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I. TONG QUAN

Than chung dong mach (TA) 1a mot bat
thuong bam sinh hiém gip voi sy céu thanh binh
thuong cta ting nhi va twong hop nhi that phu
hop nhung chi ¢6 mot than chung dong mach cip
mau cho dong mach vanh, dong mach phéi va
dong mach hé thong [11]. Bat thuong bam sinh
nay chiém 1,2% tit ca cac di tat tim bam sinh
[13]. TA dugc phéan loai theo hai hé thdng, chu
yéu theo phan loai cua tac gia

Collett - Edwards va Van Praagh, dya trén
nguyén uy xudt phat cua dong mach phdi
(PMP) [13]. O day, ching toi xin trinh bay
cach phan loai cua tac gia Collett - Edwards.
Theo Collett - Edwards thi type I c6 mot than
chung PMP xuét phat

nguyén uy tu dong mach chu (PMC) va
chia thanh hai nhanh d6ng mach phdi phai va tréi;
trong khi d6 type II khong ton tai rd rang than
chung DPMP, DMP phéi va trdi xudt phat cing
nguyén uy tur TA; type III khong c6 than chung
DMP, DMP phai va trai xuat phat tir hai nguyén
Uiy riéng biét trén TA; dbi véi type IV khong ton
tai ca than chung PMP va cic nhanh DMP phoi
dugc cdp mau tir cac nhanh tudn hoan bang hé
chu phéi, loai nay ciing dugc goi 1a thiéu san phdi
kém thong lién that [13]. Trudc ky nguyén phau
thuat tim gén 80% tré bi bénh tim bam sinh nay
tr vong trong nam dau tién cua cudc séng [3,11].
Néu tré duoc sita chita sém lic tudi nhil nhi thi,
két cuc duge bao cdo vao nim 1997, ty 1¢ song
sau 5 nam la 90%, sau 10 nam la 95%, sau 15
nam 13 85% [13]. Nhimg s liéu trén cho thiy
viéc tré khong duoc diéu tri ma séng téi lac thiéu
nién 1a rat hiém gip va s6 bénh nhan séng sot nay
s& phat trién bénh mach mau phéi khong hdi phuc
[11]. Ty 1é song con cua bénh nhan than chung

d6ng mach type I t6i tudi thiéu nién hodc truéng
thanh khong dugc thong ké day di, chi co bao
céo rat it qua cac trudng hop don doc [11]. Cac
truong hop khong du diéu kién dé sira chira triét
dé lan dau, co thé duogc tri hodn bang banding
dong mach phéi, thuong thuc hi€n ¢ cac bénh
nhan cé bién ching bénh mach mau phdi va
thuong gip & bénh than chung dong mach song
sot trén 1 tudi [11]. Vi thé viéc phiu thuat sira
chita hoan toan cho bénh nhan than chung dong
mach type I con sdng so6t dén tudi thiéu nién ma
chua trdi qua bat ky can thiép nao trudc d6 1a cuc
ky hiém, chua tim thay bao cdo trong y vin. Do
vay, chung t6i bao cdo mot truong hop phau thuat
sua chita hoan toan bénh than chung dong mach
vao niam 16 tudi, khong trai qua bat ki can thigp
nao trude do.
II. BAO CAO TRUONG HQP

Bénh nhan nam 16 tudi, dugc chan doan
bénh than chung dong mach (TA) type I vao thoi
nhil nhi. Vi diéu kién kinh t& nén khong duoc
phéu thuat va duoc diéu tri ndi khoa. Bénh nhan
cham tang can, hoat dong thé luc rat han ché do
thuong xuyén mét va kho th khi ging stc nhe.
Cho dén khi gia dinh c¢6 kha nang tai chinh cho
viéc phau thuat, thi cac trung tam tim mach da tu
chdi mé cho bénh nhan.

Bénh nhan nhap vién trong tinh trang suy
tim ndang NYHA III. Kham lam sang ghi nhan:
thé trang giy, suy dinh dudng, tinh mach c6 noi,
am thoi tdm thu 4/6 & mom tim, do bao hoa oxy
khoang 90-94% v&i khi phong. Sau khi dugce hoi
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chan va tu van phiu thuat, b me khong dong y
md, bénh nhan duoc xuit vién tiép tuc diéu tri
noi khoa. Tuy nhién, hai thang sau d6 bénh
nhan tai nhap vién vi tri€u ching suy tim nang
né hon, véi dién tién ting dan NT-ProBNP lan
luot 1a: 460.2pg/, 1310pg/mL va 1642pg/mL

tuong ung 07/2017, 9/2017 va 1/2018. Siéu am
bung ghi nhan tinh mach gan gitra gidn 11mm,
theo doi bénh ly gan tim, nhung sinh hod mau
ghi nhan chtic nang gan va than trong gidi han
binh thuong. Pién tim d6 ghi nhan gidn 1on
that phai.

X-quang phoi trudc mo véi bong tim to, dau comma & ron phdi trai, 16n cac buong tim, than

chung to. (hinh 1)

Hinh 1. X-Quang truéc md

Siéu am tim ghi nhan bénh than chung dong
mach type 1 voi: than chung cudi ngya trén vach
lién that, c6 duong kinh 45mm, 1 bd may van voi
van 3 manh, thong lién that duéi than chung 27mm,
shunt trai phai, luu lugng cao, chénh 4p that trai/
that phai 1a 45/35mmHg. Than dong mach phoi
xuit phat tir mt trai than chung, than va cac nhanh
dong mach phéi dan 16n, hop luu. Khoang céch tir
van dong mach chu dén chd tach than dong mach
phoi 12 31mm. Pong mach phéi c6 duong kinh than
la 35mm, nhanh phai 1a 29mm, nhanh trai 1a 24mm.
Pong mach chi 1én sau chd tach: than 35mm,
ngang 24mm, eo 18mm, chirc ning tim thu thét trai
khoang 71%, hé van 3 14 ¥% ting ap phdi ning voi
PAPs=90mmHg.

MSCT ghi nhan: tdn tai tinh mach chu trén
bén trai d6 vao xoang vanh, cudi cung vé nhi
phai; duong kinh budng that trai thi tim truong la
53mm va thi tAm thu 1a 42mm, dudng kinh budng
that phai thi tim truong 12 22mm va thi tim thu 1a
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20mm. Thong lién that nim dudi van than chung
c6 duong kinh 1a 25mm. Than chung dong mach
type I voi than chung dong mach cudi ngua trén
vach lién that 40%, duong kinh ngang than chung
la 45mm, than chung c6 modt bd may van. Than
dong mach phoi xuat phat tir mat bén trai cua
than chung, hai nhanh dong mach phdi trai va
phai con hop luu vao than. Khoang cach tu van
dong mach cha dén chd tach than dong mach phoi
la 3lmm, than dong mach phéi co la 35mm,
duong kinh dong mach phéi trai 1a 26mm, duong
kinh dong mach phdi phai 1a 29mm. Khong thay
dau hiéu thuyén tic phdi, khong thdy nhanh tun
hoan bang hé. Bong mach chu 1én sau chd tach
dong mach phéi la 35mm, quai ngang la 24mm,
dong mach chu nguc Xuéng la 18mm. Pong mach
vanh trai doc nhat (d=6mm), sau d6 chia ra nhanh
mil (LCx) (d=3.6mm) va nhanh xudng trai trudc
(LAD) (d=5mm), ghi nhan dong mach vanh phai
(d=2.3mm) xuét phat tir LAD, bat chéo mit trudc
gbc van than chung
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Hinh 2. MSCT nguc dung hinh: Tim gian 16n, than chung dong mach chia
thanh dong mach chu Ién, than dong mach phéi, than dong mach vanh T.

Hinh 3. MSCT nguc:

Than chung (d=45mm). Than dong mach phdi xuat phat tir mat

bén trai cua than chung(d= 35mm); BDdng mach chu lén (d=35mm). Bdng mach vanh
phai xudt phat tir LAD bit chéo trude gdc than chung

Két qua thong tim: Ap lyc dong mach phoi
la 90/55/72 mmHg, ap luc dong mach chu la
110/56/80mmHg, 4p luc nhi phai la 12mmHg,
ap luc mao mach la 20mmHg. Chyp mach mau
phdi ra téi 1/3 ngoai phé truong. Qp/Qs=3.2.
Khang lyc mach mau phdi 1a 7.48 Wood, ti 18
khang lyc mach mau phdi trén khang luyc hé
théng 1a 0.24.

Bénh nhan dugc phau thuat sira chita hoan
toan vao ngay 26/01/2018 bang dudng md nguc
doc giira xwong trc, tuAn hoan ngoai co thé va ha
than nhiét dén 28°C. Boc tach boc 16 vi tri dong
mach phdi trai va dong mach phdi phai. Tach
than dong mach phéi khoéi dong mach chu. Tao
hinh gbc va than dong mach chi 1én bang miéng
véa nhan tao Dacron. M phéu that phai, Pong 15
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thong lién that ngay dudi than chung dong mach
¢6 duong kinh 12 20mm bang miéng va sinh hoc
bang mang ngoai tim bo. Tao hinh gdc than, dong
mach phdi va thiét 1ap duong thoat that phai bang
dng Hancook c6 van sinh hoc sb 22 tir ving phéu
that phai dén chd hop luu hai nhanh dong mach
phéi. Ap luc dong mach phdi sau khi tim dap lai
binh thuong la 53/29/44 mmHg, ap luc dong
mach chu 14 83/45/58 mmHg. Cai dan va ngung
duogc tuan hoan ngoai co thé. Thoi gian tuan hoan
ngodi co thé 1a 189 phut, thoi gian kep dong
mach chu 1a 171 phut.

Al

Sau md, bénh nhan dugc an than siu, thd
méy dé duy tri nong do oxy riéng phan trong mau
dong mach (PaO2) trong khoang 100-120mmHg,
néng do cacbon dioxide (PaCO2) riéng phan
trong khoang 35-45mmHg, ddng thoi truyén lién
tuc Milrinone kiém soat vé huyét dong va theo
ddi ap luc dong mach phdi thong qua siéu 4m tim.
Van @& chay mau sau mo dugc kiém soat trong 8
gid dau, sau d6 huyét dong 6n dinh dan va chuec
nang tim cai thién dan.

B
Hinh 4. A: X-quang sau m6, B: sau md 6 thang.

Siéu 4m tim kiém tra lai sau md: EF=71%, h& nhe van 3 14 %, PAPs=70mmHg, vach lién that

kin, van than chung lam van dong mach chu khong hep ho, Xuét phat hoan toan tur that trai, van dong

mach phéi trong dng Handcook xuat phat tir that phai.

Bénh nhan dugc di€u tri ndi khoa suy tim t6i vu va ti€p tuc duy tri bosentan khi xuat vién voi

phan d6 suy tim NYHA III.

Sau 2 thang: tai kham véi tri¢u chiing suy tim dugc cai thién trén 1am sang véi phan d6 NYHA 1.

Sau 6 thang: theo ddi, bénh nhan dén tai kham véi phan do suy tim NYHA L. Két qua NT-Pro

BNP xét nghiém lai 13 107pg/mL. Siéu 4m tim lai sau 6 thang ghi nhan vach lién thit kin, khong ghi
nhan ludng thong t6n luu, hd van dong mach chi nhe 1/4, V max=1.2m/s, chénh 4p ngang van
5.8/3.1mmHg, dong mach phoi di ra hoan toan tir that phai , v max=1.6m/s, chénh 4p ngang van la
10/3.7mmHg. Ho van 3 14 1.5/4. Tang ap phoi ning PAPs=68mmHg, chirc ning tdm thu that trai bao
ton EF=68%.
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F T ‘
Dng ghép nhagijao™"
Hinh 5. MSCT nguc 6 thang sau mo

thoi ki sém sau sinh, trude khi phat trién bénh 1y

I11. BAN LUAN

Khi tiép nhén diéu tri bénh nhan nay, chung
t61 hiéu rang c6 ba thach thirc 16n rat khé vuot
qua va dugc can nhéc, ban luan k¥ cang trudc khi
quyét dinh phiu thuat: thir nhat, bénh 1y mach
mau phdi do ting 4p luc phdi trudng dién va lau
ngay do khong dugc bao vé phdi ty nhién hay
dugc can thi€p trugc do; thir hai 1a, trong y van
chua thiy ghi nhan truong hop phau thuat thanh
cong bénh than chung dong mach c6 tang ap phoi
ning ma khong hé c6 yéu té bao vé phoi trude do,
va ddy ciing chinh 13 yéu t6 can nhic nhiéu 1an vi
chua c6 kinh nghi¢m trong truong hop nay, mac
khac viéc cay nho cac thiét bi hd tro that trong
truong hop ciru van tinh thé sau md lai céng
khong phu hop, trong khi ghép bloc tim ph01 la
hoan toan khong kha thi trong bdi canh y té trong
nudc; thr ba 1a, kha nang suy that phal nang hodc
khong hdi phuc sau mo do tang ap phéi 1a rat cao,
mot van dé kho khan 16n trong hoi strc sau mo.

Theo y van ghi nhan, khoang 50% bénh
nhan mac bénh 1y than chung dong mach tir vong
trong vong thang dau sau sinh, 70% tir vong
trong 3 thang va 85% tu vong trong 6 thang. Chi
khoang 10% bénh nhéan sdng sot dén tudi thiéu
nién, nhung thudng s& phét trién bénh mach mau
phéi ning giy nén tinh trang 14m sang tim ning
dan va di dén tir vong v6i su phat trién cta hoi
chtng Eisenmenger [9]. Piéu nay cho thdy bénh
nhén can duogc phau thuat stra chira hoan toan vao

SEGMENT 40% (1 05 o

Dirimg thostthét hi va Gng shép nfidn tao

mach mau phéi. Viéc can thi¢p tri hoan la
banding mot hodc ca hai dong mach phéi . Tuy
nhién, c6 nhiéu van dé véi viéc banding dong
mach phéi, nhu & type 1, band c6 thé di chuyén
tir than chung dong mach phdi di vao 1 nhanh
dong mach phdi gdy tic nghén 1 nhanh dong
mach phdi va gdy bénh 1y mach mau phdi &
nhanh con lai, hodc that bai véi sy 16n 1én cia
dong mach phdi gdy bién dang...[2][11]. Theo
ghi nhan nhiéu bao céo, bénh nhan than chung
dong mach séng sot sau 1 tudi thong thuong 1a,
do d3 dugc phau thuat banding dong mach phéi
hoic ban than c6 hep phdi tu nhién, khong
thuong gap bénh nhan than chung dong mach
song sot ma khong c6 hep phdi va banding dong
mach phdi. Tuy nhién, ciing di c6 bao cdo, 1
bénh nhan nam véi than chung dong mach type
Al theo phéan loai Van Praagh song dén 11 tudi
va 1 phu nit voi than chung dong mach type 1
song dén 33 tudi nhung khong dugc can thiép
phau thuat [7]. Mot trudng hop khac, mot bénh
nhan nam b¢nh than chung dong mach type 1
song t6i 33 tudi, di dugc banding than dong
mach phoi luc 4 thang tudi, nhung gia dinh chon
khong diéu tri phau thuat triét dé; két qua la bénh
nhan nhép vién rat nhiéu 1an vi suy tim va roi bi
viém ndi tim mac nhiém khuan gay ho van than
chung, phai phau thuat triét dé va thanh cong
[11]. Y van da ghi nhan 1 truong hop bénh nhan
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dugc phau thuat ¢ do tudi 28, tuy nhién day 1a 1
truong hop than chung dong mach khong dién
hinh va mach mau phé)i dugc bao vé dén tudi
treong thanh nhd vao su hep tu nhién ¢ gbc dong
mach phdi [1]. Do vay, viéc phau thuit sita chita
hoan toan bénh than chung dong mach ma khong
c6 yéu té bao vé trudc d6 & d6 tudi thibu nién,
theo chiing t6i 1a chua dugc bao cdo cho dén thoi
diém hién tai. Viéc thiéu cac dir kién y vin tuong
ty khién chung toi chdp nhan so sanh cic biéu
hién 1am sang va can lam sang tuong tu dé
khuyén khich diéu tri ma khong quan tim t6i
bénh nhén c6 diéu trj trudc d6 hay khong.

Tim kiém céc dir liéu trén y van cho thiy,
mdt bao cdo hang loat ca phiu thuat sira chita &
tré 16n, va mot vai truong hop bao cdo & nguoi
16n. Pién hinh, Marcelletti va cong su (cs), bao
cao mot loat 96 bénh nhan phéu thuat stra chira
TA (73% TA loai I, 18% bi hep PA mot phoi do
tu nhién hodc banding) tir 1967 dén 1975, ti 1é tur
vong sau md trong 30 ngay ddi véi tré sau 2 tudi
la 21% [11]. Trong khi d6 Talwar va cOng su bao
cdo nhom 9 bénh nhi TA (7 trudong hgop TA type
I), trong d6 2 tré co hep dong mach phdi (PA)
,mot tai géc cua than PA va mot & géc cua dong
mach phoi phai (RPA). Nhom bénh nhi nay da
trai qua phau thuét stra chita & do tudi trung binh
1a 3 (1 dén 12 tudi) , tir 2000 dén 2012, ty 16 tur
vong bénh vién 1a 22,2% [11]. Tir nhiing phan
tich trén y van khién chung toi rat can nhic ky
cang trudc quyét dinh can thiép cho bénh nhan &
d6 tudi 16 . Piéu dang suy nghi 1a chua tim duoc
diém twong dong giira cac dit kién trén y vin, &
cac truong hop thanh cong, voi bénh canh lam
sang clia bénh nhan ma ching t6i dang hudng dén
phau thuat sita chita hoan toan.

Sau khi thong tim do khang lyc mach mau
phéi, chung t6i dd can nhic giita viéc phiu thuat
hay khong? Méi quan hé giita khang luc mach
mau phdi (PVR) va nguy co phdu thudt chi
nghién ctru & bénh nhan c6 du hai nhanh dong
mach phdi phai va trai va nguy co phiu thuat rat
cao khi chi s6 PVR trén 8 [11]. Stegmann va
cong su bao cao 8 truong hop sua chira TA loai |
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& bénh nhan c6 tudi doi tir 2 thang dén 4,5 nam (2
trong s6 d6 di c6 banding dong mach phdi trudc)
tr ndam 1976 dén nam 1981, chi c6 mot tré 3,5
tudi chét sau phau thuat vi suy that phai. O tré
nay, PVR da ting 1én 13 Wu.m2 miac du da
banding PA [11.] Vi¢c gia tang tré khang mach
mau phdi 1am gia ting nguy co tir vong sau mo,
khi khang lyc mach mau phoi 16n hon 5 va nho
hon 8 thi ti 1¢ nay da ting 1én 20%, va néu 16n
hon 8 1a 39% [8]. Tac gia Wen Ruan va cs bao
cédo két qua phau thuat & bénh nhan nam 33 tudi
c6 PVR 10,2Wu.m2 , cao hon tri s6 RVP cua
bénh nhan chung t6i (bénh nhan nay da dugc
banding PA trudc do). Zhang va cdng sy bdo cao
12 bénh nhan (83% than chung ddng mach type
1) chi c6 1 bénh nhan bi hep dong mach phdi, tat
ca bénh nhan da trai qua phau thuat stra chita TA,
tudi trung binh 6,4 (tir 1,2 dén 19 tudi), tir giita
nam 2006 dén nim 2010, khong c6 truong hop tir
vong sém hodc phai mé lai sau khi theo ddi trung
han 2,4 nam (1,1 dén 5,3 nam), va tat ca cac bénh
nhan nhan nay déu c6 PVR dudi 8 [11]. Bénh
nhan cua chung t6i ¢6 khang luc mach mau phdi 1a
7.48 Wu.m2, da tai nhap va xuét vién diéu tri ndi
khoa suy tim t6i wu nhiéu lan; Tuy nhién, sau d6
bénh nhén suy tim ndng hon nén phai tai nhap vién
diéu tri v6i NT-ProBNP ting tir 460.2pg/mL dén
1642pg/mL. Viéc tién trién nhanh suy tim trong
mot thoi gian ngdn cing voi gia tri cua PVR cua
bénh nhan d3 gan tiém cin giéi han cudi cia nguy
co cao vé phiu thuit ma con c6 thé ctru ving
duoc, bang khong 1a khong thé chi dinh phiu thuat
nita, v6i mot tién luong bat dinh cho mot bénh nhi
mudi 1dm tudi rudi. Dién tién bét lgi cho bénh
nhan d3 dit chung t6i vao tinh thé phai can nhéc
chon lua: hodc 1a c6 thé hodc khong bao gio, vao
thoi diém nhat dinh d6. Can nhic dén quyét dinh
phau thuat ngay khi con kip thoi.

Viéc kiém soét con ting ap phdi va suy tim
phai sau md 1a mdt muc tiéu tri liéu quan trong
can phai duogc 1én ké hoach va thuc hién ngay sau
md. Mot sb bao cao dé cap dén viéc kiém soat
nguy co suy that phai va con ting 4p phdi sau
phdu thuat than chung dong mach bing NO
va/hay phdi hop van mot chiéu [6][4]. Viéc dong
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thong lién thit bang miéng va c6 van mot chiéu
(unidirectional valve) cho phép ludng thong tir
phai qua trai dé giam ap luc thit phai trong
truong hop gia ting ap luc mach mau phdi (type
supra-systemic) sau md, hodc dé lai 16 bau duc
vé6i tac dung twong tu [12][10]. Vi ké hoach diéu
tri dy phong con ting ap phdi bang cach an than
sau sau mo, tiép tuc diéu tri cac thude gian mach
phéi vai thude udng qua sonde da day, chang han
nhu: bosentan, tadalafil ... phan nao khic phuc
mit han ché khong c6 NO dé diéu tri khan cap
con tang ap phdi sau mo, didu nay lam ting nguy
co tir vong sau md 1én cao.

Sau phau thuat, triéu chimg suy tim ctia bénh
nhan cai thién dan va dén 6 thang sau mo, bénh
nhan gan nhu c6 thé sinh hoat binh thudng. Do vy,
viéc phau thuat sita chita hoan toan than chung dong
mach trong giai doan mudn (do tudi thiéu nién) 1a
hoan toan kha thi va su cai thién vé bénh canh lam
sang sau phau thuat that 1a ngoai mong doi.

IV. KET LUAN

Trudéng hop 1am sang nay da chimg minh
viéc phau thuat sira chira triét dé bénh than chung
dong mach type 1 & bénh nhan thiéu nién ma khong
¢6 can thiép banding dong mach phdi trude d6 hodc
¢6 hep phdi ty nhién 13 hoan toan kha thi trong diéu
kién y té & Viét Nam. Kinh nghiém nay con c6 thé
dong gép vao y van truong hop than chung dong
mach khong ¢ bao vé phdi va & tudi 16 dugc sita
chira hoan toan thanh cong.
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