TAP CHI NGHIEN ClPU Y HOC

DAC DIEM LAM SANG, SIEU AM TIM VA KET QUA PHAU THUAT
TU CHUNG FALLOT KHONG VAN DONG MACH PHOI
TAI BENH VIEN NHI TRUNG UONG

Nguyén Thi Thiay Hang', Nguyén Ly Thinh Trwdng?, Nguyén Tuan Mai?
Lé Hong Quang? Nguyén Thi Hai Anh' va Bang Thi Hai Van"*”

"Trwrong Pai Hoc Y Ha Noi
2Bénh vién Nhi Trung wong

Nghién ctru duoc thuc hién dé mé ta ddc diém Iam sang, siéu 4m tim va két qud phéu thuét t&r ching
Fallot khéng van déng mach phéi trén 27 bénh nhan duoc phdu thuét tai Bénh vién Nhi Trung wong tir
ndm 2015 dén ndm 2023. Tudi phdu thudt cé trung vi la 33 ngay (IQR 24-120 ngay). Can néng trung binh
luc phéu thuét la 4,4x1,4 kg (1,9-8,5kg). SpO2 trung binh la 84 + 54 %. Cé 70,4% bénh nhan suy tim va
85,2% bénh nhan suy hé hap truéc phdu thuét, trong dé 25,9% bénh nhén suy hé hép ndng phéi thé may.
Sau phéu thuét 1 thang, khéng con bénh nhan nao biéu hién suy tim, suy hé hép ndng. Triéu chiing kho
khé thé rit gidm tir 63 % trudc phdu thuat xuéng con 13% sau phdu thuat 1 théang (p < 0,05). Trén siéu
am tim, gidn I6n ca hai nhanh déng mach phéi phéi va tréi gdp & 96,3% bénh nhén véi Zscore trung binh
lan Iwot 1a 6,16 + 1,92 SD va 5,60 + 1,76 SD. Sau ph&u thuét gia tri nay lan luot la 1,0 + 1,58 SD va 1,48
+ 1,32 SD. Truéc phdu thuét, ty 1é hep phéi va hé phéi vira va néang Ian lwot 1a 96,3% (26/27) va 100%
(27/27), gidm xudng con lan luot la 8,7% (2/23) va 47,8% (11/23) sau phéu thuat 1 thang (p < 0,05). Thoi
gian theo dbi trung binh la 34 + 27,2 thang (2 - 82 thang). Ty Ié tir vong sém sau phdu thuét la 14,8%. Ty
16 séng s6t sau 5 ndm la 80%. Ty 1é khéng phdi mé lai sau 2 ndm va 5 ndm lan luot 1a 92,6% va 75,8%.

Tir khéa: Tir chipng Fallot khéng van déng mach phéi, siéu am tim, phiu thuat.

I. DAT VAN BE

T& chirng Fallot khéng van dong mach phdi
la mot thé hiém gap cua tir chirng Fallot, chiém
khoang 3- 6% bénh nhan t& ching Fallot va
0,2- 0,4% tré so sinh sbng bi bénh tim bam
sinh." Day la mot bénh tim bAm sinh v&i cac dac
diém twong tw nhw tr chirng Fallot nhung diém
khac biét la khéng cé van déng mach ph6i hoac
van déng mach ph6i chi nhvr mot g& xo kem
theo sw gian phinh Ién ctia ddng mach phdi.!
N&m 1847, Chevers la nguoi dau tién mo ta hoi
chirng nay.?

Téc gid lién hé: Bang Thi Hai Van
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DP&c diém lam sang ndi bat cia t& ching
Fallot khéng van déng mach phdi 1a gay tac
nghén dwdng théd do ddng mach phdi gian I&n
chén ép cay khi phé quan.® T& ching Fallot
khéng van déng mach phdi dwoc chan doan
chi yéu dwa vao siéu am tim. Diéu tri phau
thuét stra chira toan bo bao gém va théng lién
that, stra hep dwéng ra that phai, thu nhé dong
mach phéi bi gidn va thiét 1ap chirc néng van
ddng mach phdi bang cach st dung éng dan cé
van.3* Theo théng ké, ty Ié t& vong cla tré so
sinh bi t&r chirng Fallot khéng van ddng mach
phdi cao hon dang ké so voi tré so sinh cé
chirng Fallot ¢b dién.* Ty I1é t&r vong sau phau
thuat dao dong tr 11% dén 30% va ty lé séng
s6t sau 20 nam chila 81%.°
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Tai Bénh vién Nhi Trung wong, sd bénh
nhan dwoc chan doan va phau thuat t&r chirng
Fallot khdng van déng mach phéi tdng dan
trong nhitng nam gan day. Tuy nhién, chua
c6 mot nghién clru ndo mo ta vé dac diém [am
sang, siéu am tim va két qud phau thuat cla
bénh Iy nay. Vi vay, ching t6i tién hanh nghién
clvu dé tai nay véi muc tiéu: mo ta dic diém
lam sang, siéu am tim va két qua phau thuat
t& ching Fallot khéng van ddng mach phdi tai
Bénh vién Nhi Trung wong.

Il. DOI TWUONG VA PHUONG PHAP
1. Déi twong

Bénh nhan t& chirng Fallot khéng van déng
mach phdi dwoc phau thuat tai Bénh vién Nhi
Trung Uong cé thong tin va hd so bénh an day
da, kham lai dinh ky theo hen.
2. Phwong phap

Thoi gian nghién ciru

Nghién ctru mé ta loat ca bénh c6 theo doi
doc sau phau thuat véi mau thuan tién trong
thoi gian twr thang 1/2015 t¢i thang 3/2023.

Céc bién s6

Tudi, can ndng luc phau thuat, 1am sang
(kho khé, thé rit, suy tim, suy hd hap, Sp02),
siéu am tim (dwong kinh thét trai, that phai,
dong mach phéi, théng lién that, mirc d6 hep,
h& phdi), phwong phap phau thuat, bién chirng

sau phau thuat, cac thong sb hdi strc sau phau
thuat, theo ddi sau phau thuat (khd khe, thé
rit, suy hd hap, suy tim, kich thwéc ddng mach
phdi, tinh trang hep, hé phdi).

X ly sé liéu

Thu thap sb lidu theo mau bénh an nghién
ctu, x&r ly sb liéu theo phwong phap théng
ké y hoc v&i phan mém SPSS 20.0, s& dung
céac test théng k& phu hop. Ty 1é sbng sét va
khéng phai mé lai dwoc phan tich bdng mé hinh
Kaplan-Meier.
3. bao dirc nghién ciru

Nghién ctru da dwoc Hoi déng Y dirc Bénh
vien Nhi Trung wong phé duyét. Ngay cép:
12/10/2022. IRB: VNO01037/IRB00011976/
FWA00028418)

ll. KET QUA

Trong th&i gian nghién ctru c6 27 bénh nhan
duwoc chan doan va phau thuat t& chirng Fallot
khéng van déng mach phdi tai Bénh vién Nhi
Trung wong. Tudi phau thuat co trung vi 1a 33
ngay (IQR 24-120 ngay; pham vi 6 ngay dén
12,5 thang). Can nang trung binh lic phau
thuat 1a 4,4 + 1,4 kg (1,9 kg dén 8,5kg). Ty 1&
nam/ niv 1a 1/1,07.

1. Pac diém lam sang trwéc phau thuat

C6 88,9 % tré dwoc gia dinh dwa di kham vi
tim hodc khé thé hoac két hop ca hai.

Bang 1. Dac diém lam sang trwéc phau thuat

Triéu chirng S6 bénh nhan Ty lé %
Suy hé hap 23 85,2
Kho khé, thé rit 17 63,0
Thé may trwdc phau thuat 7 25,9
Suy tim 19 70,4
SpO2 (%) Trung binh (X + 2SD) 84£54
Pham vi (min - max) (71 -93)
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Trwdc phau thuat, co 70,4% bénh nhan suy
tim va 85,2% bénh nhan suy hé hap, trong doé

TAP CHI NGHIEN ClPU Y HOC

25,9% bénh nhan suy hd hap nang thé may.
Sp02 trung binh trwéc phau thuat 1a 84 + 5,4%.

2. Dac diém siéu am tim trwéc phau thuat

Bang 2. Dic diém siéu am tim trwéc phau thuat

Trung binh Pham vi Z>2SD Z<2SD

X £28D Min Max n (%) n (%)
Z-score gbc ddng mach phéi -0,23+1,84 -4,21 4,57 3 (11,1) 24 (88,9)
Z-score than déng mach phoi 4,05+ 1,81 -0,99 6,88 23(852) 4(14,8)

Z-score ddng mach phéi phai 6,16 + 1,92 0,81 9,19 26 (96,3) 1(3,7)

Z-score dong mach phdi trai 5,60+ 1,76 1,75 8,68 26 (96,3) 1(3,7)
Z-score gbc DMC 2,06 £ 1,46 - 1,81 5,01 15 (565,6) 12 (44,4)

DK 16 TLT (mm) 9,72+ 1,68 7,5 14
Z-score RVDd 1,31+0,98 -0,64 3,08 7(25,9) 20(74,1)
Z-score LVDd -2,20£2,02 -6,4 2,9 2(7,4) 25(92,6)
EF (%) 255% n (%): 27 (100)

Trén siéu am tim, 96,3% bénh nhan c6 gian
I&n ca hai nhanh dong mach phéi phai va trai
véi mirc Zscore trung binh 1an lwot 14 6,16 *
1,92 SD va 5,60 £ 1,76 SD. C6 4 bénh nhan
khéng gian than dong mach phdi nhuwng phinh
gian I&n hai nhanh dong mach ph6i. Co6 1 bénh
nhan khéng giadn ca 2 nhanh déng mach phi
nhwng zscore thdn déng mach phéi la 3,11SD.
Bénh nhan nay luc phdu thuat khéng can thu
nho kich thwéc nhanh déng mach phéi, dwoc
st¢ dung conduit contegra s6 12 dé ndi that
phai- ddng mach phdi.

3. Két qua phau thuat va theo doéi sau phau
thuat

C6 21 (77,7%) bénh nhan cé it nhat 1 bién
chirng sau phau thuat, trong dé nhiém trung
(cha yéu la viém phdi) chiém ty 1& cao nhét
(62,9%). Hoi chirng cung lwong tim thap sau
phau thuat gap & 12 (44,4%) bénh nhan.

Ty l& t&r vong chung sau ph&u thuat 14 18,5%
(5/27) trong do t& vong sém (t&r vong trong
vong 30 ngay sau phu thuat hoac truwdc khi ra
vién) 1a 14,8% (4/27).

Bang 3. Lién quan giira tudi, can ning va mot sé thong s6 hoi strc véi két qua phau thuat

Cac théng sb _Song Tl vong sém p
X +2SD X *2SD
Can nang luc phau thuat (kg) 45+1,7 3,3+£0,3 0,18
Tudi phau thuat (thang) 3,1+35 1,5+0,7 0,36
Thé& may trwdc phau thuét : n(%) 6 (26,1%) 1 (25%) 0,73
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Cac théng sb _Song Tl vong sém p
X +£2SD X +2SD

Thoi gian chay may tuan hoan ngoai co' thé (phut) 145,4 + 37,2 177,8 £ 19,1 0,11
Thoi gian kep dong mach chu (phut) 77,5+ 30,5 112,3+45,6 0,06
Thoi gian phau thuat (phat) 176,6 £ 39,3 201,8 +234 0,23
Thoi gian thd may sau phau thuat (ngay) 8,7 £8,1 12,5+ 11,5 0,41
Hoi chirng cung lwgng tim th&p sau phau thuat: 8 (34,8%) 4 (100%) 0,02
n (%)

Lactat cao nhat trong 24h sau phau thuat (mmol/l) 24+0,9 44+14 0,01
VIS cao Ngay thi 1 5,6 + 3,6 10,6 + 3,8 0,01
”h‘f‘t sau Ngay thir 2 52+3,1 16,9+ 9,8 0,15
phauthuat = ey ther 3 50+35 223+17,7 0.15

Nhan xét: Ty Ié gap héi chirng cung lvgng
tim th&p sau phau thuat, chi sé lactat cao nhat
va chi sb VIS cao nhat trong vong 24h sau phau
thuat & nhém t& vong cao hon nhém séng (p <
0,05). Theo mé hinh dwdng cong ROC, gia tri
lactat mau cao nhéat trong vong 24h sau phau
thuat > 2,8 mmol/l dy doan nguy co tlr vong
s&m sau phau thuat véi dd nhay 100%, d6 dac
hiéu 73,9% (AUC 0,90; KTC95% 76,7-100%; p
= 0,01). Chi s VIS cao nhét sau phau thuat
ngay th& 1 > 7,25 dw doan nguy co tlr vong
s&m sau phau thuat véi dd nhay 100%, d6 dac
hiéu 69,6% (AUC = 0,86; KTC 95% 70,7%-
100%, p = 0,01).

4. Theo déi sau phau thuat
C6 23 bénh nhan duwoc theo doi tai kham

sau phau thuat tai Bénh Vién Nhi Trung Uong.
Thoi gian theo doéi trung binh 34 + 27,2 thang
(pham vi: 2 - 82 thang). Khéng bénh nhan nao
biéu hién suy tim, suy hd hap nang sau phau
thuat 1 thang. Kho khé, thé rit gidam tr 63%
trwéc phau thuat xudng 13% sau phau thuat 1
thang (p < 0,05). Trén siéu am tim, Zscore trung
binh ddéng mach phédi phai va trai 1an lwot 1a SD
6,16 + 1,92 va 5,60 + 1,76 SD trwdc phau thuat
gidm xudng con lan lwot 14 1,0 £ 1,58 SD va
1,48 + 1,32 SD sau phau thuat thu nhé déng
mach phdi (p < 0,05). C6 1 (4,3%) bénh nhan
tr vong mudn sau phau thuat 8 thang. Co 5
(18,5%) bénh nhan phai md lai 1an hai. Ty 1&
khéng phai mé lai sau 2 ndm va 5 nam lan lwot
1a 92,6% va 75,8%.

S6 bénh nhan
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Biéu d6 1. Tién trién mirc dd hep, hé phdi sau phau thuat
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Ty 1& hep phdi va hé phdi mirc dd vira va
nang gidm lan lwot tr 96,3% va 100% truwdc
phau thuat xuéng con 8,7% va 47,8% sau phau

TAP CHI NGHIEN ClPU Y HOC

thuat 1 thang, cé y nghia théng ké véi do tin
cay 95%.
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Thei gian song sau phau thuat sua tean bo

Biéu d6 2. Uéc tinh ty 1é séng s6t sau phau thuat stra toan bo

Ty lé sbng sét sau 5 n&m (60 thang) 1a 80%.
IV. BAN LUAN

Trong nghién ctru clia ching t6i, tudi phau
thuat cé trung vi la 33 ngay (IQR 24-120 ngay)
trong do ty Ié tré so sinh la 48,1%. Nghién ctru
cla céc tac gia khac ciing cho thay t& chirng
Fallot khéng van déng mach phdi la bénh
dwoc phau thuat sém tlr ngay trong giai doan
so sinh.%7

Bénh nhan t& chirng Fallot khéng van déng
mach phéi biéu hién tim nhe ho&c khoéng rd tim
v&i SpO2 trung binh trwdc phiu thuat 1a 84
5,4 % (71%-93%). Két qua nay ciing phu hop
voi Talwar* (2005-2015, N = 73) la 80,13%
(62% - 99%) va Wu? (1998 - 2011, N = 31)
la 86% (68% - 97%). Trong khi do6 tr chirng
Fallot thé c6 dién c6 SpO2 trung binh truéc
phau thuat thap hon, trong nghién ctru clia Vi
Tri Thanh® la 79,72 + 12,28% (46% - 98%).

Triéu chirng lam sang ndi bat cla t& chirng
Fallot khong van déng mach ph6i la ddu hiéu
suy hé hdp va suy tim sung huyét. Diéu nay
ciing khac biét v&i Fallot thé cb dién. C6 thé giai
thich can nguyén do giai phau dac biét cla t&
chirng Fallot khéng van déng mach phéi. Bong
mach phdi phinh gian I&n dé ép vao khi phé
quan & phia sau gay nén cac triéu chirng ho
hép ngay t giai doan so sinh & nhiéu mac do
t kho khé thé rit cho dén suy hé h&p nang
phai th& may. Biéu hién suy tim sung huyét do
tang lwu lwong mau lén phdi.®™ Trong nghién
ctu, da sb (85,2%) bénh nhan cé biéu hién
suy hd h&p trwéc phau thuat & cac mic do
khac nhau trong d6 kho khe, thé rit chiém ty
I& 63%, suy hd hap nang thd may la 25,9%.
Bénh nhan suy tim trwdc phau thuat chiém ty
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l&é cao 70,4%. Sb lieu nay cta chang téi cling
phu hop v&i nghién cru clha Fisher v&i 64,7%
(11/17) bénh nhan trong nhém tudi t» 1 ngay
dén 3 thang tudi c6 biéu hién kho khé thé rit
trwdc phau thuat." Chen va cong sw cling bao
cdo biéu hién thuwéng gap nhat a suy hé hap
khi sinh chiém ty 1& 85%.5 Theo d&i sau phau
thuat 1 thang, cac triéu chirng 1am sang duoc
cai thién rd. Khong con bénh nhan nao cé biéu
hién suy tim, suy hé h4p nang. Triéu chirng kho
khé thé rit giam tir 63% trwdc phau thuat xubng
con 13% sau phau thuat 1 thang (p < 0,05).

Hai diém d&c trung dé chan doan xac dinh
bénh trén siéu am tim la hep, hé phdi thir phat
do khéng c6 van hodc thiéu san van déng mach
phdi va phinh gian than va cac nhanh chinh cla
ddng mach phéi.24 Tat ca 27 bénh nhan nghién
cu dwoc chan doan xac dinh t chirng Fallot
khéng van dong mach phdi bang siéu am tim.
Trong d6 c6 26 (96,3%) bénh nhan cé gian Ién
ca dong mach phéi phai va ddng mach phdi trai
véi gia tri Zscore trung binh lan lwot 1a 6,16 +
1,92 SD va 5,60 + 1,76 SD. C6 23 (85,2%) bénh
nhan gian than dong mach phdi va 3 (11,1%)
bénh nhan gian gbc dong mach phdi. Nghién
clru clia Wu ciing cho thay rang khong phai tat
ca bénh nhan déu c6 sy gian né cua than dong
mach phéi. Cé 2/31 bénh nhan bj hep than doéng
mach phdi. Gian déng mach phdi phai hoac trai
la phd bién, dic biét 1a dong mach phéi phai.?
Mansi Verma ciing két luan c6 87,7% (41/47)
bénh nhan gian than déng mach phéi, 100%
bénh nhan gidn ddng mach phdi phai va trai."

Tét ca bénh nhan nghién ctu déu dwoc mé
réng dudng ra that phai, va théng lién that. Co
9 (33.3%) bénh nhan dwoc ap dung thu thuat
Lecompte (dwa dong mach phdi ra phia truéc
PMC). C6 22 (81,5%) bénh nhan dwoc phau
thuat thu nhé kich thwéc dong mach phdi. Két
ndi that phai véi ddong mach phdi bdng mang tim
twoi tw than ap dung & 7 (25,9%) bénh nhan,

bang conduit contegra cé van & 20 (74,1%)
bénh nhan. Tuy nhién phwong phap gidi phdéng
duwong thd khdi sy chén ép clia déng mach
phdi va két ndi that phai véi déng mach phdi cé
sy thay déi theo thoi gian. Giai doan dau 2015-
2016, tat ca bénh nhan déu dwoc ap dung tha
thuat Lecompte va str dung mang tim twoi tw
than dé két néi that phai véi dong mach phéi.
T ndm 2017 dén nay, tha thuat Lecompte
khéng con duoc ap dung, viéc két ndi that
phai va déng mach phéi duwoc thuc hién béng
conduit contegra cé van.

Theo thdng ké, ty I& t& vong cla tré mac o
chirng Fallot khéng van déng mach phéi cao
hon dang ké so v&i tré méc t& chirng Fallot c6
dién.* Karaka-Altintas (1996-2015, N=68) b&o
cdo ty Ié t&r vong chung la 19%, trong d6 t&r vong
som la 12%."3 Nghién ctru clia ching téi cling
cho két qua twong tw véi ty 1& t& vong chung
la 18,5% va t&r vong s&m la 14,8%. Vé nguyén
nhan t& vong thwong dwoc cac tac gia bao cao
la tinh trang suy ho hap kho diéu tri dan dén
ngtrng tim va suy da tang.”'*'" Trong nghién
clu clia chung t6i, 3 bénh nhan t& vong sém
va 1 bénh nhan t& vong mudn do tinh trang suy
hé hap dai dang, thé may kéo dai, suy da tang,
1 bénh nhan t& vong sém do séc nhiém khuan.
Chung téi nhan thdy nhém tlr vong sém co
can nang va tudi luc phau thap hon nhém
sbng, cac théng sb hdi strc nhw thdi gian chay
may tudn hoan ngoai co thé, thdi gian kep
cha, thei gian phau thuat, thoi gian théd may
sau phau thuat cia nhém tlr vong sém cao
hon nhém séng, nhung sw khac biét khong
cé y nghia thdng ké. Chang téi cling khong
tim thdy sw khac biét vé tinh trang thd may
trwéc phau thuat cia nhém sbéng va nhém tor
vong sém. Cé thé do sé lwgng nghién ciru
clia chung téi chwa da Ién. Tuy nhién, ty 1é
gap ho chirng cung luwong tim thap sau phau
thuat, chi sb Vis va chi s6 lactat cao nhat trong
vong 24 gi®& sau phau thuat & nhom t& vong
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s&m cao hon nhém séng (p < 0,05). Phan tich
theo mé hinh ROC, chung téi nhan théy lactat
> 2,8 mmol/l va chi sb VIS > 7,25 trong 24 gi®&
dau sau phau thuat cé gia tri dw doan nguy co
tlr vong s&m v&i A6 nhay 100% nhuwng d6 dac
hiéu thap, lan lwot 1a 73,9% va 69,6%.

Theo doéi siéu am tim trong qua trinh tai
kham sau ph&u thuat, chang téi thay hep phéi
va hé phdi vira va nang tai thdi diém sau phau
thuat 1 thang lan lwot 1a 8,7% va 47,8%, giam
c6 y nghia théng ké so véi trwéc phau thuat. Két
qua nay cling twong tw v&i cac tac gia khac.+81
Tiép tuc theo ddi lau dai hon tai thdi diém 1 nam
va 2 nam sau phau thuat, ching t6i nhan thay
ty 1& hep h& phdi mirc dd vira va nang cé xu
hwéng tang 1&n so vai thdi diém sau phau thuat
1 thang. Nhwng sw khac biét nay khéong cé y
nghia théng ké. Cé 1& do sb lwong nghién ciru
clia ching t6i chwa dd I&n. Tuy nhién c6 thé ly
giai hién twong hep, hé phdi c6 xu hwéng tang
dan theo thoi gian do tbn thuwong conduit néi
that phai va dong mach phéi. Trong nghién ctu
cta TrAn Quang Vinh vé viéc s dung conduit
contegra trong phau thuat teo phdi théng lién
that cho thdy dwéng kinh clia conduit contegra
tang dan theo thoi gian do &p lwc ddng mach
phdi I1&n gay nén tinh trang hé phdi ndng dan
lén sau phau thuat, do 1a nguyén nhan chinh
phai mé lai dé thay conduit.’”> Trong nghién
ctu clia chang t6i, c6 5 bénh nhan phai mé lai.
Trong d6 2 bénh nhan mé lai sém sau phau
thuat 1an dau 6 ngay va 10 ngay dé thu nhd
conduit ndi that phai déng mach phéi phu hop
(1 bénh nhan) va cat thuy phdi bi xep (1 bénh
nhan). Ba bénh nhan con lai mé thay conduit
sau phau thuat 1an lwot 1a 29 thang, 30 thang
va 65 thang do hep hé nang van conduit. Ty 1é
khong phai mé lai sau 2 ndm va 5 nam lan lwot
la 92,6% va 75,8%. Két qua nay ctia ching toi
cling phu hgp v&i nghién clru clia Yong voi ty
Ié khdng phai phau thuat lai sau 5 nam, 10 nam
va 20 nam la 79,7% + 6,9%."

TAP CHI NGHIEN ClPU Y HOC

V. KET LUAN

T& ching Fallot khéng van déng mach phéi
lam sang thwong chi tim nhe hodc khéng ro tim
nhwng biéu hién suy tim, suy hd hap xuét hién
kha s&m tr giai doan so sinh. Sau phau thuat 1
thang, cac biéu hién lam sang va tinh trang hep
h& phdi dwoc cai thién ré. Tuy nhién van can
nhirng nghién ctru véi quy mé Idn hon va thoi
gian theo d&i dai hon dé danh gia vé két qua lau
dai sau phau thuat.
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Summary

CLINICAL SYNDROME, ECHOCARDIOGRAPHY
AND SURGICAL OUTCOMES OF TETRALOGY OF FALLOT
WITH ABSENT PULMONARY VALVE SYNDROME
AT THE NATIONAL CHILDREN’S HOSPITAL

This is a review of 27 patients with tetralogy of Fallot with absent pulmonary valve syndrome
(TOFAPV) who underwent surgical treatment between 2015 and 2023 at National Children’s hospital.
The median age at surgery was 33 days (IQR 24-120 days) and the mean weight were 4,4 + 1,4 kg
(range, 1,9 to 8,5 kg). The patient presented with symptoms of preoperative congestive heart failure
(70,4%), respiratory distress (85,2%) and preoperative mechanical ventilatory support (25,9%). After
1 month of surgery, no patient showed heart failure and severe respiratory failure. Wheezing symptoms
decreased from 63% (pre-operation) to 13% (post-operation) (p<0.05). On echocardiography, 96,3%
patients had right or left pulmonary artery (PA) dilatation. Mean preoperative right PA zscore was
6,16 + 1,92 SD and left PA zscore was 5,60 £+ 1,76 SD . Mean postoperative right and left PA zscore
were 1,0 + 1,58 va 1,48+ 1,32, respectively. The proportion of moderate and severe pulmonary
regurgitation (PR) decreased from 100% (pre-operation) to 40,7% (post-operation). Moderate and
severe pulmonary stenosis rate decreased from 96,3% (pre-operation) to 8,7% (post-operation). The
average follow-up time was 34 £ 27,2 months (2- 82 months). Operative mortality was 14,8%. Overall
survival at 5 years was 80%. The 2 years and 5 years freedom from reoperations were 92,6% and
75,8%, respectively.

Keywords: Tetralogy of Fallot with absent pulmonary valve syndrome, echocardiography.
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