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= ABSTRACT =

Three Cases of the Moya Moya Disease

Hyang Kwean Park, M.D., Sung Hak Kim, M.D.,
Dong Been Park, M.D., Kyu Man Shin, M.D.

Department of Neurosurgery, College of Medicine, Ewha Womans University

Moya Moya disease is a rare chronic occlusive cerebrovascular disease of unkno-
wn etiology for which no effective treatment has been found.
This disease has distinct angiographic features. These include 1) Either marked st-
enosis or complete occlusion of the distal internal carotid arteries. 2) Poorly visuali-
zed anterior and middle cerebral arteries at their proximal portions. 3) Well develop-
ed fine vascular networks at the base of the brain.

These features are peculiar findings of this disease and the clue of the occlusion an-
d its collateral circulation. Authors reported 3 cases of moya moya disease is discus-

sed.
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Fig. 1. CT during infusion of contrast medium in

case 1.  The irrgular vessels are stained

in the occipital area and low density seen
in the both frontal and temporal area. Th
ere revealed at left lateral ventricular hem
morhage., The choroid plexi are stained.

Fig.2. Angiogram
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2-a: Lateral projection of the right caro-
tid angiogram. Showing occlusion of
the intracranial portion of the ICAat
Cl, and collateral circulation between
MCA and superficial temporal a. (tr-
ansdural anastomosis ).

2-b: Lateral projection of the left carotid
angiogram. Showing almost comple-
te stenosis of the left ICA at CL

2~—c: Vertrabral angiogram.

Lateral projection of the left vertebr-
al angiogram, Extensive parenchymr
al collateral circulations are perfor-
med by post. Cerebral a., post. Ch-
oroidal a. and post. communicating
a..
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Fig. 3. CT before contrast enhancement
There is hemmorhagic finding at 3rd and
both lateral ventricles.
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Fig. 4. Carotid angiogram.

4~a: Anteroposterior projection of the left ca-
rotid angiogram, demonstratmg stenosis of
left anterior and middle cerebral arteri-
es and basal hypervascularized area.

4-b: Lateral projection of left carotid angio-
gram, showing of the left ICA at Cl,po-
or filling of the ACA and MCA, basal
and temporooccipital moya moyas.

4—c: Lateral projection of left carotid ang-
iogram (late phase ), showing extensive
parenchymal collateral circulations.

(corticocortical anastomosis ).
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1) distal internal carotid arterye] @A %t §2o]
oA,

2) Adx 59 % Zi EWe] poorly visualizati-
on.

3) ¥ 7]A R well developed, fine vascular ne
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Fig. 5. CT before contrast enhadcement,
There are hematoma at right basal ganglia &
hematoma of lateral ventricle.

Fig. 6. Angiogram.

6-a: A-P projection of right carotid angiogram.
Showing occlusion of the supraclinoid portion of internal carotid artery and cortical anasto-
mosis.

6-b: Lateral projection.
Showed that abscent feature of the supraclinoid portion of ICA and moya moya matous vess-
els, transcortical anastomosis, also.
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Table 1. Possible channels of collateral circulat-
ion at human cerebral cortex,

Table 2. The evolution of the Moya moya in the
6 stages.

1. circle of willis

2. vertebral —basilar anastomosis with the circle.

3. tectal plexus ( tectal rami from posterior cereb-
ral artery and sup. cerebellar arteries into a pl
exus )

4, anastomotic connections between the terminal br-
anchs of the three large cerebral (eptomeninge
al)arteries.

5. pial arteriolar plexus.

6. arterial connections between the menigeal arte-
ries of the dura mater and the cortical vessels.

7. orbital plexus

8. rete mirabile caroticum.

. Narrowing of the fork of the siphon,

. Appesrance of the basal Moya moya.

. Basal Moya moya highly developed.

. Reduction of the basal Moya by extension of
the carotid occlusion to the posterior commun-~
icating artery. ECA¢] BR ¢} opthalmic a.7} 3
/o Zol &,

5. Carotid siphone] obsiructiono] C2 segment7}X]
extend 5] 2 ACA9] MCA¢9] proximal partse] &
4. basal Moyas #28] 4. ECAS %& coll
ateral circulation® ¥ &8 Z7}.

6. Basal Moya @ carotid siphon & A4 31 cere-

bral a. 2] circulation & ECA br.o] ol &3}A4 3.
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Fig. 7. Evolution of the moya moya according to Suzuki and Takaku.
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Gillian'®s] wl=w ¢I7ke] cerebral coriex A&
collateral circulationg o]24 & 8719] 7Fs& Ch
annelsg zr=t)a ek (Table 1)
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densitys} M @tA¢] ML Holy ZYA Fo
Aol w7 A Rs]elM curvilinear, tortuous densi-
ty ] vessele melr} ¥ ¥

% o] A3ke] pathologic processmjEo] T2 A
FFE9L Ay 2 FixENe  proximal
portion ¢] poorvisualizationg =<t}

Suzukis} Takakus] 33 ¥ o w=w® mo-
ya moya®] evolutiondx]i= 6stage2 FA = oAt}
o @t} (Fig 7, Table 2)
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