months, attended at the Star Medica
Private Children’s Hospital in the CDMX, with suggestive clinical data of occlusive
cerebral vasculopathy. A simple, proven MRI shows suggestive findings of morphological
disorders in the supraclinoid segment of both internal carotid arteries, suggestive of
Moya-Moya’s disease.

Presentation of the Clinical Case
Male 8 years 3 months, Mexican nationality. History of
importance Down syndrome. Hospitalization a year ago for
diagnosis of encephalitis, which left sequelae of right hemiparesis
by the etiological agent herpes virus. The current condition begins
two days prior to admission, with generalized abnormal movements
referred to by the mother as abnormal, continues with dyslalia

and dysarthria. Physical examination shows decreased strength
of right chest limb 4/5, left chest member 5/5. Encephalogram is
performed where normal is reported [1-5]. Two days later continue
with sialorrhea and inability to swallow for 20 seconds. Simple
Magnetic Resonance Is Performed (Figures 1-3) establishing
imaging diagnosis of Moya-Moya disease.

Figure 1: (A, B) Magnetic resonance imaging enhanced in axial and coronal flat T2 sequences where abnormal vascular network
is observed in the topography of the middle cerebral artery path bilaterally.
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Figure 2: (C) Magnetic resonance enhanced in T1 proven phase where the same collateral network of vessels is observed in
region of both supraclinoid arteries. (D) Image in Axial enhanced in T2 which attracts attention area of encephalomalacia in
front and temporal right region.

Figure 3: Angio RM. The caliber of the vessels of a part of the arterial circle of the cranial base (Polygon of Willis) with collateral
network in “fumarole” and absence of distal vascularity in M4 segment of the middle cerebral artery.

Discussion
Moya-Moya disease is a rare idiopathic, non-atherosclerotic
or inflammatory and non-amyloid cerebrovascular process. It
is characterized by progressive stenosis and chronic occlusion
of the internal carotid arteries (supraclinoid segment) as well as
the anterior and middle cerebral arteries. As a result, a collateral
network of vessels is formed, characteristic of the pathology.
Vascular engagement is generally bilateral, although unilateral
cases in pediatric age and adulthood are described. The first
description of the disease was made in Japan in 1957 by Takeuchi
and Shimizu, however, it was named only as Moya Moya’s disease in
1969 BY Suzuki and Takaku to its appearance similar to cigarette
smoke (fumarola) detected in angiographic studies [6-8].
Diagnosis can be supported by several neuroimaging studies

such as digital angiography, Angio Resonance (Angio MRI) Figure
3rd Or Single Photon Emission Tomography (SPECT) [9,10]. Angio
RM is a noninvasive method that is also useful for diagnosis, even in
asymptomatic patients. When an MRI clearly demonstrates stenosis
or occlusion in the terminated portion of the internal carotid artery
and/or proximal portion of the posterior cerebral artery or mean
brain, abnormal collateral is observed in the vicinity of occlusion,
conventional cerebral angiography is not indispensable [11,12]. The
arterio-hard-synangiosis surgical technique or indirect technique
was performed, with wide opening of the dura mater in opposition
to the superficial temporal artery and wide surrounding galeal
tissue, with fixation of this tissue to the pyamadre of the cerebral
convexity, to which small windows are made and the piamadre is
removed to achieve a closer contact between the donor artery and
the cerebral parenchyma (Figures 4-8).
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Figure 4: Doppler Ultrasound to evaluate indirect revascularization of left surface temporal artery.

Figure 5: Doppler Ultrasound to evaluate indirect revascularization of left surface temporal artery.

Figure 6: Post-surgical control computed tomography. Increased cortical peripheral vascularized is seen in M4 segment, after
revascularization.
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Figure 7: Post-surgical control computed tomography. Increased cortical peripheral vascularized is seen in M4 segment, after
revascularization.

Figure 8: Post-surgical control computed tomography. Increased cortical peripheral vascularized is seen in M4 segment, after
revascularization.

Conclusion
Takeuchi and Shimizu in Japan in 1957, considered it a bilateral
hypogenesia of the internal carotid arteries. Later, in 1969, Suzuki
and Takaku (4) used the name Moya-Moya to refer to this process,
a term that describes the appearance In the search for a defined
etiology, one of some forms of vasculitis has been found, developing
thickening of the vascular intimate, sometimes after a previous
infectious process, a fact frequently observed in Moya-Moya
disease. It is the first case of Moya-Moya Disease at least in the last
5 years in the Private Children’s Hospital. In this patient it can be
characterized as a child with important risk factors such as Down

syndrome. There are both clinical and image characteristics that
make you think about Moya Moya disease.
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