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Hoi chirng ALCAPA (Anomalous origin of left coronary artery from pulmonary artery) la mét dj tat ddong mach

vanh bam sinh hiém gép, déc trung béi vi tri bét thuong cta déng mach vanh trai xuét phéat tir déng mach phéi

thay vi déng mach chd. Giai doan khéi mé va duy tri mé cé nhiéu diém cén chi y do nhiéu thay déi sinh Iy bénh:

duy tri dd huyét ap tam triong, duy tri tién ganh, thé tich nhat bép t6i wu va ngén ngira nhjp tim nhanh. Péng

thoi cén théng qua dénh gia huyét dong va hiéu qué sira chira cta phau thuat bang siéu 4m tim qua thuc quén

trong mé dé dénh gia nhanh va chinh xéc, gitp béc sT gdy mé va phéu thuét vién duwa ra céc diéu tri téi wu.

T khéa: Hoi chirng ALCAPA, mach vanh, quan ly gay mé, siéu am tim qua thwc quan.

I. DAT VAN DE

Hoi chirng ALCAPA (Anomalous origin of
left coronary artery from pulmonary artery) la
mot di tat ddng mach vanh bam sinh hiém gap,
dac trwng béi vi tri bat thwong ctia dong mach
vanh trai xuat phat tr d6ng mach phéi thay vi
dong mach chu. N6 con dwoc goi la héi chirng
Bland-White-Garland (BWG) vi n6 dwgc mo ta
lam sang béi Bland, White va Garland vao nam
1933." N6 chiém 0,24 - 0,46% trong tat ca cac
di tat tim b&dm sinh va ty 1é méc bénh & tré sinh
sbng la 1/300.000.2 Trong b&o cdo cla chuing
t6i, théng qua mot ca lam sang phau thuat sira
chira hdi chirng ALCAPA & ngudi triedng thanh,
chung tdi mong muén chia sé va thdo luan cach
quan ly gay mé va (rng dung st dung siéu am
tim qua thwc quan (TEE) trong phau thuat hoi
chirng nay.
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Il. GIOI THIEU CA BENH

Bénh nhan ni» 29 tudi, tién st phat hién bénh
dong mach vanh (khéng ré chan doan chinh
xac) 10 ndm nay, khoéng cé diéu tri gi d&c biét.
Dot bénh nay dién ra trwdc nhap vién khoang
2 tudn v&i triéu chieng chinh la khé thé nhiéu
khi gédng strc (leo hai tAng ciu thang), nghe
tim déu, thdi tam thu 3/6 & mém tim, cac thdm
kham hé théng khac, xét nghiém huyét hoc va
sinh héa mau déu binh thudng. Pién tim 12
chuyén dao ghi nhan nhip xoang, T am & V, -
V.. Nghiém phap géng strc dwong tinh vé bénh
tim thiéu mau cuc bd (biéu hién dau néng nguc,
dién tim c6 ST chénh xudng nhiéu & V,, V,, V,,
D,, D,, avVF (-4,2mm), chénh Ién & aVR). Siéu
am tim qua thanh nguwc cé phan suét tbng mau
(EF) 59%, khong c6 tbn thwong van tim dang
ké, dwong kinh that trai cudi tam thu/cubi tam
trwong 49/34mm, ap lwc ddng mach phdi tam
thu 30mmHg. Bwong kinh cltia ddng mach vanh
phai 1a 7,2mm tai diém rong nhat va gian ngodn
ngoéo, c6 dong chay rdi doc vach lién that.
DPong mach vanh trai khong duwgc quan sat di
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ra khéi ddng mach chu. Khéng thay bat thuong
ché db vao clia ddng mach phéi. Két qua chup
doéng mach vanh qua da va MSCT déng mach
vanh cho thdy khéng thé quan sat duoc 16i ra
clia dong mach vanh trai tlr xoang vanh (Hinh

PMV trai twr
~ than chung

DMV phai
gian lén
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1A), ¢4 hai nhanh chirc ndng cidp mau cho co
that, phinh gién Ién ddng mach vanh phai (Hinh
1B, 2A), bang hé sang dong mach vanh ftrai,
hop Iwu thanh than chung, d6 vao than chung
dong mach phdi (Hinh 1B, Hinh 2B).

DM phéi phai

Than chung DM phéi

Goc xuat phat DMV
trai

Hinh 2. MSCT mach vanh trwéc md

Sau khi khéng dinh chéc chan chan doan
bénh nhan cé bt thwéng gidi phdu dong mach
vanh trai xuét phat tr ddéng mach phdi, phau
thuat stra chira lai thwong tén dwoc 1én ké
hoach cu thé. Tai phong mé ngay phau thuat,
bénh nhan dwoc dat dwong truyén G18 tay
phai v&i dich truyén Ringerfundin, theo ddi
huyét 4p déng mach xam lan qua catheter
ddng mach quay tay tréai, theo doéi dién tim hai
chuyén dao D, va V,, bdo hda oxy qua monitor,
lam gidm dau gay té mat phang co dung sbng
hai bén véi liéu dau ropivacain 0,375% 15ml
mbi bén, sau d6 dwoc khéi mé bang fentanyl
(3 mcg/kg) va midazolam tiém tinh mach (0,15

mg/kg). Théng khi dwoc bat dau khi bénh nhan
mat tri giac va phan xa mi mat, dat ndi khi quan
khi du thoi gian ch® sau khi tiém rocuronium
(1 mg/kg). Catheter tinh mach canh trong bén
phai dwoc dat thanh cong dwdi hwéng dan siéu
am. Dau do TEE dwoc dat vao thue quén ngay
sau dé. Toan bd qua trinh khéi mé huyét ap va
tan sb tim ctia bénh nhan dwoc duy tri 6n dinh
(tAn sb tim 70 - 85 chu ki/phut, huyét &p trung
binh 80mmHg). Gay mé dwoc duy tri bang
sevofluran diéu chinh véi FiO, 40% dén khi
bt dau khdi phat hé théng tim phdi nhan tao
(cardiacpulmonary bypass, CPB) thi chuyén
sang propofol TCl dam béo BIS én dinh & mirc
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40 - 50, két hop fentanyl truyén tinh mach 2
mcg/kg/gi® va rocuronium nhac lai méi 45 phut
da&m bao TOF 0%. Cung lwong tim va thé tich
nhat bép dwoc theo déi qua siéu am tim qua
thwe quan, ddm bao khong bi gidm qua muic
nén va dong thdi gitv cho nhip tim khéng tang
qua muec.

Tén thwong dwoc boc 16 trong mé nhw

DMV phai
gian lon, ¥
nhiéu bang hé &

anh: déng mach vanh phai gian ngodn ngoéo
(Hinh 3A). Phau thuat vién béc 16 than chung
dong mach phéi tim 16 vanh trai, nam ngay trén
xoang van déng mach phéi trai (Hinh 3B). Tach
I6 vanh trai, kéo dai va ndi véi mat sau dong
mach chd 1&n bang mét 6ng mach dwéng kinh
8mm tao hinh ttr doan mach nhan tao.

L6 vanh trai
trén than chung
doéng mach phdi

Hinh 3. Bat thwong giai phau boc 16 trong mé

Th&i gian kep ddng mach cha 130 phat, thoi
gian CPB 158 phut. Qua trinh cai CPB thuan lgi
véi liéu dobutamin duy tri 5 mcg/kg/phut, khéng
phai chéng rung sau khi thd kep déng mach
chd. Nhip tim xoang tan sé 76 chu ki/phut, huyét
ap trung binh 80 - 90mmHg. Quan sat bang
TEE cho thay hinh anh ddng mach vanh trai
déng mach chd cach vong van dong mach chu

Adult Echo TiS0.2 Mio7

s
- DMV trai

khoang 10mm, dwong kinh khoang 7mm (Hinh
4A), ghi nhan phd Doppler dong chay trong
ddng mach vanh trai sau chuyén vi (Hinh 4B),
ddng thoi ghi nhan co bdp co thét trai tét, duy
tri thé tich nhat bép va cung lwong tim twong
dwong véi trwédc mé, van hai 14 binh thuwong.
Két thuc ca phau thuat, bénh nhan dwoc dwa
dén phong héi strc va thé may.

Adult Echo
x7-2t
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Hinh 4. Hinh anh déng mach vanh trai xuat phat ttr dong mach chu (A) va phé Doppler
qua dong mach vanh trai sau chuyén vi (B)
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Bénh nhan duoc héi stre theo phac dé cua
phong hdi strc tim mach, Bénh vién Dai hoc Y
Ha Noi, rat 6ng noi khi quan sau mé 24 gio.
Dién tam dd 12 chuyén dao ngay sau md va
sau moé 24 gio khéng ghi nhan bién d6i ST-T.
Qua trinh theo déi khong c6 bién déng nhiéu
vé huyét dong, khéng suy chirc ndng gan, than.
Siéu am tim qua thanh ngwc sau mé ngay 2
cho thdy khéng c6 bét thuwéng van dong cac
thanh tim, EF 58%, ap lwc ddong mach phdi
tdm thu 20mmHg. Troponin T hs theo ddi hang
ngay giam dan (961 > 582 > 269 > 174 > 33

DMV trai
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ng/L), proBNP 3035 pg/ml. Két qua chup MSCT
mach vanh cho thdy doan mach vanh trai c6
chd hep nhat 5mm nhwng lwu théng tét (Hinh
5). Bénh nhan dwoc ra vién sau md 12 ngay,
diéu tri ngoai tri bang aspirin 81 mg/ngay. Két
qua kiém tra lai sau mé 1 thang rét tich cwc:
triéu chirng co nang co6 cai thién (bénh nhan
khong con khé thé khi leo 2 tang cau thang).
Siéu am tim: EF 66%, van hai la h& nhe, dwdng
kinh gbc ddng mach vanh phai 6,7mm, dwéong
kinh gbc déng mach vanh trai 5,4mm, lwu théng
t6t. Nghiém phap géng sirc am tinh v&i dau
hiéu thiéu mau co tim.

~ DMV phai

Hinh 5. Két qua chup MSCT mach vanh sau mé (nhin tir sau)

Ill. BAN LUAN

Trong hdi chirtng ALCAPA, Iwvu lwvgng mau
mach vanh trai thiéu hut trAm trong gay thiéu
mau cuc bd co' tim v&i biéu hién 1am sang kho
thd/dau ngwc khi géng strc, rdi loan nhip thét,
nhdi mau co tim, gian budng tim trai va hé van
hai 14.34 Cac yéu tb quyét dinh s xuét hién cla
cac trieu chirng la ap lwc dong mach phéi, ap
lwe cudi tam trwong that trai va mie d6 tudn
hoan bang hé gitra ca hai hé théng déng mach
vanh trai va phai. Chyp doéng mach vanh va
siéu am tim qua thanh ngwec la nhirng phwong
phap dwoc s dung phé bién nhét trong chan

doan.® Trong 5% tredng hop, cac di tat nhw con
éng déng mach, théng lién nhi, thong lién thét,
tlr chirng Fallot, hep eo déng mach chad, hoi
chirng gidm san tim trai cling cé thé di kém.®
Phuwong phap diéu tri 1a phau thuat stra chira
bao gdbm viéc chuyén vi ddng mach vanh trai.
Viéc quan ly gdy mé & nhirng bénh nhan
duwoc chan doan mac ALCAPA twong tw nhw
viéc quan ly thiéu mau cuc bé mach vanh cé
hoac khéng cé bénh co tim. Sy gidm co bop
co tim c6 thé xay ra trong qua trinh kh&i mé va
duy tri mé. Piéu quan trong la duy tri di huyét
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ap tam trwong, duy tri tién tai ti wu va ngan
ngtra nhip tim nhanh. Muc dich chinh la dam
bado twdi mau mach vanh day dd, duy tri strc
can mach mau hé théng binh thuéng hodc
thap, bao tdn kha nang co bép cla co tim va
khong gidm ap lwc dong mach phdi — phu hop
véi khuyén cao didu tri va quan ly gay mé cho
bénh nhan ALCAPA cla Ho6i Gay mé hdi strc
DPlrc nam 2021.7 Tién ganh dwoc tdi wu hda dé
da&m bao cung cap du cung lwong tim (cardiac
output, CO). O nhirng bénh nhan nay, thé tich
nhat bép duoc theo dbi thay vi CO, vi CO thay
ddi theo nhip tim.

Bénh nhan duoc khéi mé bang fentanyl liéu
3 mcg/kg va midazolam 0,15 mg/kg. Trong béi
canh khéng cé etomidate — loai thubéc kh&i mé
nhiéu wu diém cho cac phau thuat tim, ketamin
khéng phu hop do tac dung gay nhip tim nhanh,
propofol co tac dong béat loi téi huyét dong thi
fentanyl — midazolam giup kh&i mé mot cach
ém diju, tranh tut huyét ap dang ké va duoc
chirng minh hiéu qua duy tri huyét déng va nhip
tim cling nhw dd mé can thiét qua nhiéu nghién
cru.810 Viéc dat ndi khi quan phai dwgc thuc
hién thuan loi nhat c6 thé. Can than trong trudc
nguy co giam twdi mau co tim do giam bao
hoa oxy mau va do dé lam trdm trong thém tinh
trang thiéu mau cuc bd co tim ma két qua la ¢
thé xay ra ngirng tim va dot t&. Trong trwong
hop nay, muc tiéu bao vé co tim phai lubn dwoc
dam bao, ddng thdi cac gia tri huyét ap va nhip
tim dwoc gilr trong gidi han sinh ly, theo khuyén
cao vé& gay mé cho bénh nhan c6 thiéu mau co
tim cuc bd cla Hoi Gay mé hdi strc Thé gidi
nam 2020."" Viéc cai d&t thong khi nhdm muc
dich ngan ngwa tinh trang nhuoc than, tang
oxy mau va nhiém kiém. FiO, thap & mirc 0,4
duoc st dung dé duy tri strc cdn mach mau
phdi (PVR) cao. CO, cubi thi thé ra dwoc duy tri
trong khoang 40 dén 42mmHg va ap suét riéng
phan cla oxy can duoc theo déi. PVR thap sé

lam néi bat hién twong “cwdp mau vanh”. Sy
hién dién cua giam CO,, tdng oxy mau hoac
nhiém kiém lam giam PVR va gay bét loi. Strc
can mach hé thdng thap dwoc duy tri dé cé du
thé tich nhat bép. Viéc gidm manh hau ganh
ciing cé thé cé hai vi né lam gidm twdi mau
vanh phai, do dé 1am gidm lwu lweng mau dén
déng mach vanh trai. Cac thudc tang co bép co
tim nhw dopamine, dobutamine hoac milrinone
nén dwoc st dung than trong vi ching lam tang
tiéu thu oxy cla co tim, c6 thé lam trdm trong
thém tinh trang thiéu mau cuc bo co tim.

Ung dung TEE trong phau thuat rat quan
trong trong viéc nhan biét cac khiém khuyét,
chan doan va theo dbi cac bat thwdng vé chirc
nang trong phau thuat tim. Dac biét trong hdi
chirng ALCAPA, viéc danh gia hé van hai 13,
danh gia 16 vanh va lwu lwgng mach vanh 1a
nhirng danh gia quan trong clia hinh anh TEE.
Trong trwdng hop bénh nhan nay, TEE dwoc
st dung nhv mot phwong phap theo ddi cung
lwong tim va thé tich nhat bop gian tiép, gitp
danh gia huyét dong trong md nham gidm nguy
co thiéu mau vanh. Bdng thdi danh gia chire
nang tim sau mé dé can ct st dung tro tim
van mach hop ly. TEE con gép phan quan trong
danh gia ciu vanh méi ngay trong mé dé phau
thuat vién quyét dinh cac buwdc x ly tiép theo.
St dung TEE cho ph&u thuat nay ciing phu hop
véi khuyén céo st dung TEE cho cac quyét
dinh trong phau thuat tim mach cta Hiép hoi
siéu am tim Hoa Ky nam 2020."

Qua ca lam sang nay, ching téi nhan thay
viéc hidu rd thay déi sinh ly bénh, giadi phau
cla nguwdi bénh trong hoi chirng ALCAPA 1a rét
quan trong gilup lén ké hoach quéan ly gay mé
cu thé ding dén, ddng thdi st dung siéu am tim
qua thwe quan trong méd gidp danh gia ding va
gilp bac sTlam sang dwa ra quyét dinh phu hop
v&i ké hoach diéu tri bénh nhan.
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IV. KET LUAN

Quan ly gay mé thanh cong trong ALCAPA -
mot hoi chirng béat thuwérng mach vanh bam sinh
hiém gap, doi hai kién thirc tét vé sinh Iy bénh
va cé mot ké hoach quan ly gay mé cu thé dé
tranh cac thay dbi bat loi, dac biét trong qua
trinh kh&i mé. Viéc sir dung siéu am tim qua
thwe quan trong phau thuat co vai trd 16n giup
theo déi chirc nang tim va danh gia, phat hién
s&m céac bat thuwdng sau sra chiva.
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Summary
ANAESTHESIA FOR REPAIR THE CONGENITAL
LEFT CORONARY ARTERY: A CASE REPORT

Anomalous origin of the left coronary artery from the pulmonary artery (ALCAPA) syndrome
(Bland-White-Garland syndrome) is a rarely seen congenital coronary artery anomaly characterized
by an abnormally located left coronary artery that arises from the pulmonary artery instead of
the aorta. Anesthesia induction and maintenance have significance difference due to many
reasons: maintaining adequate diastolic blood pressure, maintaining preload, optimal stroke
volume, and preventing tachycardia. It is necessary to evaluate the hemodynamics and repair
effectiveness of the surgery using intraoperative transesophageal echocardiography for quick and
accurate assessment to assist anesthesiologists and surgeons in providing optimal treatment.

Keywords: ALCAPA syndrome, coronary artery, anesthesia management, transesophageal
echocardiography.
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