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Xuét phéat bat thuong cia déng mach vanh tréi tir déng mach phéi (hoi ching ALCAPA) la mot

bénh tim bdm sinh hiém gdp, thuwong biéu hién triéu chirng suy tim tir tré so sinh, chi ty 16 rat nhé cé

thé séng dén tubi truéng thanh. Bao cdo nay trinh bay mot truong hop bénh nhan niy 29 tudi, da duoc

chén doén dwa vao biéu hién 1am sang, hé tro cla dién tam dé géng strc va chdn doén hinh énh (siéu

am tim, cat I6p vi tinh va chup doéng mach vanh qua da). Bénh nhdn da duoc phdu thuat chuyén vi

déng mach vanh tai Bénh vién Pai hoc Y Ha Néi. Qua truong hop nay, ching téi ban ludn vé chién

lwoc chédn doan va lwa chon diéu tri & nhiing bénh nhén trudéng thanh gdp hoi ching hiém gdp nay.

T khéa: ALCAPA, chuyén vi mach vanh, dién tam dé géng strc.

I. DAT VAN DE

Hoi chirng ALCAPA (Anomalous origin of left
coronary artery from pulmonary artery) la mét
bat thuwdng xuét phat mach vanh hiém gap, xay
ra & 1 trén 300.000 tré sinh séng va dwoc phan
loai thanh dang tré so sinh va ngudi I&n tay
thudc vao do tudi, mirc dd biéu hién triéu chirng
va sw phat trién cla hé mach vanh." Néu cé
da tudn hoan bang hé mach vanh gitra dong
mach vanh phai va trai thi biéu hién 1am sang
clia bat thwerng nay cé thé bi tri hodn cho dén
tudi trwdng thanh hodc tham chi la tudi truéng
thanh muén. Ty |é t& vong cla tré gap hoi
ching nay la 90% trong 1 nadm dau sau sinh
néu khéng duoc phau thuat stra chiva, chi 10%
- 15% bénh nhan dwoc chan doan & do tudi
trwdng thanh.?

Tac gia lién hé: Nguyén Anh Huy
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Ngay nhén: 21/09/2023
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Ngay ca khi duwoc chan doan mudn, viéc
diéu tri kip thoi d& ngan ngira cac bién chirng
de doa tinh mang nhw nhdi mau co tim, rdi loan
chtrc nang van hai & va nhirng réi loan nhip ac
tinh 1a diéu can thiét.* Trong d6, phau thuat dua
mach vanh trai vé vj tri gidi phau binh thuéng
Ia Iwa chon wu tién. Trong bai bdo nay, ching
t6i bdo cao mét trwdng hop hiém gap vé bat
thwdng ddng mach vanh trai tr d6ng mach phdi
& phu ni¥ trwdng thanh da dwoc chan doan,
phau thuat tai Bénh vién Dai hoc Y Ha Noi va
xem xét cac tai liéu lién quan.

Il. GIOI THIEU CA BENH

Bénh nhan ni 29 tudi, tién st phat hién mot
b4t thworng dong mach vanh véi chan doan ro
ddéng mach vanh ttr 17 nam trwéc nhwng khong
c6 chan doan rd rang, thdi diém dé bénh nhan
c6é chi dinh can thiép tuy nhién vi cdm thay
khéng c6 triéu chirng ré rét nén ngudi bénh
da khéng chép nhan Iya chon theo hwéng can
thiép, thoi gian sau d6, khong cé diéu tri gi dic
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biét. Bénh nhan van sinh hoat binh thuwong tw
nhd, da 14y chdng va mang thai, sinh 1 con (md
dé). Mot thang gan day, bénh nhan xuét hién
triéu chirng khé thé nhiéu khi gang strc, tinh
trang kho thé tdng dan kém dau ngwc, nhip tim
déu, nghe thay cd tiéng théi tam thu 3/6 & vi tri
moém tim, cac thdm kham hé théng khac chua
ghi nhan bat thuong.

Siéu am tim qua thanh ngwc: chirc nang
tam thu théat trai trong gi¢i han binh thwdng va
khéng cé thuwong ton van hai la, dwong kinh that
trai cudi tam thu/cudi tam trwong 49/34mm, ap
lwc ddng mach phéi tam thu 30mmHg. Budng
kinh ctia dong mach vanh phai l1a 7,2mm tai
diém réng nhéat va gidn ngoan ngoéo, cé dong
chay rbi doc véach lién that. Dong mach vanh
trai khéng quan sat thdy diém xudt phat tai
dong mach chd 1én.

ECG: Trén dién tam dd 12 chuyén dao
khéng ghi nhan thay cac biéu hién cla thiéu

BMV chua én

DMV phai
gianlen —

DMV trai tir
‘4" than chung

mau co tim. Tuy nhién, bénh nhan lai ghi nhan
nghiém phap géng strc dwong tinh vé bénh tim
thiéu mau cuc bd (biéu hién dau néng nguc,
dién tim c6 ST chénh xubng nhiéu & V,, V,, V,,
D,. D,, aVF (-4,2mm), chénh Ién ¢ aVR).

Chup dong mach vanh qua da: Chup
xoang vanh trai: khong thay xuéat phat ctia dong
mach vanh trai. Chyup ddéng mach vanh phai:
C6 hai nhanh chirc ndng cp mau cho co thét.
Phinh gidn I&én déng mach vanh phai, bang hé
sang déng mach vanh trai, hop lwu thanh than
chung, db vao than chung déng mach phéi.

Chup MSCT dong mach vanh: Bong mach
vanh trai (Lm) xuét phat tir géc ddong mach
phdi, gian, dwdng kinh I6n nhat 9mm, sau tiém
ngdm thuéc ddng nhét, khong thdy hep tac.
Céc nhanh LAD va LCx van tach ra tw Lm, gidn
ngodn ngoéo, sau tiém ngdm thudc déng nhét,
khong hep tac. Dong mach vanh phai xuét phat
vi tri binh thwéng, gidn ngoan ngoéo, duéng
kinh tai gbc 7,5mm.

DMV phdi trai

DM phéi phai

Than chung BM phéi

Van DM phéi

Géc xuét phat
DMV trai

Hinh 1. MSCT mach vanh trwéc mé

Bénh nhan da duoc giai thich chi tiét vé
bénh va da dwoc chi dinh phau thuat stra chiva
c6 ké hoach. Bénh nhan dwoc gdy mé néi khi
quén, phau thuat dwoc tién hanh véi duwong
md mé kinh dién gitra xwong Gc. Liét tim bang
Custadiol thiyc hién xudi dong qua 16 vanh phai
& dong mach cha Ién. Sau khi kep déng mach
cha, tim ngirng tét. M6 ta tdn thuwong trong mé:
déng mach vanh phai gidn ngodn ngoéo (Hinh
2A). M& ngang than chung déng mach phéi tim
thay 16 vanh trai, ndm ngay trén xoang van dong

mach phdi trai (Hinh 2B). Tach 16 vanh trai kém
t6 chirc clia ddng mach phdi xung quanh dén
sat van dong mach phdi, viéc phau tich va di
ddng than chung ddng mach vanh trai khé khan
do déng mach vanh trai gian I&n, dong phut
nguwoc lién tuc. Vi thé, déng mach vanh trai
duoc kéo dai bang mot dng mach dwdng kinh
8mm dwoc tao hinh tlr miéng va nhan tao sinh
hoc, sau d6 phan kéo dai nay cdm vao mat sau
dong mach chu lén.
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Hinh 2. Bat thwong giai phau boc 16 trong mé

Thoi gian kep ddng mach chd 130 phut, thoi
gian CPB 158 phut. Tim dap lai nhip xoang.
Quan sat bang TEE cho thay, hinh anh déng
mach vanh trai tir ddng mach chd cach vong
van déng mach chi khodng 10mm, dwdng kinh
khoang 7mm, ghi nhan phd Doppler ddng chay
trong ddng mach vanh trai sau chuyén vi, déng
thoi ghi nhan co bép co that trai tbt, duy tri thé
tich nhat bép va cung lwveng tim twong dwong
véi trwdc md, van hai la khong hé.

Bénh nhan dwoc rat 6ng noéi khi quan sau
mé 24 gi¢. bién tam dd 12 chuyén dao ngay
sau md va sau md 24 gi& khéong ghi nhan bién
ddi ST-T. Qua trinh theo ddi khdng cé bién dong

DMV trai

nhiéu vé huyét doéng, khéng suy chic nang
gan, than. Trén lam sang ghi nhan bénh nhan
khong con tiéng théi tam thu. Siéu am tim qua
thanh nguwc sau md ngay 2 cho thay khoéng co
bat thwong van déng cac thanh tim, EF 58%, ap
lwe ddng mach phdi tam thu 20mmHg. Troponin
T hs theo d&i hang ngay giam dan (961 - 582
- 269 > 174 - 33 ng/L), proBNP 3035 pg/ml.
Két qua chup MSCT mach vanh cho thay doan
mach vanh trai xuét phat tw dong mach chu lén
lwu théng tét (Hinh 3). Bénh nhan dwoc ra vién
sau md 12 ngay, diéu tri duy tri sau ra vién bang
aspirin 81 mg/ngay.

_— DMV phai

Hinh 3. Két qua chup MSCT mach vanh sau mé (nhin tir sau)
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Ké& hoach quan ly tiép theo cho bénh nhan
la kham lai sau 1 thang, du kién lam lai nghiém
phap gang strc dién tam dd sau 3 thang. Khi
bénh nhan kham lai dinh ky sau 1 thang, chung
téi da cho bénh nhéan thwc hién nghiém phap
gang strc va két qué am tinh & 1an thuc hién
nghiém phap nay.

I1l. BAN LUAN

Trong héi chirtng ALCAPA, sy xuét hién cla
céc triéu chirng sau khi sinh va me dé rdi loan
chirc ndng co tim phu thudc vao nhiéu yéu td
khac nhau, chang han nhw thai diém dong éng
doéng mach (PDA), chénh Iéch ap lyc gilra dong
mach phdi va ddng mach vanh, va sy phat trién
cla tudn hoan bang hé, nhu ciing nhw loai giai
phdu mach vanh.* Bénh nhan ALCAPA thuwong
dwoc phan loai thanh hai loai dwa trén kha nang
bu trir cGia tudn hoan mach vanh: loai ngudi I6n
danh cho nhitng ngwoi c6 wu thé mach vanh
phai, kha ndng bu trir tét va loai tré so sinh
danh cho nhirng bénh nhan khéng c6 mang
lwdi tudn hoan bang hé phat trién hodc wu thé
ddng mach vanh trai.5 Véi loai 2, dién bién lam
sang trong bénh canh giam twdi mau co tim
tram trong, dan t&i gian va gidm van dong that
trai, thwong lién quan téi hé van hai la nang do
thiéu mau cuc bd that trai. Trong mot sé trwong
hop, chdng han nhu trudng hop chung t6i trinh
bay, sw ton tai ciia tudn hoan bang hé & nguoi
trwdng thanh phat trién tét cé thé gidm thiéu
nguy co méac cac bién cb tim mach bat loi & tudi
trwdng thanh.

Biéu hién lam sang c6 thé c6 & nhiéu murc do
& ngwoi tredng thanh, kho thé va dau nguwc khi
géng strc co thé tré thanh mot triéu chirng réat
mo hd khé xac dinh chinh xac. Céc triéu chirng
ldam sang clla ALCAPA & nguoi trwdng thanh
kha da dang, theo moét thdng ké véi c& mau
I&n clia tac gia James, 66% bénh nhan cé cac
triéu chirng dau that nguc, khé thé, danh tréng
ngwc hodc mét moi; 17% biéu hién réi loan nhip

that, ngat hodc dot tir; va 14% khong co triéu
chirng.* Bénh nhan clia chung téi cling khong
c6 nhirng biéu hién 1am sang dién hinh, do vay
nghiém phap géng stc trén dién tam d6 da
dwoc chi dinh va két qué dwong tinh véi bénh
co tim thiéu mau cuc bd la mét minh chirng rd
rét dé khang dinh sw can thiét phai chan doan
va diéu tri sém & bénh nhan nay.

Siéu am tim qua thanh nguwc la phuwong
thrc chdn doan hinh anh c6 gia tri cho hoi
chirng ALCAPA, bang cach hinh dung nguén
gbc, dwong di va huéng dong chay cia dong
mach lién that trwdc va dong mach vanh phai
bén canh dong chay b4t thudng vao than dong
mach phdi. Cac chi sé khac ciing c6 thé dwoc
do trén siéu am tim bao gdm kich thwéc that trai
va chirc nang tam thu, sy hién dién clda hé van
hai 1a va kich thwéc ctia dong mach vanh phai.!
M6t trong nhitng déc diém doc dao cha két
qua siéu am tim vé ALCAPA & ngudi 1én 1a lwu
lweng mach vanh tdm thu tang 1&én trén Doppler
séng xung, cho thay sw hién dién cla tuan hoan
bang hé va shunt mach vanh tt trai sang phai.®
Han ché chinh clia siéu am tim 13 hinh anh kém
do nhiéu yéu tb. Béi v&i hoi chivtng ALCAPA, do
chinh xac chan doan cuda siéu am tim dao dong
trong khoang 46,0 dén 80,0%.” Cac phwong
thire hinh anh khac cung cép hinh anh truc tiép
vé giai phdu ddéng mach vanh bang tai tao 3D 1a
chup cét I&p vi tinh va cong hudng tir tim. Chup
cong huwédng tr dwoce thwe hién khi nhirng hinh
anh trén siéu am hay cét I1&p vi tinh con nghi
ng®d chan doan, ddng thdi danh gia chirc nang
tim khi c6 réi loan van déng ving mirc d6 néng,
rdi loan chirc ndng van hai 14 va suy tim toan
bod. Hinh anh chup cét 16p vi tinh dwoc tai tao
3D va dinh dang lai da mé&t phang co thé xac
nhan cac nghi ng& di thwong mach vanh va
hién tai, phwong phap nay duwgc coi la phwong
thtrc chan doan hinh anh duwoc Iwa chon.' Két
qua chup cét I16p vi tinh va cong hudng tir ctia
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ALCAPA & nguoi I6n cho thdy hinh anh truc
tiép vé ngudbn gbc ctia ddng mach vanh trai tr
mat sau clia ddong mach phéi, ddéng mach vanh
phai gidn va quanh co, va hinh anh cda céac
ddéng mach bang hé lién vanh bi gian doc theo
vach lién that b& mé&t ngoai. Chup déng mach
vanh chon loc Ia mét k§ thuat xam 1an, nén can
nhéc khi quyét dinh chup phim khi can thiét phai
thong tim chan doan. O bénh nhan clia ching
t6i, cac chan doan hinh anh dwoc tham do kha
toan dién, cho két qua rd rang.

Ph&u thuat 1 mét lwa chon mang lai két
qua tét, ngay cad & nhitng bénh nhan khéng
triéu chirng, chirc nang tim va hoat dong cla
hé mach vanh tr& lai binh thwéng sau phau
thuat.® Trwdc day, ngwdi ta cho rang viéc that
ddng mach vanh trai ngay ché xuét phat & dong
mach phdi Ia phwong phap dé thwc hién. Tuy
nhién, cach lam nay khéng mang lai hiéu qua
vi mang lwéi mach vanh cho twéi mau co tim
kém. Phau thuat chinh sra s& dem lai két qua
tbt vi tai tao lai hé mach vanh binh thudng. Ky
thuat Takeuchi tir lau da dwoc Gng hd, nguyén

ly clia k§ thuat nay 1a tao mét 16 théng gitra dong
mach chi 1én va than déng mach phdi, sau d6
tao mot dwdng hadm dan mau tr 16 thong nay
dén dong mach vanh trai xuét phat bat thuong.
Nguy co cla hep dwérng hdm va hep trén van
dong mach phdi cta ky thuat nay sau d6 da
dwoc ghi nhan, va cac ky thuat chuyén vi hé
déng mach vanh dan dan duoc Gng ho.
Nguyén ly cta cac kj thuat chuyén vi hé
ddéng mach vanh tréi 1a tach roi 16 dong mach
vanh trai tlr than dong mach phéi, sau do, cé
thé giai phong doan dai hon cta ddong mach
vanh trai dé& néi trwc tiép vao déng mach chi
I&én, hodc tao hinh doan éng tir chinh than dong
mach phdi hodc s dung miéng va nhan tao dé
kéo dai hon doan ddng mach vanh trai dé viéc
chuyén vi dwoc dé dang hon. Bénh nhan cua
chung t6i dwgce thwe hién theo phuwong phap
nay, viéc lwa chon nay do sw khoé khan khi phau
tich dé& giai phéng doan dai ctia déng mach
vanh trai, nguy co dan t&i thoi gian phau thuat
va thoi gian thiéu mau co tim kéo dai trong mé.

Hinh 5. Cac ky thuat tao hinh kéo dai déng mach vanh trai dé chuyén vi
vao déng mach chu lén?
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Ngoai ra, cac ky thuat khac nhw Takeuchi
cdi tién, cdm lai ddng mach vanh trai vao dong
mach dwdi don trai, that gbc ddong mach vanh
trai ddng thoi bac cau vao ddng mach cha Ién,
that gbc dong mach vanh trai dong thoi tao
miéng ndi bén bén v&i dong mach cha lén,
that géc ddng mach vanh trai cung bac cau
bang déng mach nguc trong trai... la mét trong
nhirng k¥ thuat da dwoc mot sb tac gia ap dung.
Tuy nhién, chwa c6 du di¥ liéu minh ching vé
hiéu qua cla cac phwong phap nay. Tac gia
Slobodan Micovic cling da bao céo vé trudng
hop cla ho, nhém phau thuat nay da lwa chon
ky thuat that géc déng mach vanh trai, bac cau
déng mach chl - ddng mach vanh trai cung thi
dem lai két qua tét.° Ly do tac gid khong chuyén
vi trwee tiép vao ddong mach chi 1én ciing twong
ty trwong hop cla chung t6i, dé la viéc giai
phéng hé mach vanh ALCAPA khong kha thi
trong trwong hop cta ho. Thém vao do, éng
ciing khang dinh viéc chuyén vj truc tiép than
chung déng mach vanh trai vao ddéng mach chu
[én dwoc coi la sy lya chon chinh cho ngudi
trwdng thanh.® D6i véi k§ thuat nay, wu diém
la tao mét dong chay sinh ly binh thwdng, tuy
nhién, nguy co tdc doan mach dung dé kéo
dai dong mach vanh trai van tiém an va can cé
chién lwoc theo d&i dai han cho bénh nhan.

M6t nghién cru da trung tdm dwogc céng
bé vao ndm 2021 cla David M Kwiatkowski
khi phan tich d&c diém va két qua phau thuat &
bénh nhan cé héi chirng ALCAPA trwdng thanh
cho thay két qua tét."* Bénh nhan hdi phuc tét
sau phau thuat vé rdi loan chirc nang tam that
trai (LV) (90%) va gian théat trai (75%), méac du
ty 1& phuc héi hé van hai 14 thap (40%). So véi
tré so' sinh, bénh nhan 16n tudi cé nhiéu kha
nang bi ngrng tim hon (11% so v&i 1%) va it
c6 kha nang bi réi loan chirc ndng that trai mirc
dd trung binh hoac nang hon hoac h& van hai
la. Nhitng bénh nhan Ién tudi hon duoc sl

dung ECMO sau phau thuat it hon dang ké va
thoi gian nadm vién va ICU ngan hon. T& vong
do phau thuat chi xdy ra & 1 bénh nhan va
khéng c6 bénh nhan nao t& vong sau khi xuét
vién (thoi gian theo doi trung binh 1a 2,7 nam).

Mot s nhirng bao céo l1am sang khac ciing
cho thay viéc dé xuat phau thuat ludn dwoc dwa
ra cho bénh nhan, tuy nhién, viéc chép nhan
hay tlr chdi d6i khi phu thudc vao ngudi bénh,
ddng thoi, cac nguy co do tudi cao, bénh ly
nén cta ngudi bénh ciing dwoc xem xét."* O
nhirng treong hop nay, viéc quan ly ndi khoa
la rat quan trong dé dw phong cac dién bién
nang cua tinh trang thiéu mau co tim. Ngay ca
& nhirng bénh nhan trai phau thuat sira chira,
viéc theo d&i dai han dé danh gia hiéu qua ciling
can dwoc chu trong. Déi véi nhém bénh nhan
dwoc phau thuat, ty |& tr vong do phau thuat 1a
1% dén 4%.* ECG gang strc sau phau thuat va
cac phuwong tién chan doan hinh anh da chirng
minh sy cai thién tinh trang thiéu mau cuc bo
& 90% va 93% trwong hop.* Bénh nhéan cua
chung t6i tuy thoi gian theo déi chwa du dai,
nhwng két qué s&m sau phau thuat cho thay
tién lwong kha quan, két quéa nay twong déng
v&i nhitng cong bd clia cac tac gid khac.

IV. KET LUAN

Hoi chirtng ALCAPA & nguwoi tridng thanh la
mot bénh ly tim bdm sinh hiém g&p, biéu hién
lam sang tir kin dao dén nang né. Siéu am tim
qua thanh nguc, dién tam dé gang strc, chup
cét I&p vi tinh 1a mét trong nhitng tham do cé
gia tri khi chan doan hoi chirng nay. Phau thuat
chuyén vi hé déng mach vanh la mét Iwa chon
wu tién dem lai két qua kha quan va dy phong
nhirng bién chirng ndng né cho ngudi bénh.
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Summary
ALCAPA SYNDROME: CLINICAL CASE REPORT IN ADULT
PATIENT

Abnormal origin of the left coronary artery from the pulmonary artery (ALCAPA syndrome)
is a rare congenital heart disease, often presenting with symptoms of heart failure from
birth, only a very small percentage can survive until adulthood. This report presents a
case of a 29-year-old female patient, who was diagnosed based on clinical manifestations,
supported by exercise electrocardiography and diagnostic imaging (echocardiography,
computed tomography, and percutaneous coronary angiography). The patient had coronary
artery transposition surgery at Hanoi Medical University Hospital. Through this case, we
discuss diagnostic strategies and treatment options in adult patients with this rare syndrome.

Keywords: ALCAPA, coronary artery transposition, exercise electrocardiogram.
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