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ABSTRACT

Objective: Describe the clinical characteristics and imaging characteristics of children with
Moyamoya disease at the Central Children’s Hospital in 2017-2023.

Research subjects and methods: The study describes a series of retrospective and prospective cases
on 51 pediatric patients at the Central Children’s Hospital selected by convenience sampling method.
Analyze and process data using STATA software.

Results: The proportion of pediatric patients with a Glasgow score of 15 points accounted for 60.8%,
and clinical symptoms of focal paralysis accounted for the highest proportion, up to 82.3%.
Evaluation of Rankin score at the time of admission showed that the proportion of pediatric patients
with score 4 was quite high, reaching 62.7%. Among cases diagnosed with Moyamoya disease on
admission, stroke accounts for the largest proportion, up to 43,1%, and 94.1% of these show stenosis
or occlusion of the middle cerebral artery.

Conclusion: Moyamoya disease can present with transient neurological symptoms accompanying
strokes and is often missed, leading to late diagnosis. Although Moyamoya disease is uncommon,
the disease burden remains heavy due to high hospitalization rates, long hospital stays, and rising
costs. Moyamoya should be considered and diagnostic evaluation should be initiated in patients,
especially children, who present with acute neurological deterioration or unexplained symptoms
related to cerebral ischemia local.
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DAC DPIEM LAM SANG, CHAN POAN HINH ANH TRE MAC
MOYAMOYA TAI BENH VIEN NHI TRUNG UONG

Lé Ngoc Anh*, Cao Vii Hung
Bénh vién Nhi Trung wong - 18/879 La Thanh, qudn Pong Pa, Ha Néi, Viét Nam

Ngay nhan bai: 06/11/2023
Ngay chinh stra: 06/05/2024; Ngay duyét dang: 27/06/2024

TOM TAT

Muc tiéu: M ta dic diém 1am sang va dic diém chan doan hinh anh cua cac tré mic Moyamoya tai
Bénh vién Nhi Trung wong nam 2017-2023.

Doi twong va phwong phip nghién ctru: Nghién ciru mo ta hang loat ca bénh, hdi cau va tién ctu
trén 51 bénh nhan nhi tai Bénh vién Nhi Trung uong duoc lya chon bang phuong phap chon mau
thuan tién. Phan ich va xt ly sb liéu bang phan mém STATA.

Két qua: Ty & bénh nhan nhi c¢6 diém Glasgow 15 diém chiém 60,8% va triéu chiing 1am sang liét
khu trd chiém ty 1é cao nhat, 1én dén 82,3%. Panh gia diém Rankin cai tién tai thoi diém nhap vién
cho thiy ty & bénh nhi c6 diém 4 1a kha cao, dat 62,7%. Trong s cac trudng hop duoc chan doan
véi bénh Moyamoya khi nhap vién, dot quy chiém ty 1¢ 16n nhat, 1én dén 43,1%, va 94,1% trong sb
nay cho thay su hep hoic tic dong mach néo giira.

Két luan: Bénh Moyamoya c6 thé xuat hién vai cac triéu chimg than kinh thoang qua kém theo cac
con dot quy va thuong bi bo s6t, dan dén chan doan muon. Mic du bénh Moyamoya khéng phd bién
nhung ganh ning bénh tat van nang né do ty 1é nhap vién cao, thoi gian nam vién dai va chi phi ting
cao. Moyamoya nén dugc xem xét va danh gia chan doan bit dau ¢ nhitng bénh nhan, dic biét 12 tré
em, nhitng ngudi ¢6 biéu hién suy giam than kinh cap tinh hoac céc triéu ching khéng giai thich
dugc lién quan dén thiéu mau néo cuc bd.

Tur khéa: Pac diém 1am sang, chan doan hinh anh, Moyamoya.
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1. PAT VAN PE

O tré em, dot quy ndo 1a 1 trong 10 nguyén nhan gay tur
vong hang dau véi ty 1& mac khoang 2-3/100.000 tré
[1]. Bénh Moyamoya la mét trong nhirng nguyén nhan
quan trong ¢ bénh nhan dot quy, dac biét la ¢ tré em.
Bénh Moyamoya la mét bénh hiém gap, cha yéu gap ¢
cac nudc chau A. Bénh dic trung boi su hep va tic céc
d6ng mach cua da giac Willis tién trién va su tao tuan
hoan bang hé & san ndo, vai can nguyén khong rd rang.
Bénh c6 thé biéu hién véi cac triéu chiing than kinh
thoang qua vai cac dot dot quy va thuong xuyén bi bo
s6t, dan dén chan doan muon. Bénh Moyamoya mic du
khéng pho bién nhung ganh ning bénh tat rat Ion do ty
1& nhap vién cao, thoi gian nam vién dai va chi phi diéu
tri cao. Bén canh do, chan doan cham tré co lién quan
dén ty 18 tir vong, ty 1¢ tan tat cao gay ap luc kinh té va
x4 hoi déng ké 1én cac hé thong y té va gia dinh bénh
nhan.

Tai Bénh vién Nhi Trung wong, chung t6i da thuc hién
dugc ky thuat chup cong hudng tir mach mau néo
(Magnetic Resonance Angiography - MRA) va chup
mach méau sb hoéa x6a nén (Digital Subtraction
Angiography - DSA) dé chan doan tré mac Moyamoya
va da tién hanh phiu thuat dé diéu tri bénh tir nim 2019
v6i 6 lugng khoang 30 tré mac Moyamoya. Tuy nhién,
tai Viét Nam chua c6 nghién ctru nao vé Moyamoya
trén tré em duoc thyuc hién. Vi vay, ching tdi tién hanh
nghién cau trén cac bénh nhi mac Moyamoya diéu tri
tai Bénh vién Nhi Trung wong tir nim 2017-2023 nham
muc tiéu mo ta dic diém lam sang va chan doan hinh
anh cua tré mac Moyamoya.

2. POI TUONG, PHUONG PHAP NGHIEN CUU
2.1. Péi twong nghién ciru

T4t ca cac bénh nhan dugc chan doan va diéu tri bénh
Moyamoya tai Trung tdm Than kinh, Bénh vién Nhi
Trung wong dap (mg diy du cac tiéu chuan lya chon va
loai tru.

2.1.1. Tiéu chudn lga chen

- Chan doan xac dinh bénh Iy Moyamoya dua vao tiéu
chuan cua Bo Y té va Phic loi Nhat Ban, dua trén hinh
anh chup DSA hoic MRI so mach [2]. Chan doan
Moyamoya can théa mén 3 tiéu chuan sau:

+ Xuét hién hep hoic tic ¢ doan cudi caa dong mach
canh trong;

+ C6 mot mang ludi mach mau bit thuong (duoc
goi la mach mau Moyamoya);

+ Va nhiing thay ddi xay ra ¢ hai bén.
G,tré em, chan doan Moyamoya ¢ thé duogc xac dinh
néu quan sat thay mot thay doi & mot bén.
- L&m sang gm y vai triéu chiing khoi phat dau dau,
ndn, rdi loan y thic, liét than kinh khu tra..

- C6 hinh anh chan doan Moyamoya trén hinh anh MRI
S0 ndo hogc/va trén chup DSA: xuat hién hep hoac tac
& doan cuoi cua dong mach canh trong; c6 mét mang
luéi mach mau bat thuong (dwoc goi la mach méu
Moyamoya).

- Bénh nhén hoic gia dinh bénh nhan dong y tham gia
nghién cau.

2.1.2. Tiéu chudn logi trir

- Bénh nhan, gia dinh bénh nhan khong dong y tham
gia nghién cau.

- Bénh nhan khong dua thong tin nghién cuu.

2.2. Phwong phap nghién ctru

- Thiét ké nghién ctru: nghién ctru mo ta hang loat ca
bénh hoi ctru va tién cuiu.

- Pia diém nghién cwu: Trung tdm Than kinh, Bénh
vién Nhi Trung wong.

- Thoi gian nghién ciru: tir 1/1/2017-31/4/2023.

- Céch chon mau: chon mau thuan tién. Chon tat ca cac
bénh nhi duoc chan doan Moyamoya dép tng day du
tiéu chuan lya chon va loai trir, dugc kham va diéu tri
noi tru, theo ddi tai Bénh vién Nhi Trung wong.

Trong thoi gian nghién ciru chung t6i da thu thap dugc
51 bénh nhi du tiéu chuan chan doan bénh Moyamoya
dua vao nghién cuu.

2.3. Quy trinh nghién cau

- P6i v&i nhdm bénh nhan hdi ciu: thong tin thu duoc
dua trén hd so bénh 4n va danh gia bénh nhi tai thoi
diém 1am nghién ctu: triéu chang 1am sang, can 1am
sang, két qua chup cat 16p vi tinh so ndo, chup cét l6p
vi tinh da day, cdng hudong tir so ndo, chup DSA va hoi
lai tién sir gia dinh cing két qua kham dénh gia bénh
nhi tai thoi diém nghién ctu.

- Pbi v6i nhém bénh nhan tién ctu: thong tin thu
duoc dua trén hd so bénh an va danh gia bénh nhan
tai thoi diém nghién ctu va theo ddi trong qué trinh
diéu tri va kham lai xac dinh céc triéu chiing 1am
sang, két qua chup cit lop vi tinh so no, chup cat 16p
vi tinh mach mau ndo (Computed Tomographic
Angiography - CTA), chup MRA tai thoi diém sau 3
thang, sau 6 thang va sau 1 nam chup DSA sau thoi
gian theo ddi & mot s6 bénh nhi, diéu tri va hoi lai tién
su gia dinh.

2.4. Bién sb, chi s6 nghién ciu

- Nghién ctru déc diém chung caa bénh nhan (tuol gisi,
noi sinh sdng, ly do vao vi¢n); dac diém lam sang (diém
Glassgow va diém Rankin cai tién tai thoi diém nhap
vién, triéu chiing 1am sang, chan doan khi vao vién).

- Nghién ctru dic diém chan doan hinh anh: xac dinh
cac mach méau n&o ton thuong qua chup MRA va chup
DSA.
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2.5. Xir ly va phan tich sé liéu
S6 ligu dugc thu thap bang phan mém REDCap va dugc Iam sach, phan tich bang phan mém STATA 15.0
(StataCorp 2017, College Station, TX: StataCorp LLC). Cac bien s6 dugc md ta bang ty 1€ phan tram doi véi cac
bién dinh tinh.
2.6. Pao duc nghién ciu
Nghién ctru duoc tién hanh sau khi thong qua Hoi dong Pao dirc Bénh vién Nhi Trung wong. Tat ca doi tuong
nghién cuu/nguoi nha tham gia nghién ctru déu dugc giai thich cu thé vé muc dich, ni dung nghién ctu dé doi
tuong tham gia tu nguyén va cung cap cac thong tin chinh xac.
3. KET QUA NGHIEN CcUU

Bdang 1: Dic diém doi tweng nghién ciru (n = 51)

Pic diém Tan suat Ty lé

Du6i 1 tudi 4 7,8%

Tir 1 tudi dén dudi 2 tudi 4 7,8%

Tudi Tir 2 tudi dén dudi 5 tudi 12 23,5%

Tur 5 tudi dén dudi 10 tudi 18 35,3%

Tur 10 tudi tro 1én 13 25,5%

. Nir 20 39,2%

Gidi

Nam 31 60,8%

ey Thanh thi 15 29,4%
Noi song — —

No6ng thén 36 70,6%

Liét khu tra 33 64,7%

Co giat 11 21,6%

Ly do vao vién Dau dau 5 9,8%

Giam tri giac 1 2,0%

Tang ap luc ndi so 1 2,0%

Bang 1 cho th?’;y do tudi tir 2 dén dudi 10 tudi chiém ty 18 cao (58,8%), tudi trung binh 5,9 + 3,8 tudi. Nam chiém
39,2%, nix chiem 60,8%. SO tré den tur cac ving ndng thon chiem ty 1¢ cao hon (70,6%). Tri¢u chung Itc vao vién
& cac bénh nhi pho bién nhat Ia liét khu trd chiém 64,7%, tiép theo triéu chung co giat dong kinh chiém 21,6%.

Bdng 2: Piém Glassgow va diém Rankin cdi tién khi vao vign (n = 51)

piém Tan suit Ty lé
15 diém 31 60,8%
14 diém 5 9,8%
g 13 diém 9 17,6%
biém Glassgow —
12 diém 1 2,0%
10 diém 4 7,8%
Duéi 8 diém 1 2,0%
0 diém 8 15,7%
2 diém 1 2,0%
3 diém 7 13,7%
Piém Rankin cai tién 4 diém 32 62,7%
5 diém 3 5,9%
6 diém 0 0%
Diém trung binh 3,31+1,43
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Céc bénh nhi khi nhap vién co diém Glassgow 15 chiém da s6 v6i 60,8%, sb bénh nhi ¢ diém Glassgow tir 12
diém tré xuong chiém 11,8%. Trong khi d6, diém Rankin cai tién dugc danh gia tai thoi diém nhap vién thay ty

1& bénh nhi c6 diém 4 tuong ddi cao (62,7%).

Bdng 3: Tri¢u chang 1am sang (n = 51)

Triéu chieng 1am sang Tan suat Ty lé
Liét khu trd 42 82,3%
Thit ngén 35 68,6%
That diéu 33 64,7%
Co giat 26 51,0%
Non 25 49,0%
Pau dau 24 47,1%
R&i loan van dong 16 31,4%
Giam tri giac 15 29,4%
Con thiéu méu ndo cuc bo 6 11,7%
Tang ap luc ndi so 2 3,9%
Réi loan thi giac 2 3,9%
Tang huyét &p 1 1,9%

Trigu chung liét khu trd chiém ty 1¢ cao nhat (82,3%), tiép dén la co giat c6 ty I¢ 51%. Cac tri¢u chimg dau dau,
giam tri giac vai ty 1€ 47,1% va 29,4%. Dau hiéu tang ap luc noi so chiém ty 1€ nho (3,9%).

Bdng 4: Chén dodn khi vao vién

Pic diém Tan suat Ty lé

bot quy 22 43,1%

Chén doan khi vao vién (n = 51) Moyamoya 6 11,8%
Chén doan khéac 23 45,1%

Két qua chup MRA khi vao vién | Xuét huyét ndo 2 4,2%
(n=48) Nhdi mau néo 46 95,8%
Pong mach néo gitra 45 93,8%

Pong manh tén thuong trén MRA | POng mach canh trong 25 52,1%
(n=51) Bong mach nio trude 24 50,0%
bong mach théng trudce, sau 4 8,3%

bong mach néo gitra 48 94,1%

Pong mach ndo tén thwong qua | P9Ong mach canh trong 28 54,9%
chup DSA (n = 51) Dong mach ndo trudc 26 51,0%
Dong mach théng trudce, sau 4 7,8%

Chan doan khi vao vién & bénh nhi Moyamoya 1a dot
quy chiém 43,1%. Chan doan nhdi méau nio trén phim
MRA c6 46/48 bénh nhi, chiém ty 1¢ 95,8%. Chup DSA
phét hién ton thuong dong mach ndo gitra (hep, tic)
chiém ty 1& cao (94,1%); ton thuong dong mach théng
truge va sau (hep bat thuong) chiém ty 1¢ nho (7,8%).

4. BAN LUAN

Trong nghién ciru cua ching toi, ty 1¢ nam chiém
60,8%, nir chiem 39,2%, ty I& nam/nix la 1,56/1.

Ltra tudi dudi 2 tudi, nam cao hon nir gap 3 lan. O lra
tudi 16n hon 5 tudi chénh léch gitra nam va nit tir 1,17-
1,25 lan. Két qua nay tuong ddng véi cac nghién ctu &
Viét Nam va trén thé gigi. Nghién ctu caa Tran Minh
Tri nhan thay nam (56,7%) chiém ty Ié cao hon nit
(46,3%) (17 nam/13 n&r) [3]. Nghién ctru cua Meena SS
va cong su trén 23 bénh nhi duoc chin doan mic bénh
Moyamoya c6 18 bénh nhi (78,3%) la nam va 5 bénh
nhi (21,7%) 12 ni (ty 16 3,6/1) [4].
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Trong 51 bénh nhi, s6 bénh nhi dén tir cac ving nong
thdn chiém ty I¢ cao hon (70,6%). Ngay cang c6 nhiéu
bang chiing cho thay bénh ly Moyamoya c6 thé khac
nhau dya trén vi tri dia ly va dan toc [5]. Trong nghién
ctru cua chung toi, do tudi tir 2 tudi dén dudi 10 tudi
chiém ty Ié cao (58,8%). Tudi thap nhat la bénh nhi 4
thang tudi, tudi Ion nhat 1a bénh nhi 13 tudi, tudi trung
binh 12 5,9 + 3,8 tudi. O cac nghién ciru khac trén thé
gidi ciing cho két qua twong tu, nhu tai Nhat Ban, c6
hai dinh tudi khoi phat bénh Moyamoya lién quan dén
thiéu mau cuc bo va xuat huyét, d6 1a 5-10 tudi va 25-
49 tuoi.

Trong giai doan khoi phat cua bénh Moyamoya, tac
nghén tién trién xay ra ¢ cudi dong mach canh trong
ndi so, va cac mach bat thuong giéng nhu ludi bu phat
trién trong nén so, tao ra cac triéu chung 1am sang
tuong tng. Nhu cac nghién ciru & cac nuéc, hau hét
nhitng bénh nhan da c6 dot quy khoi phat dot ngot biéu
hién bang tinh trang thiéu hut van dong. Dot quy thiéu
méu cuc bd va xuat huyét 1a 2 bénh phé bién nhét cac
loai biéu hién 1am sang ban dau cia bénh Moyamoya
[6]. Con thiéu mau ndo cuc b phd bién hon ¢ thanh
thiéu nién va tré em so véi nguoi 10n, tuong ty nhu cac
nghién ctru trude day [7]. Cac bénh nhi trong nghién
ctru cua ching toi khi nhap vién thiy ty Ié Glassgow
15 diém chiém da sé (60,8%), sé bénh nhi c6 diém
Glassgow thap tir 12 diém tra xudng chiém 11,8%. Két
qua cua chung toi trong ddng véi nghién ciru ciia Tran
Minh Tri. Theo Tran Minh Tri, bénh nhan nhap vién
v6i thang diém Glassgow thap nhat 1a 9, cao nhét 1a 15
diém. Pa sb bénh nhan dén bénh vién vai 1am sang tot,
Glassgow tir 13-15 diém co 18/30 truong hop chiém
60%, Glassgow tir 9-12 diém co 12/30 trudng hop
chiém 40% [3]. Tai nghién ctu caa ching toi, triéu
chang liét khu tri chiém ty Ié cao nhét (82,3%), tiép
dén co giat (51%). Céc triéu chimg dau dau, giam tri
giéc vai ty 16 47,1% va 29,4%. Dau hiéu tang ap lyc
noi so chiém ty Ié nho (3, 9%). Két qua nay ciing phu
hop véi cac nghlen ctu trén thé gidi. Trong nghién cau
cua Liu P va cong sy & ca nguoi 16n va tré em thiy 71
bénh nhan (74,7%) c6 triéu chiing thiéu méau ndo cuc
bo, 10 bénh nhan (10,5%) xuat huyét, 9 bénh nhan
(9,5%) dau dau va 5 bénh nhan (5,3%) co giat. Ty 18
xuat huyét ¢ bénh nhi dwgc bdo cdo 1a 8% ¢ Trung
Quéc [8].

Ngoai triéu chimng liét khu trd, co giat va dau dau 1a pho
bién, bénh nhan ciing c6 thé bi giam thi lyc, ngit hoic
thay doi tinh cach c6 thé dé chan doan nham véi bénh
tam than [9]. Qua cc nghién ciru cac tac gia cling nhan
thay ri loan van dong, dong tac khéng chu y bao gém
mda giat, loan truong luc co, run tay chan duoc thiy ¢
bénh nhan Moyamoya vai triéu chirng hay gap la mua
giat [10]. Trong nghién ctu cua minh, chidng téi nhan
thiy diém Rankin cai tién dugc danh gia tai thoi diém
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nhap vién, ty 1& bénh nhi c6 diém 4 (1am sang nang)
tuong ddi cao (62,7%), diém trung binh Rankin cai tién
khi vao vién 3,31 + 1,43. Két qua cua nghién ctru nay
tuong dong véi nghién ctu cua Tran Minh Tri va cao
hon so véi nghién ciru caa Liu P va cong su. Tran Minh
Tri nhan thay bénh nhan nhap vién da sb trong tinh
trang 1am sang kém theo phan loai Rankin cai tién diém
3va 4 chiémty 1& 53,4% (16/30 truong hop), trong khi
chi co 47,6% (14/30 truong hop) bénh nhan co tinh
trang Iam sang nhe (dlem 1va?2)[3]. Trong nghién cuu
cua Liu P va cong sy, diém Rankin cai tién trung binh
khi nhap vién la 1,30 + 0,60 va 4 bénh nhén (4,2%) bi
khuyét tat dang ké (MRS > 2) khi nhap vién [8]. Trong
nghién ciru cua chiing t6i, chan doan khi nhap vién &
bénh nhi Moyamoya phan 1on 1a dot quy (Chlem 45%);

11,8% duoc chan doan Moyamoya; ngoai ra chan doan
khac (viém ndo, dong kinh, réi loan chuyén hoa) ciing
chiém ty Ié tuong d6i cao (45,1%). Moyamoya cé thé
anh huong dén ca tré em va ngudi Ion, nhung bénh
Moyamoya & bénh nhi biéu hién cac dac diém Iam sang
khac biét va tién luong diéu tri ciing khac vai bénh nhan
ngudi 16n. Tré em 1a nhom c6 nguy co mic Moyamoya
cao nhit. Moyamoya nén duoc xem xét va bit dau danh
gia chan doan ¢ bénh nhan, dic biét I tré em, c6 biéu
hién thiéu hut than kinh cap tinh hodc cac triéu chung
khéng giai thich duoc lién quan dén n&o thiéu méau cuc
bo. Su cham tré trong chan doan din dén sy cham tré
trong diéu tri, 1am ting nguy co khuyét tat vinh vién do
dot quy.

S6 lwong bénh nhi dugc chup MRA so ndo khi vao vién
& nghién ciru ciia chdng toi ¢ 48 bénh nhi. S6 bénh nhi
duoc chan doan nhdi mau ndo trén phim MRA c6 46
bénh nhi, chiém ty 1& 95,8%, ty 1& cua bénh nhi xuat
huyét ndo 4,2%. Ngoai ra trén MRA con c¢6 céac hinh
anh khac: gi&in ndo that, teo ndo khu trd va toan thé. Tat
ca bénh nhi (n = 51) trong nhdém nghién ctru dugc chup
DSA. Hep, tic dong mach ndo giira chiém ty Ié cao
(94,1%), bét thuong hep dong mach thong trudc va sau
chiém ty 18 thap (7,8%). Két qua chup MRA trong
nghién cttu caa minh, ching toi nhan thay dong mach
n&o giira bi hep tic chu yéu (93,8%), tiép dén 1a dong
mach canh trong va dong mach nao trudc; 8,3% bénh
nhi ¢6 tén thuong ddng mach thong trude va dong mach
thong sau. Theo Savolainen M va cong su, hau hét cac
ton thuong thiéu mau cuc bé nam & dong mach nio
gitra (17%), dong mach canh trong (28%) hoac ca hai
(33%). 71% thiéu méu cuc b, chii yéu la ton thwong
tuan hoan 16n phia truéc, 6% & tuan hoan sau.

5. KET LUAN

Khi nhap vién, 60,8% bénh nhi c6 Glassgow 15 diém,
cac triéu ching 1am sang liét khu tri chiém ty 18 cao
nhét (82,3%). Diém Rankin cai tién danh gia tai thoi
diém nhap vién, ty I¢ bénh nhi c6 diém 4 twong dbi cao
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(62,7%). Bén canh d6, chan doan khi nhap vién & bénh
nhi Moyamoya phan Ién 1a dot quy (43,1%) va 94,1%
cho thay hep, tic dong mach ndo giira.

Bénh Moyamoya c6 thé biéu hién véi céc triéu ching
than kinh thoang qua vai cac dot dot quy va thuong
xuyén bi bo sot, din dén chan doan muodn. Bénh
Moyamoya mac du khéng phd bién nhung ganh nang
bénh tat van con nang do ty I¢ nhap vién cao, thoi gian
nam vién dai, chi phi diéu tri cao. Bén canh dé, chan
doan cham tré co lién quan véi ty 18 tir vong, ty I¢ tan
tat cao. Tré em la nhom co nguy co mac bénh
Moyamoya cao nhat. Moyamoya nén duoc xem xét va
bat ddu danh gia chan doan & bénh nhan, dic biét 1a tré
em, c6 biéu hién thiéu hut than kinh cap tinh hoic céc
triéu chung khdng giai thich dugc lién quan dén ndo
thiéu mau cuc bo.
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