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TOM TAT

M6t bénh nhan nhé tudi mac Takayasu c6
tai phinh dong mach cht nguc xudng v& da duoc
phiu thuat cap ciru thanh cong, thay doan dong
mach chti xudng bang 6ng ghép nhan tao ¢ sy hd
trg ctia hé théng tuan hoan ngoai co thé. Viém
dong machTakayasu 1a mét bénh 1y hiém gap ¢
tré em, giai doan sém cia bénh thuong biéu hién
triéu chimg lam sang va can lam sang khong déc
hiéu va khé chan doén. Diéu tri kip thoi bénh s&
ngin chin duoc dién tién man tinh gy hep, tic
hodc phinh cac mach mau 16n dan dén nhiing
bién chimg nguy hiém véi ty 1é tir vong cao.

Tir khoa: Takayasu o tré em, phinh dong
mach chu nguc

SUMMARY
SURGICAL TREATMENT OF
RUPTURED PSEUDOANEURYSM
OF THE THORACIC AORTA DUE TO
TAKAYASU ARTERITIS : A CASE

REPORT AND REVIEW LITERATURE

Report a rare case of Takayasu: A 9 years
old patient with a ruptured pseudoaneurysm of
thoracic aorta due to Takayasu arteritis was
sucessfully treated by open emerency surgery

with  circulation extracorporelle .Takayasu
arteritis is a rare disease in children, the diagnosis
is a challenge because the clinical and

paraclinical are non- specific. Treatment is
essential to prevent the insidios course and
vascular damage: stenosis, occlusive lesions,
aneurysms with dangerous complications and
high rate of mortality.

Key word: Childhood Takayasu arteritis,
thoracic pseudoaneurysms

I. DAT VAN BE

Bénh viém dong mach Takayasu la bénh
viém ¢ cac dong mach co6 kich thudc 16n va vira
gay hep, tac hodc phinh dong mach. Bénh dugc
bac si nhan khoa ngudi Nhat Ban tén Mikito
Takayasu mo ta lan dau tién nam 1908 & bénh
nhan nit, 21 tudi ¢6 phinh déng mach vong mac
va khong c6 mach quay [13].

Hep dong mach 1a mot trong nhiing tdn
thuong thuong gip nhat, chiém 90% trong céc
bénh nhan mic Takayasu dugc bao cdo trong cic
y van. Tuy vay, phinh dong mach ciing khong
phai hiém gdp, theo udc tinh, c6 khoang 25%
bénh nhan Takayasu c6 ton thuong phinh dong
mach [6]. Phinh dong mach chu hoac thi giad
phinh c6 nguy co tr vong cao do tui phinh ting
kich thudc va vo, theo udc tinh ti 1€ tr vong sau
phau thuat & nhitng bénh nhan c6 tai phinh v& 1én
dén 50%][3].

Ching to61 bdo cdo mot truong hgp bénh
nhan Takayasu 9 tudi c6 tai phinh dong mach chi
nguc v duge phiu thuat cip ciru thanh cong.

II. TRUONG HQP LAM SANG

Bénh nhan nam 9 tudi , nhap Bénh vién
Cho Riy ngay 14/12/2017.

Bénh nhan khong c6 tién can bénh gi trudc
day. Khéi bénh trude nhap vién 1 tudn voi triéu
chimg dau tirc nguc trai, ho va s6t nhe. Sau d6 2
ngay bénh nhan bi ho ra mau do tuoi lugng it 1an
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dam, nhap BV Nhi Pong I. Tai BV Nhi Dong I,
bénh nhan dugc chup XQ nguc thing thiy mo
dong nhat 1/3 gitta phoi trdi. Puoc chan doan
theo ddi viém phoi hoai tir, chan doan phéan biét
Lao phdi bdi nhiém. Bénh nhan dugc chup cit
16p vi tinh, phéat hién tGi phinh dong mach chu
nguc v&/ Takayasu, sau d6 chuyén Bénh vién
Cho Ray.

2.1. Kham lam sang:

Sinh higu: Mach 110 lan / phut, nhiét d6 37
d6 C, Huyét ap tay trai 125/85 mmHg, tay phai
120/90mmHg, 2 chan khong do dugc huyét ap.

- Bénh nhén tinh, tiép xtic duoc, da niém nhat.

Hinh 1: Hinh anh CT truéc mé

Chin dosn hinh anh:

CT scan: - Pong mach cht nguc xudng c6 tai
gia phinh duong kinh 8cm, bo thi phinh khong
déu, dong mach chu nguc dudi chd phinh c6 doan
hep khit, doan hep kéo dai 3cm.

- Tran dich mang phdi trai lugng nhiéu.

- Téc dong mach mac treo trang trén

Siéu 4m tai giwdng cap ciru:

- Thi phinh déng mach chu nguc xubng, c6
huyét khdi thanh, day thét trdi, tran dich mang
ngoai tim lugng trung binh EF =56%, tran dich
mang phoi trai lugng nhiéu

- Phinh dong mach canh chung trai

- Xo vira dong mach chau dui 2 bén
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Hinh 2: Hinh anh trong mé

- Than dau ngyc trai nhiéu.

- Mach quay 2 bén bat rd, mach 2 chan
khong bt duoc.

- Tim nhanh déu, phdi trai giam am phé bao.
2.2. Can lam sang:

Cong thirc mau:

- Hong cau :3.69 T/L, HCT 28.3%, Hb 89 g/L

- Bach cau: 16 G/L, Neu 78.7%, Tiéu cau
233 G/L.

Sinh héa mau: trong giéi han binh thuong.

Hinh 3: CT scan sau mé

2.3. Chin do4n: Phinh dong mach chu nguc
xubng v, hep ning dong mach chu nguc sau tai
phinh, phinh déng mach canh chung trai, tic dong
mach mac treo trang trén/ Takayasu

Piéu tri: Bénh nhan duogc chi dinh phau thuat
cap ctru

- M& nguc duong gitra xuong uc, boc 10 quai
dong mach chu va cac nhanh, dong mach chu
nguc xudng ngay cb trén tai phinh. Dt canule
dong mach chu, dong mach dui phai, tinh mach
chi trén va dudi. Chay may tuan hoan ngoai co
thé, ha than nhiét 33 o C.

- M6 khoang mang phdi trai, tham st thiy tai
phinh dong mach chéi nguc xubng phinh 16n
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12x10cm v&, méu cuc khoang mang phdi trai
luong nhiéu.

- Quyét dinh mo dudng nguc trude bén tréi,
gian suon V-VI, bdc 10 doan dong mach chu nguc
dudi chd hep. Kep dong mach chu ngay sau chd
chia dong mach dudi don trai va ngay dudi chd
hep, thay doan dong mach chu be‘ing 6ng ghép
nhan tao 16.

Thot gian kep dong mach chu 45 phut, thoi
gian chay tuan hoan ngoai co thé 135 phut .

- Sau md bénh nhan duogc diéu tri Corticoid,
khang sinh, giam dau, cac thudc ha huyét ap

- Bénh 6n dinh xuét vién ngay 2/1/2017

- K& hoach diéu trj tiép theo: diéu tri tiép tuc
corticoid, diéu tri ting huyét ap, du phong va phat
hién sém cac bién chimg cta Takayasu

- Két qua chup CTScan sau md: Cac miéng
nbi khong hep

- Két qua giai phau bénh ly: mau mo sinh
thiét cho thdy xam nhép té bao lympho, md bao,
bach ciu da nhan trung tinh. Thanh déng mach
loét, xdm nhap té bao viém, lympho bao

I1I. BAN LUAN

Bénh viém dong mach Takayasu 1a bénh 1y
viém man tinh dong mach chu va cac nhanh chinh
clia no, ciing c6 thé bao gdm dong mach phoi
hodc dong mach vanh. Bénh hiém gap O tré
em[7], hdu qua cua qua trinh viém mach mau
¢6 thé dan dén nhimg dang ton thuong khac nhau
nhu hep, tic, phinh dong mach. Nguyén nhan va
sinh bénh hoc cua bénh viém mach Takayasu dén
nay van chua duoc biét 16 ké tir nhitng mé ta dau
tién vao nam 1908 cua bac si nhan khoa nguoi
Nhat Ban. Bai bao nay ching toi tap trung dé cap
dén nhitng dac diém cua bénh viém dong mach
Takayasu ¢ tré em.

3.1. Dich t& hoc va bénh nguyén

Viém dong mach Takayasu dugc gap phai
trén toan thé gidi nhung phd bién nhit 1a & Chau
A, chau Phi va My La Tinh [8]. Bénh nay la
nguyén nhan hang dau gay ting huyét ap do hep
dong mach than ¢ tré em chau A[2]. Theo mdt
nghién ctru ¢6 tinh hé théng & Nhat Ban tir nim
1982 dén 1984, c6 khoang 2600 bénh nhan méc
Takayasu [12]. Ty 16 méi mac bénh ¢ My la
2,6/1.000.000 dan mdi nam[4].

Bénh nay thuong gip phan 1on & nguoi tré
tudi, do tudi thudng mac 1a 20 dén 30 tudi. Tudi
khoi phét bénh c6 thé sém hon nhung hiém gip &
tré nho. Ty 1€ nam mir 1a 1:9 trong mdt nghién
ctru tor Nhat[12]. Tai Viét Nam, mdt nghién ciu
trén tré em tai bénh vién Nhi Déng Inam 2003, ty
1€ nam :ntr 1a 1:1,63 [9]

Bénh hoc Takayasu khong dugc hiéu nhiéu,
cac té bao trung gian mién dich dong mét vai tro
quan trong trong co ché ton thuvong mach mau.
bic trung boi dap ng mién dich té bao, bao gdm
lympho T, t& bao trinh dién khang nguyén, dai
thyc bao. Khong co6 bang ching cua ty khang thé,
té bao B va cac bo thé. Yéu té di truyén c6 mot
vai tro trong bénh sinh, & Nhat Ban va Han Quéc
bénh lién quan dén HLA A10, B5, BW52, RR2,
DR4, & My thi HLA B22 [14]. Mot s6 nghién ciru
cho thdy c6 mdi lién quan mat thiét giita bénh
Lao va Takayasu, bén canh d6 vung dich t& cia
Lao va Takayasu co sy twong dong. Tai Viét
Nam, nghién ctru ctia bénh vién Nhi Déng I nam
2003 cho thay c6 23,8% bénh nhan Takayasu bj
bénh Lao hodc gia dinh c6 ngudi than mic bénh
Lao[9].

Vé md bénh hoc, co ban gém pha cip: viém
dong mach ¢ 16p 4o ngoai va gilra vo1 sy tham
nhiém cua té bao lympho T va dai thyc bao sau
d6 tham nhiém vao 16p 4o trong. Pha man tinh:
tién trién day thanh dong mach giy hep: 16p a0
ngoai xo hoa, 16p 4o gitra bi pha hiy va tang sinh
co ctia 16p 4o trong. Qua trinh nay dién tién dan
dan gay hep, tic hoic phinh dong mach[7]

3.2. Triéu chirng 1am sang va chin dosn

Biéu hién 1am sang cua bénh c6 thé chia lam
3 giai doan: giai doan dau tién tridu chimg lam
sang khong ddc hiéu nhu: sét, giam can, nhtic
dau, mét, d6 md hoi vé dém... Giai doan thir hai
1a giai doan mach mau bao gém triéu chimg cia
hep, tic hodc phinh dong mach. Giai doan thir 3
1a giai doan thuyén giam mot phan triéu ching
lam sang. Tuy nhién, cdc giai doan lam sang
thuong chong chéo 1én nhau khé phan biét rd[5].

Nghién ciru vé Takayasu ¢ tré em Viét Nam
nam 2003 cua nhom nghién ctru BV Nhi Dong I
da liét ké cac tridu chimg thuong gip voi tan suat
cu thé ¢ bang 1.
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Bang 1: Cac triéu chirng 1am sang thwong gap[9]

Triéu ching Ty 1€ % Triéu ching Ty 1€ %
Nhtc dau 47.6 Tinh c& phat hién 9,5
Pau bung, 6i 23.8 Tang huyét ap 95
Chay mau cam 23,8 Thay d6i huyét ap 90
Kho thé 23,8 Thay d6i mach 71
Mét moi 19 Am thoi 38
Chong mat 9,5 Suy tim 19
Xanh xao 9.5 Phu 9.5
Bo an 9,5 Noi mén da 9,5
Ho 9,5 Viém khép 9,5

Tiéu chuin chan doan
Nim 2010, Lién doan chdng Thap khép Chau Au ( EULAR), T6 chire thir nghiém nhi khoa Thap
khop qubc té ( PRINTO), Hoi Thap khdp nhi khoa Chau Au (PRES) dd dua ra dong thuan vé tiéu
chuan chan doan viém mach Takayasu ¢ tré em (Bang 2) bao gom 1 tiéu chuan chinh va 5 tiéu chuan

phu, chén doan xéac dinh khi c6 tiéu chuén chinh va it nhéit 1 tiéu chuin phu [11].

Bang 2: Tiéu chuin chin doin Takayasu tré em theo EULAR/PRINTO/PRES 2010

1. Bat thuong vé mit hinh anh hoc

Dan, phinh, hep, tic hodc day thanh mach ma

Tiéu
hud (CT Scan, MRI, PES) cua dong mach | khong do cac nguyén nhan khac.
chuan
chu hodc cac nhanh cta ndé hoac
chinh | ..
dong mach phoi.
Mach ngoai bién khong bt duoc, yéu hoac khong
1. M4t mach/ dau cach hoi déu nhau
Dau cach hoi: dau co ting 1én sau van dong
Tiéu | 2. Chénh léch huyét ap Chénh léch huyét ap tir chi > 10mmHg
chuin » I . Nghe duoc tiéng thoi hodc so thiy rung & cac mach
3. Tiéng thoi bat thuong .
phu mau lon

4. Tang huyét ap

Huyét 4p tim /tam truong > 95" bach phan vi theo

chiéu cao

5.Xét nghiém

Téc d6 ling mau > 20mm/gio hodc CRP ting.

Bénh nhan sau khi dugc chan doan viém dong mach Takayasu duoc xép ton thuong dong mach

theo hoi nghi qudc té vé Takayasu t6 chtic tai Tokyo nim 1994( bang 3).
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Bang 3: Phan loai ton thwong déng mach & bénh nhin Takayasu — Tokyo 1994[7]

Type | Ton thwong dong mach

I Nhanh cia cung dong mach chu

Dbong mach chu 1én, cung dong mach

IIa A , ) .
chu va cac nhanh cua n6

Dbong mach chu 1én, cung dong mach
IIb | chu va cac nhanh cua no, dong mach
chu nguc xudng

Pong mach chil xudng doan nguc, bung

1 va’hoac dong mach than

Dbong mach chu bung va / hoac dong

v
mach than

V | Phéi hop type IIb va IV

AN AN ;/g

A\~ 2\~
I j
AN AN :/\2

Mic du thé giéi da dua ra nhimg dong
thuan vé tiéu chuan chan doan, phan loai nhung
cho dén hién nay, viéc chan doan Takayasu ¢ tré
em van con 1a mot thach thire vi c6 mot sb luong
16n cac bénh can phai chan doan phan biét. Hon
nira, trong giai doan cap, triéu chimg 1am sang
thuong khong dic hiéu va nhiing xét nghiém dau
an sinh hoc cua Takayasu do nhay thap va khong
dugc phoi bién. Nhimng triéu chimg 1am sang nhu
s6t, 36 md hdi trom ban dém, sut can, dau khép,
dau co, dau bung, dau dau, thiéu mau va nhiing
triéu ching can 1dm sang nhu téc do ling mau
thudng phd bién trong rat nhidu bénh.

Viéc cham tré trong chan doan giai doan
cap thuong din dén bénh tién trién sang giai doan
man tinh gay hep 1ong mach va gy ra cac bién
chung khac[10].

3.3. Piéu tri ndi khoa

Li€u phap corticoid c6 hodac khong co tac
nhan doc té bao

- Corticoid 1& diéu tri chinh: duong udng,
lidu 1 mg/kg/ngay, giam lidu dan sau vai tuan dén
vai thang khi cac triéu chung thuyén giam. Nén
ding & lidu thap kéo dai va luu ¥ cac tic dung

phu ciia thude, nén diéu tri dy phong lodng xwong
phdi hop

- Cac tac nhan doc té bao dung cho bénh
nhan dé khang corticoid hodc bénh tai phat. Ding
kéo dai it nhat 1 nam sau khi bénh thuyén giam,
sau d6 giam dan liéu rdi ngung. Bao gom:
Methotrexate ,5 — 25 mg/ tuan bang duong udng,
Azathioprine 1 — 2 mg/kg/ngay dudong udng,
Cyclophosphamide 2 mg/kg/ngay dudng ubng[1]

- Kiém soat cac yéu td nguy co nhu: rdi
loan lipid, tang huyét ap 1a bat budc dé giam cac
bién chimg tim mach (Ia nguyén nhan chinh gay
tir vong). Ngoai ra lidu thip Aspirin c6 thé co
hiéu qua trong viém cac mach mau 16n

3.4. Piéu tri ngoai khoa

Céc truong hop tac hodc hep mach hoac
phinh dong mach nén duoc nong mach hoic phau
thuat khi bénh hoi phuc, cac chi dinh bao gom:

- Hep DM thén gay ting huyét ap

- Hep PM vanh gy thiéu mau co tim

- Khap khiéng cach hdi & chi ¢6 anh huong
dén hoat dong hang ngay

- Thi€éu méu ndo cuc bd va hoac hep quan
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trong cua 3 hodc nhiéu hon cac mach mau nio

- C6 trao ngugc DM chu

- Phinh DM cht nguc bung ma duong kinh >
1.5 1an duong kinh binh thuong

- Hep ndng DM chu

3.5. Theo déi diéu tri

Kerr va cong su da dua ra céc tiéu chuan dé
danh gi4 hoat dong bénh. Khi xuét hién méi hodc
tién trién x4u cta 2 hodc nhiéu hon céc triéu chimg
sau chtmg t6 bénh dang c6 dién tién x4u [7]:

- Céc tridu ching toan than: st, dau khép
ma khong rd nguyén nhan

- VS tang

- Triéu chung thiéu mau cuc bd hodc viém
mach mau nhu: khap khiéng cach hoi, mach yéu
hodc vo mach, nghe tiéng thdi theo DM, huyét ap
chénh I¢ch ¢ 2 tay hoac 2 chan hoac ca tay va chan

- Hinh anh chup mach dién hinh c6 cac tén
thuong mach mau méi

IV. KET LUAN

Viém dong machTakayasu la mot bénh ly
hiém gdp ¢ tré em, giai doan sém clia bénh thuong
biéu hién tridu chimg 1am sang va can 1am sang
khong ddc hiéu va kho chan doan. Diéu tri kip thoi
bénh s& ngin chan dugc dién tién man tinh gy hep,
tac hodc phinh cac mach mau 16n dan dén nhiing
bién chig nguy hiém véi ty 1 tir vong cao.
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