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PAT VAN PE

That phai hai duong ra (TPHDPR) 13 bénh tim bam sinh bat thuong két
ndi gitta tm that va dai dong mach, trong d6 hai dai dong mach xuit phat
hoan toan hoic gan nhu hoan toan tir that phai [1]. Bénh tim bam sinh phtc
tap nay bao gém rat nhiéu thay do6i da dang vé hinh théai giai phau bénh hoc
cling nhu sinh 1y bénh hoc [2]. Su khong ddng nhit trong cac hinh thai cua
bénh Iy TPHDR di dan téi nhiéu tranh céi trong lich sir cua chuyén nganh tim
mach bam sinh. Ty theo hinh thai giai phau bénh hoc va cac thuong ton phdi
hop cua ting trudng hop TPHDR cu thé ma dan dén cac biéu hién bénh khac
nhau. Vi du nhu mot sé thé bénh gan gidng véi ta chiang Fallot néu c6 hep
duong ra that phai (PRTP) kém theo, hodc thuong ton ctia mot thong lién that
(TLT) nang néu khong kém theo hep DRTP, hay c6 thé twong tu nhur chuyén
g6c dong mach kém theo TLT [3],[4]. Nhiing truong hop TPHBR phdi hop
Vi cac thuong ton phic tap khac trong tim nhu bat twong hop nhi - that hoic
nhitng bénh ly mot tam that khéng nam trong nhdm nghién ciu nay.

TPHBR la bénh ly it gap véi tan suat tir 1-1,5% trong cac bénh tim bam
sinh. Trong 1 triéu tré ra doi sdng sot thi trung binh ¢ khoang 157 tré bi bénh
TPHBR [5]. Hinh thai hoc cta bénh phu thudc vao nhiéu yéu té nhu mdi lién
quan gitra 16 TLT Vvoi cac van nhi that, tuong quan gitra dong mach chu
(PMC) va dong mach phoi (PMP), giai phau caa dong mach vanh (BMV), ¢c6
hay khong thuong ton tic nghén duong ra cua hai that, khoang cach gitra van
ba 14 va vong van DMP, va c4c bat thuong tim bam sinh khac phéi hop voi
bénh [6],[71,[8],[9]. Theo phan loai nim 2000 cua Hiép hoi cac phau thuat
vién 16ng nguc - Society of Thoracic Surgeon (STS) va Hiép hoi phau thuat
tim mach 16ng nguc Chau Au - European Asociation of Cardiothoracic
Surgery (EACTS), bénh TPHPR dugc phan loai thanh 4 thé khac nhau bao
gom thé TLT, thé Fallot, thé chuyén goc dong mach va thé TLT biét lap véi
nhitng biéu hién 1am sang twong d6i gidng vai cac bénh do [1].



Siéu am tim véi xung va tham do Doppler mau gitp chan doan xac dinh
va danh gia tuong d6i toan dién cho phan 16n cac truong hop bénh nhan
TPHDR [10],[11]. Cac tham do nhu théng tim chan doan, chup CT da diy
hoic MRI ciing gop phan bd sung cho siéu am tim trong chan doan bénh
[12],[13],[14].

Phau thuat stra chita toan bd cua bénh TPHDR dau tién di duoc Kirklin
tién hanh vao thang 5 nim 1957 tai Mayo Clinic véi chan doan TPHDR thé
TLT dudi van PMC [15]. Nhiing bao cdo dau tién vé phau thuat thanh cong
TPHBR thé chuyén goc dong mach duoc ghi nhan vao nhiig nam 1967 va
1969 [16]. Bénh Iy TPHPR c6 nhiéu phuong phap phau thuat sira toan bo
khac nhau tly theo ting thé bénh va thuong ton trén ting bénh nhan cu thé.
Két qua diéu tri phau thuat caa bénh ndy tai cAc trung tdm tim mach 16n trén thé
gidi dat duoc ty 18 song con sau phau thuat sira chira toan bo khoang 80% - 95%
sau 10 ndm tuy theo ting thé bénh [17],[18],[19],[20],[21].

Tai Viét Nam chi mot vai bénh vién c6 kha ning phau thuat sira chira
toan bo cho cac bénh nhan TPHDR, do vay con nhiéu bénh nhan van chua
duoc diéu tri kip thoi va tham chi tir vong trude khi duoc tién hanh phiu thuat.
Pong thoi ciing chua ¢6 nghién ctu cu thé nao danh gia vé hinh thai giai phau,
lam sang, can 1am sang va két qua phau thuat diéu tri bénh ly nay & Viét Nam
hién nay. Vi vay, nham gop phan nang cao chat luong chan doan va diéu tri
bénh Iy ndy, ching toi tién hanh dé tai: “Nghién ciru dic diém giai phiu 1am
sang va két qua sém diéu tri phau thuat sira toan b bénh tim that phai
hai dwong ra” vai 2 muc tiéu:

1. M0 td dic diém |am sang theo thé tén thwong gidi phdu cia bénh Iy
thdt phdi hai dwong ra

2. Pdnh gid két qua sém cia phdu thudt siza toan bé diéu tri bénh that
phdi hai dwong ra



Chuong 1
TONG QUAN TAI LIEU

1.1. Lich sir chan doan va diéu tri

Vao nhitg nam giira cua thé ky 19, Peacock va Rokitansky dd bao céo
vai trudng hop bénh that phai hai duong ra (TPHDR), tuy nhién tai thoi diém
d6 bénh 1y ndy chua c6 tén 1a TPHPR. Nam 1952, Braun 1a ngudi dau tién st
dung thuat ngir that hai duong ra (double outlet ventricle) d¢ md ta hinh thai
tim caa mot thanh nién 19 tudi voi thuong ton TPHPR, thong lién that (TLT)
dudi van dong mach chu (PMC) kém theo hep duong ra that phai (BRTP).
Thuat ngir “that phai hai duong ra” (double outlet right ventricle) dugc Witham
sir dung lan dau tién trong mot bao cao hinh thai hoc vao nam 1957 [1]. Thang
5 nam 1957, tai bénh vién Mayo Clinic, Kirklin 12 phau thuat vién dau tién tién
hanh phau thuat sta toan bo cho mot truong hop TPHPR thé TLT duéi van
DMC. Tai thoi diém do, bénh nhan duoc tién hanh phau thuat véi chan doan 16
TLT I16n va tang 4p lyc dong mach phoi (PMP). Chan doan xac dinh duoc tién
hanh trong phau thuat, tuy vay tré tar vong 2 gid sau phau thuat do cung luong
tim thap véi nguyén nhan chua yéu 1a do bao vé co tim kém trong md va hep
duong ra that trai sau mé [15].

Niam 1949, Helen Taussig va Richard Bing 1an dau tién md ta mot trudng
hop TPHBR véi 16 TLT nam dudi van PMP, voi day du cac triéu chang 1am
sang, phim chup mach chan doan va cac ban luan vé sinh Iy bénh hoc cia mot
bé trai qua doi ldc 5,5 tudi [8],[22]. Neufeld 1a ngudi dau tién ghi nhan bat
thuong Taussig-Bing thuoc nhom TPHDR [23]. Sau d6 Van Praagh va Lev da
don gian hoa dinh nghia bat thuong Taussig-Bing 1a nhimng truong hop TPHPR
¢4 16 TLT nam dudi van DMP [8],[24]. Daicoff, Hightower va Kirklin 1a
nhitng ngudi dau tién tién hanh phau thuat sira chita bat thuong Taussig-Bing



bang cé4ch tao duong ham tir I6 TLT 1én van DMP phdi hop véi phau thuat
Mustard [15]. Patrick - McGoon va Kawashima la nhitng phau thuat vién dau
tién tién hanh phau thuat stra chita ¢ tang that cho bénh Iy nay [25],[26]. Su ra
doi cua phau thuat Jatene nam 1975 [27] trong diéu tri bénh ly chuyén gdc
d6ng mach da gitp phau thuat sta chita toan bo bénh Iy TPHDR thé chuyén
gdc dong mach phét trién 1én tam cao mai, gop phan lam giam ty Ié tir vong
sau phau thuat mot cach ré rét [28],[29],[30]

Nam 1993, Lecompte va cong su di dua ra quan diém mdi vé bénh Iy
TPHDR trong d6 coi day 1a bénh ly vé bat thuong két ndi tm that - dai dong
mach va tap trung vao nhimg dic trung vé hinh thai hoc hon 1a ¢6 gang tim céach
phan biét thanh timg loai riéng biét. Nhimg dic trung nay bao gdbm: (1) Vach phéu
(Infundibular septum), (2) Nép gap that - phéu (Ventriculoinfundibular fold),
(3) Dai bang vach (Trabeculoseptomarginalis), (4) Vi tri cia su dich chuyén
véch phéu, (5) L4 thong lién that (VSD), (6) Mdi lién hé giira thong lién that va
cac dai dong mach, (7) Tuong quan gitra cac dai dong mach, (8) Khoang céch tur
van ba Ia téi van dong mach phoi [31],[32].

Niam 2000, STS va EACTS da thong nhat vé céach thirc phan loai va cac
danh phap danh cho hé théng co s dit liéu cua bénh Iy TPHDR trong d6 gom
4 dang bénh 1y khac nhau, twong xting véi cach xu tri khac nhau. Hé théng
phan loai va co s& dit liéu nay hién nay da va dang duoc chap nhan va xir
dung rong réi trén toan thé gisi [1].

Nam 2002, Lacour-Gayet va cong su da bao céo diéu tri thanh céng nhiing
truong hop 1am sang cia bénh Iy TPHPR thé thdng lién that biét 1ap st dung k¥
thuat tao duong ham tir 16 TLT 1én déng mach phdi va phau thuat chuyén goc
dong mach [33],[34]. Cung vai ky thuat tao duong ham trong that tir 16 TLT [én
dong mach chi, phau thuat va 16 théng lién that bang nhiéu miéng va, phau thuat
Fontan, két qua lau dai sau phau thuat cia bénh Iy TPHPR thé thong lién that
biét 1ap da duoc cai thién rd rét [35],[36],[37],[38].



Tai Viét Nam, phau thuat sira chita toan bo cho bénh Iy TPHPR da duoc
Vién Tim thanh phé H6 Chi Minh ap dung tir cudi nhitng nam 90 cua thé ky
trude d6i voi nhitng dang don gian nhu thé TLT dudi van PMC hoic thé
Fallot, phau thuat stra chira toan bo (hai that) cho nhitng thé phtc tap nhu
chuyén géc hodc TLT biét 1ap méi duoc tién hanh trong mot vai nam gan day.
Tai phan 16n cac bénh vién trén ca nudc, phau thuat sta chita toan bo bénh
TPHBR chu yéu duoc thyc hién d6i véi nhitng bénh nhan c6 thuong tén don
gian nhu thé TLT hoic thé Fallot. S6 luong cac bao co khoa hoc va bai béo
nghién cau vé bénh ly nay van con han ché [39],[40].

1.2. Tém lwgc phdi thai hoc, giai phau, sinh ly bénh
1.2.1. Phdi thai hgc

Phoi thai hoc ciia bénh Iy TPHPR van tiép tuc 1a cha dé tranh cai tir rat
lau. Bé hiéu dugc day du cac gia thuyét vé phdi thai hoc cua bénh 1y nay doi
hoi phai ¢d cai nhin tong quan vé su phét trién binh thuong cia khu vuc hanh
that cua tim.
1.2.1.1. Phoi thai hoc binh thwong cua tim

Ong tim nguyén thay dai ra va tu xoay quanh truc, tao thanh cuon tim.
Phan goi 1a hanh tim cta cudn tim duoc chia thanh 3 phan: (1) doan mot phan
ba gan phat trién thanh phan co bé cua that phai; (2) doan mot phan ba giita
phat trién tao thanh duong ra cua hai tm that; (3) doan mot phan ba xa tao
thanh géc va phan gbc caa hai PMC va PMP. Poan néi giita tim that nguyén
thuy va hanh that dugc danh dau bén ngoai bang rdnh hanh-nhi-that. Bén
trong dng tim, ngin cach gitra hanh that véi tm that nguyén thay 1a 16 hanh
nhi that va go hanh nhi that. Sy hinh thanh cua hai mao than nén trong non
tim va than chung cua hai dong mach va su phat trién xoin quanh nhau cua
hai mao than nén rdi dinh lién voi nhau hinh thanh vach ngan phan than nén.

Sau qua trinh hinh thanh véach ngéan than noén, cac van ban nguyét dugc hinh



thanh tai vi tri ndi than non, va mot phan cua doan xa cua hanh tim tach roi
van DMC khéi phan gbi noi mac nguyén thay. Tai thoi diém ndy, toan bo phan
than chung cta hai dong mach van nam trén xoang hanh. Khi doan xa cia hanh
non thodi trién, DPMC tién dan vao phia trén cua that trai nguyén thay, hinh thanh
lién tuc van hai 14 va van DMC. Phan 15 hanh that nguyén thay doi hudng, hinh
thanh nén duong ra that trai, va mot 16 TLT thtr phat dugc hinh thanh gitta PMC
va that phai (Hinh 1.1). L3 TLT thar phat nay thudng duoc bao boc bai to chuc
hinh thanh nén phan VLT cua vach mang [41],[42],[43],[44].
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Hinh 1.1: Hinh anh phéi thai hoc cia tim nguoi ¢ tuan thi: 8 [42]

1.2.1.2. Phéi thai hoc cia thdt phdi hai dwong ra

Trong qué trinh phét trién bao thai cia tim, ban dau ca hai PMC va
DMP déu xuat phat tir that phai. Sau d6 té chie co bé ctua phéu gitta PMC va
tam that trai thoai trién dan, kéo PMC dich chuyén sang bén trai va cudi cling
hinh thanh lién tuc gitra van PMC va van hai 1a. Khi hinh thanh bénh Iy TPHDR,
qua trinh di chuyén caa PMC sang phia thét trai khdng hoan chinh, hau qua 1a
PMC cudi 1én VLT va xuat phat gan nhu hoan toan tir that phai (Hinh 1.2). Qué
trinh thodi trién khong hoan toan cua phan co bé phéu duoc cho 1a ¢é lién quan
t6i bat thuong trong qua trinh phat trién caa mao than kinh c6 thé giai thich cho
su mat lién tuc gitra van hai 14 va van DPMC [45],[46],[47].



Nhi chung

Hinh 1.2: Gid thuyét vé su hinh thanh bénh TPHPR [43]

Anderson va cong su xép loai phdi thai hoc cia bénh 1y TPHPR thudc
nhom bét thudng phat trién caa hanh that. Cac bat thuong nay bao gdm bénh
ly t& chung Fallot, TPHPR va chuyén goc dong mach ¢6 TLT. Su di chuyén
bat thudng caa vach non va khiém khuyét trong qua trinh thodi trién cua co bé
phéu 1a nguyén 1y co ban cua ly thuyét nay. Bénh ly Fallot 1a khoi diém cua qua
trinh phét trién bat thuong nay khi vach nén di chuyén nguoc theo chiéu kim
dong ho va di chuyén ra phia trudc so voi vach lién that. Két hop véi qua trinh
thodi trién cta co bé phéu dién ra binh thuong, do d6 dan téi hinh thanh thuong
ton PMC cudi 1én VLT, 16 TLT khong han ché va hep BPRTP. TPHBR la
thuong ton trung gian cia qué trinh phét trién batthuong ké trén véi hién
tugng véach non di chuyén nguoc theo chiéu kim dong hd véi mac do nang
hon kém theo sy thodi trién khong hoan toan cua co bé phéu. Diéu dé thé hién
bang ddu hiéu mat lién tuc giira van hai 14 va van DPMC. Mirc d6 quay cua
vach non va vi tri ma vach nén hop lai véi VLT quy dinh dang thuong ton
giai phau cia TPHDPR. Thuong ton nang nhat cua qué trinh phat trién bat
thuong trén 1a bénh ly chuyén gc dong mach kém theo TLT. D6 1a khi vach
non di chuyén nguoc chiéu kim dong hd & mac do cuc dai quanh miat doi
xung doc cua vach lién that kém theo thodi trién cua co bé phéu tao ra sy lién
tuc gitra van hai 1a va van DPMP [45].



Mot gia thuyét khac cua Lev cho ring bat thuong TPHPR ciing thudc
nhém bénh ly gay bat thudng than nén dong mach. Tir than nén chung sé tién
hanh phan chia thanh hai PMC va DMP riéng biét. TPHPR 1a hé qua cua bat
thuong quéa trinh phan chia xoan éc, voi dic diém bat thudng nhe hon so v6i
thuong t6n trong chuyén géc dong mach va niang hon so véi thuong t6n trong
tr chang Fallot [24].

Gia thuyét caa Van Praagh vé bat thuong phat trién caa vach nén ciing
dé cap toi nguyén nhan bao thai hoc trong hinh thanh bat thuong TPHDR [8].
Binh thuong thi van PMC, van ba 14 va van hai 14 lién tuc véi nhau béi tam
giac soi, chi c6 van DMP tach biét, nam cao hon so vé&i 3 van con lai do su
hinh thanh ctia nén duéi van DPMP (phan phéu that phai). Van Praagh phéat
trién mot gia thuyét cho rang tir ching Fallot 1a hau qua cua bat thuong trong
hinh thanh nén dudi van PMP do vach nén di chuyén ra phia truéc so voi
véch lién that hinh thanh nén 16 TLT phan budng thoat va hep DRTP. Khi gia
thuyét vé hinh thanh ta chuang Fallot ciia Van Praagh dugc mé rong, néu mic
d6 bat thuong vé phét trién ctia nén dudi van DPMP ning hon sé& dan toi hinh
thanh hai dai d6ng mach nam song song véi nhau khi ra khoi goc tim, dic biét
khi ¢6 su hinh thanh cta nén dudi van PMC. Khi d6 van PMC va van BPMP
& nam cao hon so véi cac van nhi that va dan dén hinh thanh hai nén duéi hai
van dai dong mach 1a thuong ton cia TPHPR (Hinh 1.3).
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Hinh 1.3: Minh hea hinh thanh cua nén duéi van dai dong mach.(a) Twong
quan binh thirong giita hai van dai déng mach Véi cdc van nhi that. (b) Hinh
thanh non dudi hai van dai dong mach (TPHDR). (C) Non dwdi van DPMP
khong hinh thanh, thay vao dé nén dwdi van PMC phdt trién
(chuyén géc déong mach) [56]



1.2.2. Hinh thai gidgi phdu hec cia thdt phdi hai dwong ra

Tuong quan nhi - that, twong quan that-dai dong mach va twong quan
gitra hai dai dong mach

Ty Ié bat twong hop nhi that ddi véi thuong ton TPHPR chiém khoang
11% trong tong s6 bénh nhan caa bénh 1y nay. Thuong ton nay cé thé bao
gom tuong quan tang - nhi binh thuong (situs solitus), twong quan tang - nhi
dao nguoc (situs inversus) hoiac déng phan trai (left isomerism) hay dong
phan phai (right isomerism) [48].

Tuong quan gitra hai tdm that véi hai dai dong mach thay doi theo tung
truong hop cu thé, vai nguyén tac PMC xuat phat phan 16n tir tdm that phai
va cudi 1&n vach lién that t6i thiéu tir 50% tro 18n [1],[49]. Mot s6 it trudng
hop ¢6 thuong ton ca hai PMC va PMP xuat phat hoan toan tir mot non
chung cua that phai, ton thuong nay c6 thé gap trong nhiing trudng hop co
vach lién that nguyén ven hoac TLT thé biét 1ap [50],[51],[52].[53].

Tuong quan giira hai dai dong mach trong thuong t6n TPHPR c6 5 loai
co ban [4],[7],[54]. Phan 16n cac truong hop TPHPR c6 twong quan gitra hai
do6ng mach hoan toan binh thudng véi PMC nam phia sau va bén phai so voi
DPMP, hai dai dong mach xoan quanh nhau khi thoat khoi day tim. Nhom thir hai
c6 dang thuong ton PMC nam bén phai so voi PMP, nhung hai dong mach nam
song song véi nhau (khéng xoan). Hai dong mach nay thudng nam canh nhau,
tuy Vay Van ton tai twong quan trudc sau véi nhiéu mic do. Trong nhom thir 3,
tuong quan gitta PMC va DPMP 1a truc tiép truéc sau (D-Malposition) hozc
PMC nam hoi chéch sang bén phai so véi PMP. Hiém gap hon 1a PMC nam
phia trudc va chéch sang bén trai so vai DPMP. Hiém gap nhat 13 thuong ton véi
DMC nam phia bén trai va song song so vai DPMP (L-Malposition) [55],[56].
1.2.2.1. Cdc dac tinh caia 16 TLT trong bénh Iy TPHPR

Nhitng trudng hop TPHDR khéng kém theo TLT thuc Sy 13 thuong ton
cua hai dong mach xuét phéat hoan toan tir that phai, tuy nhién rat hiém gap, va
thuong phéi hop véi tén thuong thiéu san caa van hai 14 va that tréai [57],[58].
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L3 TLT trong bénh Iy TPHDR 1a duong thoat duy nhat cua that trai (Hinh 1.4), do
vay thuong co kich thudc khdng han ché (véi dudng kinh twong dwong hoic
[6n hon so véi duong kinh ctia vong van BMC). Ty Ié bénh nhan TPHDR ¢6
16 TLT han ché chiém khoang 10%. Ty 18 bénh nhan TPHDR c¢6 TLT phan co
nhiéu 15 chiém ty 1& khoang 13% tong sb cac truong hop [59].

Phan 16n cac truong hop TPHPR ¢6 16 TLT nam giira hai nganh trudc
va sau cua dai biang vach, thudc vi tri cua thuong ton than — non [3],[41],[60].
Nhitng truong hop vi tri 16 TLT khéng thugc khu vuc than - nén thuong hiém
gap va phau thuat sta chira toan bo rat kho khan, ching dugc goi tén 1
TPHDR thé TLT biét 1ap. Vi tri cua I6 TLT duoc goi 1 biét 1ap khi né nim ¢
phan budng nhan, phan co bé cia VLT, hoiac TLT vi tri quanh mang lan
xuéng phan buong nhan [51],[52].

[ Vach nén v LT I Vach nén Tr
léch hing

k] trong hat 5|
Hinh 1.4: Twong quan ciia 16 TLT Véi cde dai dong mach trong bénh ly tim
bdm sinh. (A) Pwong ra cua cac tam that véi bénh Iy TLT. (B) L6 TLT trong
bénh Iy TPHDR la dwong thoat cia tam thdt trai [39]
1.2.2.2. Lién quan giita 16 TLT Véi cdc dai déng mach

L5 TLT trong bénh Iy TPHPR thuong duoc md ta trong mébi twong quan
véi cac dai dong mach, bao gom TLT duéi van BMC, TLT dudi van DMP,
TLT duéi hai van va TLT thé biét 1ap. Méi twong quan nay c6 y nghia dic
biét quan trong ddi véi phau thuat. Cach phan loai dya theo vi tri va tuong
quan cta 16 TLT véi cac dai dong mach sé& gilp ching ta hiéu biét su sic hon

vé ton thuong nay [4].
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TLT dudi van DMC 1a dang thuong gap nhit trong thuong ton TPHDR,
chiém khoang 50% tong s bénh nhan [61],[62]. Vi tri cua 16 théng ndm dudi van
PMC véi khoang céach tir bo trén cua 16 théng t6i van PMC dao dong tly thudc
vao chiéu dai cia mao dudi van DPMC [5],[7],[61],[62]. Dua trén cac md ta kinh
dién, nhimg trudong hop 16 TLT dudi van PMC véi PMC ¢ bén phai thuong nam
& Vi tri b trén cua VLT, phia sau cta vach phéu (Hinh 1.5). L6 TLT thuong & vi
tri quanh mang voi b sau dudi cua 16 thong duoc tao béi vong van ba 14 tai khu
vuC mep gitra 1a trudc va la vach cua van ba l1a. Trong truong hop nay, bd His
chay sat v6i vong van ba l4 roi di vao bd sau dudi caa 16 théng dan ti nguy co
t6n thuong dudng dan truyén trong qué trinh phiu thuat stra chita. Mot s6 it
truong hop thi bo sau dudi caa 16 TLT la mot dai co hinh thanh do su sat nhap cua
nép gap that - phéu (ventriculoinfundibular fold) véi nganh sau ciia dai bing véch.
Khi d6 bo His dugc bao vé bai 16p co bao quanh vong van ba 14 nén nguy co ton
thuong dudng dan truyén trong phau thuat giam di dang ké [3],[63].

Céc cot co cua 14 trudc va 14 vach van ba I cd thé bam xung quanh bo caa

16 TLT véi cac mirc do khac nhau va co thé anh hudng toi phau thuat sira chira
toan bo khi tién hanh lam duong ham tir tht trai qua 16 TLT 1én van DMC [60].

L=z

Cviamen &

Hinh 1.5: TPHPR thé TLT. (A4) TPHPR véi 16 TLT duwéi van PMC.
(B) Minh hoa thuwong tén TPHPR thé TLT [39]
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Trong trudng hop BPMC nam bén tréi (L-Malposition), 16 TLT thuong nam
dudi van PMC. Vi tri nay twong tng vaéi vi tri cia 16 TLT trong bénh Iy Taussig
- Bing. Giai phau dién hinh trong truong hop nay 1a 16 TLT nam phia trén cua
hai nganh trudc va sau cua dai bang vach, va 16 thong cd thé lan xudng phia dudi
t6i vong van ba 4 tao nén 16 TLT quanh mang va dudi van PMC [55],[56].

Ld TLT dudi hai van dong mach chiém ty 1é khoang 10% cua tong so
bénh nhan TPHPR [1]. L3 TLT nam ngay phia trén chd chia d6i cua dai bang
véach va ngay phia dudi 14 van cia PMC va DPMP, vj tri cua 16 théng nam cao
hon so véi nhing truong hop ¢6 16 TLT dudi van PMC hoic TLT dudi van
PMPdon thuan (Hinh 1.6). Van BPMC va PMP nam sét canh nhau do véch
phéu khong phat trién hoac thiéu san. Cac van ban nguyét cia PMC va DPMP
hop lai hinh thanh bo sau trén cua 16 TLT. Bo dudi cua 16 TLT duéi hai van
dong mach la dai bang vach, cung vdi bo trude dudi 1a nganh trude va bo sau
duéi 12 nganh sau cua dai bang vach [7],[59]. Hai dai dong mach thuong xuét
phat tir tam that phai, tuy nhién trong mot sb trudong hop kho ¢é thé phan dinh
duogc ro rang 1 hai dai dong mach xuat phét tir tam that trai hay tam that phai.
Diéu nay co thé gay nham lan trong quéa trinh chan doan va kho khin trong
qua trinh diéu tri. Mot tac gia cho rang nhitng truong hop hiém gip nay cé thé
duogc dinh danh 12 tdm that hai duong ra (double outlet both ventricle) [2].

<
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Hinh 1.6: TPHPR thé TLT Véi 16 théng dwdi hai van déng mach. (4) TPHPR
V6i 16 TLT dudi hai van dai dong mach. (B) Minh hoa TPHDR thirong ton
TLT dudi hai van déng mach [39]
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TLT dudi van DPMP chiém ty 1& khoang 30% tng s6 cac bénh nhan
TPHBR [1]. Buong kinh cua 16 TLT thuong khong han ché (Hinh 1.7). LS thdng
nam phia trén cta hai nganh cia dai bang vach va nam phia dudi van DMP [64].
Trong trudng hop mao dudi van DMP ton tai tao thanh b trén 16 TLT, khoang
cach tir 16 TLTtSi van DPMP tuy thude kich thudc cia mao dudi van DPMP.

Hinh 1.7 TPHPR thé chuyén géc déng mach. (4) TPHPR véi 16 TLT dudi
van PMP. (B) Minh hoa TPHPR véi 16 TLT duwéi van DMP [39])

Néu tinh lién tuc giira van hai 14 va van DMP ton tai, DMP s& cudi trén
VLT véi cac mie dd khac nhau [8]. Vach non khi dé sé& di chuyén xudng vi
tri nganh truéc cuia dai bang vach, ngan chia gitta vung dudi van DPMC va
vung dudi van PMP. Sy phi dai cua vach non cé thé dan toi hep duong ra that
trai voi cac mirc do khac nhau. Didu ndy c6 thé gitp Iy giai tai sao thuong ton
hep eo DPMC thuodng gap trong bat thuong Taussig - Bing (t6i 50% tong sb)
hon 14 nhimng thuong t6n TPHDR khac (do giam luu lwong mau qua eo PMC
trong thoi ky bao thai). PMC trong trudng hop nay thudng nam bén phai va
hoi ra phia truéc so voi DPMP hoac song song véi nhau va hai dong mach
khéng xoin quanh nhau nhu binh thuong [9]. Trong trudng hop khéng c6
mao dudi van DMP thi su lién tuc gitra van DPMP va van hai ladugc hinh
thanh, ca biét co su lién tuc gitra van DPMP va van ba 14 véi DPMP cudi ngua
lén vach lién that [12],[65]. Gidng véi thuong ton TLT dudi van PMC, 15
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TLT dudi van DMP c6 thé lan xubng téi sat vong van ba Ia va hinh thanh
TLT quanh mang lan dudi van DPMP. Tuy vay nhiing truong hop nay rat hiém
gap trén 1am sang. Véach non trong thuong ton TLT dudi van DMP thuong
xoay ra phia trudc va do d6 khong thudc vé vach lién that [8],[9].

TLT thé biét 1ap chiém ty 1& tir 10% - 20% tng s6 cac truong hop bénh
Iy TPHDR [1],[2],[7]. L3 TLT trong truong hop nay nam cach biét va khdng
c6 méi lién quan dén hai dai dong mach (Hinh 1.8). Vi tri cia TLT nam &
phan budng nhan,phan co bé cua VLT, hoic 16 TLT nam & vi tri quanh mang

lan xudng phan budng nhan [51].

Hinh 1.8: TPHPR thé TLT biét ldp. (4) TPHPR véi |6 TLT biét Iap phan
buong nhdn. (B) Minh hoa TPHBR véi 16 TLT biét Idp [39])

1.2.2.3. Thuong ton tac nghén dwong ra that phdi

Tat ca cac dang thuong ton tac nghén DRTP déu c6 thé gap trong bénh ly
TPHDR. Vi tri taic nghén PRTP thuong gap ddi véi thé TLT dudi van PMC
hoiac TLT dudi hai van dai dong mach. Phan phéu that phai 1 noi ton thuong
hep PRTP hay gip nhat, ngoai ra cling c6 nhimg truong hop chi hep van
DMP don thuan c6 kém theo hoic khdng kém theo thiéu san vong van DMP

cling véi than va nhanh phoi (Hinh 1.9). Mot s6 nguy@n nhan khéac gay hep
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DRTP trong bénh 1y nay nhu van nhi thit cudi ngua 1én vach lién that, phinh
vach mang. Thuong ton teo tit van DPMP ciing c¢6 thé gap trong bénh Iy
TPHDR [6],[43],[60],[66].

: Y
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Hinh 1.9: TPHDR - TLT dudi van DPMC kém theo thurong ton hep PRTP [39]

1.2.2.4 Thuong ton hep duoi van dong mach chu

Hep duong ra thét tréi it gap trong bénh Iy TPHPR, nhung déng vai tro quan
trong trong bénh canh 1am sang va tién lugng ctia bénh. Hep duong ra that trai
thuong xuat hién trén cac bénh nhan TPHPR véi TLT dudi van PMP (chiém 35%
tong so bénh nhan Taussig - Bing trong nghién ctu cia Sondheimer). Nguyén
nhan chinh cua hep duodng ra that trai ¢ bat thuong Taussig - Bing la do su phi
dai va léch hang bat thuong caa vach nén (Hinh 1.10). Ton thuong ndy rat
thuong xuat hién cing véi hep eo dong mach chu [64],[67]. Mot s6 nghién
ctru ciing cho thdy TPHPR thé TLT dudi van DPMC c6 kha ning xuét hién
hep duong ra that trai sau phau thuat khi duong kinh caa 16 TLT nho hon 4/5
s0 v&i duong kinh vong van PMC. Ngoai ra cac thuong ton do cot co van ba
14 b4m bt thuong va thong san nhi that toan bo phéi hop voi TPHDR ciing co
nguy co hep dudng ra that trai sau phau thuat [68],[69].
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Hinh1.10: Vich nén phi dai gay hep dwong ra that trdi trong thirong ton
Taussig — Bing [22]

1.2.2.5. Hé thang ddn truyén tw dong trong tim

Trong bénh Iy TPHPR kém theo c6 twong hop nhi - that, nat nhi that
nam & vj tri binh thuong trong tam giac Tordaro. Bé His chay qua tam giac
soi bén phai cua thé trung thm va nam & mat sau - dudi cta bo dudi 16 TLT
trong nhimg truong hop TLT dudi van BPMC, dudi van DPMP hoac dudi hai
van dai dong mach [63],[70].
1.2.2.6. Gidi phdu ciia dgng mach vanh

Giai phAubMYV trong bénh Iy TPHPR phu thudc phan 6n vao vi tri va
tuong quan cua hai dai dong mach. Pdi véi truong hop hai dai dong mach
Xuit phat song song véi nhau va BPMC nam chéch phia sau so véi DMP thi
cac DMV thuong Xxuat phat binh thuong véi DMV phai xuat phat tir xoang
Valsava bén phai va DMV trai xuat phéat tir xoang Valsava bén trai (Hinh 1.11).
Tuy nhién BPMV trai thuong xuat phat chéch tir phia sau hon va DMV phai
Xuat phét chéch tir phia trude hon so véi nhimg trudng hop tim binh thuong.
Déi véi nhitng truong hop PMC nam chéch vé bén phai va nam phia trudc
PMP thi giai phdu DMV tuong ty nhu véi bénh nhan chuyén gbc dong mach
[4],[16],[71]. Trong nghién cuu caa Aoki, ¢ khoang 30 - 40% cac bénh nhan
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TPHDR c6 bat thuong giai phau cia DPMV. Nhimg truong hop mot BMV duy
nhat chiém ty ¢ t6i 15% tong sd cac bénh nhan TPHDR [20]. Puong di cua
PMYV trong bénh Iy TPHPR phan 16n gidng véi tim binh thudng, tuy vy ciing
c6 mot sb truong hop dong mach lién that truge xuat phat tir DMV phai va bit

chéo qua mat trudc caa DPRTP trong khoang 25% cac truong hop.

Nhom song song nhom trudc-sau

(3)

Nhdnhphéu  Vichphéu , Trdi [#1] Trdi [#1]
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Nhdnh phéu

l'2l
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Hinh 1.11: Gidi phdu PMV trong bdt thuwong Taussig-Bing: Nhém bénh nhan

co tuwong quan hai dong mach song song (PMC bén phai) va nhém bénh nhan
c6 twong quan hai dong mach trieéc-sau (PMC nam trueéc) [55]

Déi véi nhitng truong hop TPHDR c6 hai dai dong mach xuat phét song
song voi nhau va TLT dudi van DMP, c¢6 mot ty 1& bat thuongnhat dinh vé
DMV nam trong thanh caa DMC (intramural) [18],[72],[73].
1.2.2.7. Cdc thwong ton tim mach khac phai hop

Khi bénh Iy TPHDR c6 phdi hop véi thuong ton tim mach khac thi phan
I6n trong s6 d6 1a thuong ton thong san nhi that toan phan, va nhiing trudng hop
nay co tién luong sau phau thuat stra chira toan bo con kém kha quan do tinh

chat phuc tap khi phdi hop nhiéu phau thuat trong cting mot thi mé. Hep eo dong
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mach chi va nhitng dang khéc cua thuong ton hep duong ra that trai ciing xuét
hién trong bénh ly TPHBR, dao dong tuy theo tirng nghién ctiu (13%-24%). Mot
s6 it cac bénh nhan TPHPR véi PMC nam bén trai (L-Malposition) ciing da
duoc ghi nhan trong vy vin thé giéi. Nhimg thuong ton tim mach khac co thé
phdi hop véi bénh Iy TPHDR ra bao gdm con éng dong mach, thiéu san tam that,
bat thudng tinh mach hé thdng, thong lién nhi [68],[74],[75],[76].
1.2.2.8. Phan logi ton thirong gidi phau

Tur khi thuat ngit TPHPR ra doi cho téi nay, nhiéu phuong phap phan
loai da duoc ra doi va ap dung trén thuc té tai nhiéu trung tam tim mach. Hién
nay phan loai TPHDPR theoSTS va EACTS [1] dugc 4p dung & nhiéu noi
nham muc dich xay dung mot hé théng co sa dit liéu co ban tdi thiéu dya theo
mét hé théng phan loai théng nhat bao gém 4 nhém bénh twong tng nhu sau:

(1) TPHBR - thé TLT (TLT dudi van PMC - VSD type).

(2) TPHBR - thé Fallot (TLT duéi van PMC hoic dudi hai van kém
theo hep BRTP - Fallot type).

(3) TPHDR - thé chuyén gdc dong mach (Taussig-Bing, TLT nam dudi
van DMP - TGA type).

(4) TPHBR - TLT biét 1ap (16 TLT thudng & vi tri budng nhan, tach biét
hoan toan di vai ca hai van té chim - Non committed VSD).
1.2.3. Pdgc diém sinh Iy

Dic diém sinh Iy bénh hoc cua TPHDR rét phuc tap, phu thudc nhiéu yéu
t6 lién quan. Sinh Iy bénh hoc ctia bénh duoc quyét dinh bai nhiing yéu té sau: vi
tri cta 16 TLT lién quan véi cac dai dong mach; su ¢6 mat cua ton thuong tic
nghén duong ra that trai hoic DRTP; sic can mao mach phdi va sy ¢ mit cua
cac thuong ton phéi hop trong tim khac [4]. Cac yéu té trén phdi hop véi nhau

gay ra nhitng anh hudéng da dang ddi véi sinh ly bénh hoc cua bénh TPHPR.
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Anh huéng caa sinh 1y bénh hoc bénh TPHDR 1én hé tuin hoan duoc
x4c dinh bai cac yéu t cha dao nhu luu lwgng mau 18n phéi, su ¢6 mit hoic
khong cua tinh trang tang ap luc DPMP va hiéu tng dong chay trong cic tam
that. Mot yéu té quan trong khac 1a sy ¢6 mit caa thuong ton hep eo DMC.
Thuong ton nay lam tang hau tai cia tuan hoan hé thong, 1am giam tudi mau
phan dudi co thé sau khi ng dong mach da dong lai, gay giam tudi mau than
va ting gitt nudc trong md [2]. Hau qua dé lai 14 tinh trang 1am sang niang né
va suy tim sung huyét tién trién nhanh trong thoi ky so sinh.
1.2.3.1. Vj tri cua 14 théng lién that va méi lién quan véi bdo hda dxy mao
mach hé thong

D6i voi tat ca cic bénh nhan TPHDR c¢6 TLT duéi van DMP, bio hoa
6Xy mau cua mach phoi ludn cao hon so véi mach hé théng, bat ké c6 hay
khdng hep phdi hoic bénh Iy tic ngh&n mao mach phdi. Sy ¢ mit hay khong
cua thuong ton hep PRTP hoan toan khong anh huong téi bdo hoa 6xy mach
hé thong ciing nhu mach phoi d6i véi TPHPR ¢6 TLT dudi van PMP. Nhiing
treong hop c¢6 TLT dudi van BPMC thi ¢6 su khac biét, trong d6 60% bénh
nhan cé bao hoa 6xy mau mach hé théng cao hon so véi bdo hoa dxy mau
mach phdi, 40% con lai c6 bdo hoa 6xy mau mach hé thong thap hon so véi
bdo hoa dxy mau mach phdi do c6 thuong ton hep phoi. Bénh nhan c6 16 TLT
biét 1ap vai cac van ban nguyét va bénh nhan ¢6 TLT dudi hai van dong mach
c6 mic do bao hoa dxy mau & nhiéu mirc d6 khac nhau tly thudc vao su co
mat hay khéng cia thuong t6n hep phoi. Dbi véi bénh nhan c6 VLT nguyén
ven, do bdo hoa 6xy méau & hé mach phdi va mach hé thong 1a tuong duong
nhau [6],[53],[66].
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1.2.3.2. Cac moi lién quan vé ap luc trong buong thdz va cdc dai dong mach

Vi DPMC xuit phat tir that phai, nén budng that phai ciing phai chiu dung
ap luc twong dwong véi ap luc ctia mach hé thdng [77]. Trong trudng hop Xuét
hién thuong ton hep van phéi hoic hep dudi van phoi, ap luc DPMP s& duogc giam
bot nhung khong hoan toan. Trong nghién cuu cia Sridaromont, c6 29 bénh
nhan trén tong sé 65 bénh nhan dugc nghién ctu c6 thuong ton hep DRTP. 3
trong s6 29 bénh nhan ké trén d6 co tinh trang hep nhe PMP nhung van ton tai
nhitng thuwong t6n cho thay tinh trang ting dang ké sic can caa mao mach phai,
kém theo d6 1a nhitng dau hiéu cta bénh ly tic nghén mao mach phai [78].

Tir céc dix lieu ké trén cho thay khi mot bénh nhan TPHDR c6 do bdo
hoa 6xy mau cia mach hé théng cao hon so voi mach phoi thi bénh nhan d6
khong c6 TLT nam dudi van PMP. Mit khac khi d6 bdo hoa dxy hé mach
phdi cao hon mach hé thdng thi khdng thé xac dinh 16 TLT nam & vi tri nao
theo phuong phap nay [2],[4],[78].
1.2.3.3. Pdc diém 1am sang va chan dodn bénh theo thé ton thirong giai phau

C4c triéu ching 1am sang caa bénh Iy TPHPR thuong xuét hién sém sau
khi tré ra doi, v&i nhitng biéu hién da dang va khac biét nhau, cé thé nham Ian
véi cac bénh Iy tim bam sinh khac. Biéu hién 1am sang cua bénh duoc chia
thanh 4 nhém khac nhau, phu thudc vao méi lién hé gitta 16 TLT véi cac dai
d6ng mach va su xuat hién hoic khdng xuat hién cua thuong ton hep DRTP,
néu khdng phdi hop véi cac thuong ton phic tap khéc trong tim. Tuy nhién
nhitng biéu hién 1am sang nay co thé thay doi khi xuat hién céc ton thuong
trong tim phéi hop [77],[79].

< Nhoém (1): Théng lién that duedi van dong mach chi hodc diwdi hai van
dai déng mach kém theo hep phdi

Véi biéu hién 1am sang giéng véi bénh nhan Fallot 4, cac bénh nhan

trong nhom (1) thuong cé triéu chung tim véi cac muc do khac nhau. Tuy
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theo mirc d6 hep DRTP, triéu ching tim cé thé xuat hién ngay sau khi sinh
hoac trong nim dau tién. Khi hep DPRTP ¢ muac d6 nang, cac triéu ching nhu
tim sém, cham phét trién thé chat, kho tho khi gang stc, dau hiéu “ngdi x6m”,
va da hdng cau c6 thé xuat hién. Kham 1am sang c6 thé phat hién tim méi va dau
chi, kém theo triéu ching ngodn tay va ngén chan hinh dui tréng. C6 thé so thay
rung miu ¢ ving thwong vi bén canh tc tréi. Tiéng tim T1 binh thuong, tiéng tim
T2 don doc. Xuat hién tiéng théi tran trong thi tam thu [6],[66],[80].
< Nhém (2): Théng lién thdt duwdi van déng mach phéi co thé kém theo
hodc khong kém theo hep phoi
Cac bénh nhan trong nhém bénh nay c6 triéu chiing 1am sang giéng Véi
nhitng bénh nhan chuyén géc dong mach co6 TLT. Thong thuong nhitng bénh
nhan nay c6 biéu hién tim nhe va suy tim sung huyét xuat hién sém sau khi
sinh. Cac dau hiéu cia suy tim thuong xuat hién vao cudi do tudi so sinh voi
nhitng triéu chung nhu thd nhanh hoic xuét hién nhitng con nging the ngan
va kém dn hoic bo ba. Khi c6 hep PRTP di kém, triéu chimg tim va da hong
cau c6 thé niang hon nhung cac dau hiéu cua suy tim sung huyét s& giam hon.
Dbi véi nhdm bénh nhan nay khi co két hop véi hep eo PMC thi cac triéu
chtng thuong xuat hién sém ngay sau khi sinh nhu suy tim sung huyét, cham
phat trién thé chat, thuong xuyén xuat hién viém duong hé hap. Tiéng tim T1
binh thuong, tiéng tim T2 manh va danh do vi tri cia PMC nam sat thanh
nguc. Tiéng théi tdm thu Am luong cao cd thé nghe thay & vi tri canh Gc tréi
trén. Khi kém theo hep PRTP, c6 thé nghe thiy rung miu tdm thu manh ¢
mom tim [2],[64],[79].
% Nhom (3): Théng lién thar duwéi van déng mach chi hodce dudi hai van
dai déng mach khdng kém theo hep phai
bac trung cta cac bénh nhan trong nhdm 3 la nhitng triéu ching cia mot

ludng théng khong han ché ¢ tang that va kém theo d6 1a tinh trang ting ap
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lwc DMP. Biéu hién cua bénh 1 suy tim sung huyét va cham phat trién thé
chat, va hau qua cua tinh trang tang tudi mau phdi 1a nhiing dot viém duong
hd hap lién tuc. Rung miu tdm thu kém theo tiéng thoi tdm thu manh va kéo

dai thudng nghe thay & viing mém tim va canh tc tréi [2].

< Nhom (4): thdng lién that dwdi van déng mach chi hode dwdéi hai van
dai dong mach khdng kém theo hep phdi véi céc triéu chiing cua hdi

chizng Eisenmenger

La nhitng bénh nhan ¢én mudn caa nhdm 3 véi nhitng biéu hién cua tinh
trang bénh Iy bénh mach méu phoi tac nghén. Trong trudng hop d6 luu luong
mau lén phdi giam di, do vay c4c triéu ching caa suy tim sung huyét va
nhiém trung duong hd hap cai thién rd rét, triéu chung tim va ngon tay dui
trong xuat hién. Nghe tim c6 thé thay cuong do cua tiéng thoi tam thu giam di
hoic tham chi bién mat, tiéng tim T2 manh va don doc, c6 thé thiy tiéng thoi
tam truong & Vi tri ctia van DPMP do tinh trang ha van dong mach phéi [2],[7].
1.3. Chan doan
1.3.1. Khdm lam sang, dién tam dé va phim chup Xquang nguc

Céc phuong tién chan doan 1am sang, dién tam do va phim chyup Xquang
nguc khéng thé phan biét giira bénh Iy TPHPR véi cac bénh ly tim bam sinh
khéc c6 cuing biéu hién 1am sang. Pién tim d6 cua bénh nhan TPHPR thuong
phét hién tinh trang truc phai, kém theo phi dai that phai hoac ca hai that. Trén
phim chup Xquang nguc thang chi c6 thé phan anh mirc d6 tuéi mau phoi nhiéu
hoic it tly theo thé bénh va cac thuong ton tim mach khac phdi hop [4],[66],[81].
1.3.2. Siéu am tim

Siéu am tim 1a phuong tién chan doan c6 thé thu dugc phan 16n nhiing

thong tin chi tiét vé hinh thai hoc co ban, cac phan nhdm ton thuong va cac
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bat thuong tim mach khac phdi hop véi bénh Iy TPHDR, dong thoi vo cling
quan trong trong viéc tro gilp phau thuat vién lén ké hoach mé sta chira mot
cach chi tiét. Mot két qua siéu &m tim hoan chinh cho bénh Iy TPHBR can
phai bao gém cac danh gia chinh xac vé kich thude cling nhu chirc ning cua
hai tdm that, vi tri va kich thudc cua 16 TLT, mdi lién quan giira vi tri 16 TLT
Vé6i cac van nhi thit va cac van dai dong mach. Ngoai ra tat ca cac thuong ton
gay tac nghén duodng ra caa hai that, cac thuong ton tic nghén trén van DPMC
va vanDMP, mirc 6 mat lién tuc giira van DMC va van hai 14, twong quan va
vi tri caa van BPMC va van bMP, khoang cach giita van ba 1a4 va van bMP,
hinh thai cia PMV, giai phau va chitc ning cta ciac van nhi that, cd hay
khong thuong ton cudi ngua lén vach 18n that cua cac van nhi that hoic sy bat
thuong vé vi tri bam cta day chiang van ba 14 trén duong ra that trai déu can
dugc danh gia [2],[4]. Su c6 mit caa cac bat thuong tim mach khac nhu hep
eo PMC, TLT phan co, thiéu san that trai hoac thiéu san that phai, thdng san
nhi that todn phan, bat thuong tré vé cia tinh mach hé thdng ... cling can duoc
phat hién va md ta day du trong bién ban siéu am [10],[59],[82].

Siéu 4m tim thudng dwoc bat dau véi mat cat dudi e gitp danh gia vi tri
va tuong quan tang - nhi, kém theo d6 1a tinh trang két ndi cua hé théng tinh
mach tré vé tim va hé thong tinh mach phoi véi mat cat duéi swon (Hinh 1.12).
M3t cit ndy con thuong duoc dung dé xac dinh vi tri va kich thudc cua vach
phéu, d6 day cua nép gap that-phéu hai bén. Tiép do voi mat cit bén budng
dudi suon cho phép danh gia mit sau caa vach lién that va cac van nhi that.
Khi dich chuyén dau do siéu &m chéch theo chiéu kim déng hd, duong ra cua
that trai va méi lién quan giita cac dai dong mach s& duoc danh gia, dac biét 1a
khoang céch tir bo dudi cua 16 TLT téi van DPMC nham xac dinh chiéu dai

cua duong ham trong tdm that can tai tao [11],[59].
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PMC DMP thiéu sin

Hinh 1.12: Mt cdt duedi swon truc doc trong chdn dodn TPHDR. (A) Hinh
anh cia TPHPR thé Fallot. (B) Hinh dnh siéu &m cho thdy TPHDR thé TLT
kém theo thwong ton that phdi hai buong [53]

Tiép theo d6, mit cit canh tc cao trén truc ngin cho phép danh gia twrong
quan giira hai dai dong mach va mdi lién quan cua ching véi 16 TLT, danh
gia tinh trang cua dudng ra cta cac tam that (Hinh 1.13). Mat cat ndy con gilp
danh gia xuat phéat va duong di cua hai PMV. Mt cét canh tc thap trén truc
ngan cho phép khao sét tinh trang cua than va hai nhanh cia BPMP [59],[83].

Tryc ngdn canh

Hinh 1.13: Mat cat canh e trong chédn dodn TPHPR. (A) Hinh dnh TPHPR
thé chuyén goc qua mat cdt canh s truc dai. (B) Mt cat canh c truc ngen

cho hinh dnh TPHBPR thé chuyén goc véi PMP cuéi nguwa 18n VLT 50% [53]
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Mt cit canh tc truc dai cho phép danh gia tinh trang lién tuc giira van hai

14 - van PMC, tuong quan va vi tri cia hai dai dong mach (Hinh 1.14) [84].

~.

Lién tuc
van hai la

S
Hinh 1.14: Hinh dnh TPHPR thé TLT si dung mdt cat canh sc truc dai [34]
Mt cat 4 budng & mom giup danh gia kich thudc hai that, su can bang

cua hai that, hai van nhi that. Mat cit 5 buéng & mom gitp danh gia duong ra
that, vi tri 16 TLT [59],[83],[84].

Mt cat trén (rc giup dénh gia tinh trang cta quai PMC, xéc dinh cac thuong
t6n cua quai va eo PMC, hudng cia quai PMC va thuong ton 6ng dong mach
kém theo néu c6 (Hinh 1.15).Siéu &m tim véi Doppler mau cho phép xéac dinh cac
thuong ton phéi hop nhu TLT phan co, hep eo PMC, muc d¢ thuong ton caa van
nhi that khi phéi hop véi bénh 1y thong san nhi that toan phan [2],[4],[80].

NS bén thit truse

Hinh 1.15: Mgt cat trén sic trong chan dodn TPHPR. (A) Hinh anh hep eo DMC
sur dung mat cat trén e doi voi bénh nhan TPHDR theé chuyen goc. (B) Mat cat
canh uc cao truc ngan danh gia nguyén iy va duong di cua cac DMV [53]



26

1.3.3. Théng tim chdn dodn va chup buéng tim chédn dodn

Théng tim va chup budng tim duoc yéu cau khi bénh nhan can duogc
danh gia chinh xac vé huyét dong hoc cua tim, xac dinh mutc do ting ap luc
PMP, danh gia strc can cua hé mao mach phdi va kha nang dap ung ddi voi
cac thudc gidn mach phdi nhu Nitric Oxide hoic Prostacyclin (Hinh 1.16).
Mot chi dinh khac caa théng tim va chup budng tim ddi véi bénh nhan
TPHPR la dé danh gia hiéu qua cua nhiing phau thuat tam thoi da duoc
tién hanh trén bénh nhéan truéc khi quyét dinh tién hanh phiu thuat sira
chira toan bo [7],[12],[61].

Chup buéng TT nghiéng trai

Chyp buéng TT nghléng trdi

TlT dudi van PMC ’

Hinh 1.16: Chup buéng TT trong chén dodn TPHPR. (A) Hinh chyup buéng
that trai nghiéng trai cia mét bénh nhan TPHDR thé TLT. (B) Hinh dnh chup

buéng thdt trai nghiéng trai cia mét bénh nhan TPHDR thé chuyén goc co
TLT duoi van PMP [53]

Cac thdng tin can bd sung cho qué trinh chan doan va diéu tri ma nhiing
phuong phap chin doan kinh dién khong luong gia dugc c6 thé dua vao
phuong phap chup cat Iép vi tinh da diy (multislide CT) hodc chup cong
husng tir MRI (Hinh 1.17) [13],[14].
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Hinh 1.17: Hinh dnh MRI trong chdan d‘dn TPHDR. (A) Hinh anh MRI cua
bénh nhin TPHPR kém theo théng san nhi thdt toan bg, hep phai cing véi
héi chitng dong phan. (B) Hinh dnh chup MRI da d3y [45]

1.4. Chi dinh va cac phwong phap diéu tri theo thé giai phau caa bénh

Chan doan xac dinh bénh TPHDR 13 c6 chi dinh can thiép phau thuat tdy
theo timg truong hop cu thé [16],[18],[85]. Phau thuat sta toan bo 2 that
dudi su hd tro ciia may tim phoi nhan tao duoc coi 1a phuong phap diéu tri
tdi wu dbi voi bénh Iy nay, nham tai tao lai két ndi binh thuong gitta tam that
trai véi DPMC, tam that phai véi DPMP va dong 16 TLT [72],[73]. Thoi diém
quyét dinh can thiép phau thuat phu thudc vao mirc d6 xuét hién céc triéu
ching 1am sang, giai phau bénh hoc va cac thuong ton khac phdi hop véi
bénh Iy TPHPR. Thuong ton giai phiu cua ting truong hop cu thé co thé
anh huong truc tiép dén thoi diém quyét dinh tién hanh phau thuat. Xu
hudng chung hién nay doi véi cac trung tdm tim mach 1a tién hanh phau
thuat sira chira toan bo trong thoi gian sém nhét c6 thé [17],[72].[73].

Theo STS va EACTS thi bénh Iy TPHPR duoc théng nhat phan loai
thanh 4 thé bénh khéc nhau [1]. Phuong phap phau thuat sta toan bo ddi voi
bénh Iy TPHDPR duoc lya chon dya vao thé giai phau 1am sang va thuong ton

giai phau d6i véi timg truong hop cu thé. Mot cach dai cuong c6 thé tom tat
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cac phuong phap phau thuat stra toan bo ddi véi bénh 1y TPHPR theo ting
dang ton thuong nhu sau:

- TPHDR thé TLT:Phiu thuat stra toan bo can dugc tién hanh cang sém
cang tt (dugi 6 thang tudi). Phau thuit tao duong ham trong that chuyén
dong mau tir that tréi qua 16 TLT 1én DMC c6 thé duoc tién hanh qua van ba
14 hoac qua dudng mé phéu that phai [15],[17],[73].

- TPHDR thé chuyén gbc dong mach (bat thudng Taussig-Bing) khong
c6 thuong ton hep duong ra that trai can duoc sta chita nham hudéng dong
mau tir tdm that trai qua 16 TLT 1én DMP va phdi hop véi phiu thuat
chuyén gbc dong mach tuwong tu nhu nhimg trudng hop bénh 1y chuyén géc
déng mach cé kém theo 16 TLT I6n. Phiu thuat stra toan bd dbi véi nhiing
trudng hop nay can duogc tién hanh trong thoi ky so sinh hoic ngay sau d6
sém nhat c6 thé [16],[18].

Trong trudng hop coé thuong ton hep duong ra that trai nang khong co
kha nang tién hanh phiu thuat chuyén géc dong mach va va 15 TLT, thi
phau thuat Rastelli, phau thuat Lecompte hoic Nikaidoh la nhitng lya chon
kha thi dbi voi dang bénh 1y nay [86],[87],[88],[89]. Ltra tudi tir 3 dén 6
tudi 1a 1y twong cho phau thuat stra toan bo ddi véi nhimg truong hop nay.
Hién nay d6i voi mot s6 bénh nhan co thuong ton giai phau phd hop, phau
thuat stra chira toan bo c6 thé duoc tién hanh sém trude 3 tudi tai mot vai
trung tdm tim mach lén trén thé gioi [31],[56],[90],[91],[92].

- TPHBR thé Fallot: Pbi véi nhitng truong hop TPHPR ¢6 kém theo
thuong t6n hep PRTP, phiu thuat sira toan bo nén duoc tién hanh trong khoang
thoi gian dudi 12 thang tudi. Mot s6 bénh nhan c6 can nang thap (< 6kg) kém
theo con tim hodc kém theo cac thuong ton trong tim khac (thong san nhi that
toan bo, bat thuong DMV vit ngang qua phéu ...) nén duoc tién hanh phau
thuat tam thoi tao cau ndi chu - phoi trong thoi gian chd doi phau thuat sua
toan bo [18],[62],[72].
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- TPHDR thé TLT biét lap duoc xem 1a dang phuc tap va khé khin nhat
trong phau thuat can thiép va stra chita ¢ ting that nham tai 1ap lai tuan hoan
hai that binh thuong. Trong truong hop néu phiu thuat tao duong ham trong
that cd kha nang tién hanh an toan, phau thuat ma rong 16 TLT thuong phai
dugc can nhéc tién hanh nham tranh nguy co hep duong ra that trai sau mo
[93]. Khi DRTP ¢6 nguy co tic nghén thi phat boi duong ham trong that,
phau thuat Rastelli hoic REV s& dugc can nhic [31],[32],[69],[94]. Mot sb
truong hop c6 thé tién hanh phau thuat chuyén goc dong mach va huéng dong
Mau tir that trai 1én DMP, twong tu nhu nhitng truong hop TPHDR thé TLT duéi
van BMP [34],[35],[88]. Trong nhimg trudng hop phau thuat sia chira toan bo
khong thé tién hanh duoc, bénh nhan nén dwoc phau thuat thit DMP (banding)
sém va sau d6 can nhac tién hanh phau thuat sira chita mot that [95].

Phau thuat sta chira toan bo bénh TPHPR dugc thuc hién véi chay
may tuan hoan ngoai co thé. Sau khi duoc tién hanh gy mé, bénh nhan
duoc mé nguc theo duong gitta xwong uc va lap 6ng PMC va hai éng tinh
mach nham st dung trong chay may tim phdi nhan tao. Bénh nhan duoc
tién hanh ha than nhiét véi cdc mirc do khac nhau, tir ha than nhiét nhe,
trung binh cho dén ha than nhiét sau tiy theo yéu cau cua phau thuat. Sau
khi tién hanh 1am liét tim va&i dung dich liét tim tinh thé lanh hoic dung
dich liét tim pha mau, cac thuong ton giai phau trong tim duoc stra chira.
Khi qua trinh sira chita hoan tat, tim dwogc tai tudi mau tré lai va than nhiét
duoc nang dan cho téi mirc dang nhiét. Qua trinh cai may tim phdi nhan
tao dugc thuc hién khi chic ning tim, tinh trang huyét dong va hé hap on
dinh [16],[17],[72],[96].

1.4.1. Phdu thugt diéu tri TPHPR thé TLT

Phau thuat tao duong ham trong tang that hudng dong mau tir that trai
qua 16 TLT 1én van DPMC c6 thé duoc tién hanh qua van ba 14 hoic qua duong
ma& phéu that phai. Trong bénh ly TPHPR, hai PMC va PMP ciing xuat phat
tir tm that phai. LS TLT 1a duong thoét duy nhat cua tdm that trai. Muc dich
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cua Ky thuat tao duong ham trong tam that 1a nham dua dong mau tir tm that
trai 1én BPMC va tao vach ngin giita tuan hoan hé théng va tuan hoan phoi.
Chinh vi vay vach ngin trong tam that huéng dong mau tir tam that trai 1én
PMC nam hoan toan trong tam that phai va cé hinh anh giéng mot duong
ham nam trong tam that phai [73],[97],[98]. Trong truong hop 16 TLT han ché,
16 TLT can phai dwgc mé rong nham tranh nguy co hep duong ra that trai sau
phau thuat. L& TLT duoc va bang miéng va Dacron hoic mang tim, véi chi
Prolene khau miii roi hoac khau vat (Hinh 1.18). Trong mot sé truong hop,
duong ham trong tang that gay ra hep thi phat PRTP, do vay cd thé mé rong
DRTP qua vong van DMP néu can thiét [99],[100].
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Hinh 1.18: Phdu thugt siza toan bg TPHDR thé TLT. (4) TPHDR thé TLT qua
dwong béc 16 phéu that phdi. (B) Vich nén dwoc cat bé triedc khi tién hanh
lam dwong ham trong thdt. (C) Puong ham trong that khi hoan thanh [34]
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1.4.2. Phédu thugt diéu tri TPHDR thé chuyén géc déng mach
1.4.2.1. Phdu thudt diéu tri TPHPR thé chuyén géc khong hep phoi

Trong qua khtr dd c6 nhiéu phuong phap phau thuat sira toan bo cho
bénh nhan TPHDR thé chuyén gdc dong mach di dugc ghi nhan tuy két qua
ban dau khong kha quan. Su ra doi va thanh cong caa phau thuat chuyén gdc
dong mach (arterial switch operation) chinh 1a co s& gilp cho c&c bénh nhan
TPHDR thé chuyén géc cd thé dugc phau thuat sta toan bé mot cach sinh Iy
nhat [27],[101]. Hién nay, phau thuat chuyén géc dong mach phdi hop véi k§
thuat tao duong ham trong that tir 16 TLT 1én DMP 1a sy lya chon hang dau
cua hau hét cac trung tdm tim mach trén thé gii ddi véi cac bénh nhan
TPHBR thé chuyén gbc khong cé hep phoi. Mot sé truong hop cé kém theo
nhitng thuong ton phuc tap khac trong tim c6 thé tién hanh phiu thuat tam
thoi nhu stra hep eo PMC kém theo that DPMP, khi bénh nhan du diéu kién an
toan thi tién hanh phau thuat stra toan bo thi hai [67],[102],[103].

Puong ham trong that c6 thé duoc thuc hién qua duong van ba 14, qua
PMC (sau khi di cat roi cac cuc 40 DPMV), qua PMP hodc qua duong mé
phéu that phai tly timg truong hop cu thé [104],[105].

Phau thuat chuyén gbc dong mach duoc tién hanh véi dng DMC tai vi
tri sat vi nguyén uy cia dong mach than canh tay dau, ha than nhiét tiy
theo yéu cau cua phau thuat (Hinh 1.19). Hai PMC va DMP duoc cat roi,
hai ctic 40 DMV dugc bdc tach roi khoi DPMC va duoc trong lai vao DPMP ¢
vi tri twong tng. Pa sd cac tac gia trén thé giodi ap dung thu thuat Lecompte
chuyén chac ba DMP ra phia truéc DPMC. Poan DMC 1én duoc ndi lai véi
phan gdc cia DMP nham tai tao lai tinh lién tuc cia PMC [106],[107],[108].
Sau khi PMP dugc chuyén ra phia truéc so véi DMC, vi tri khuyét trén

DMP (sau khi cit roi cac cac 40 dong mach vanh) dugc tai tao lai bai miéng
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va mang tim tu than. Khi cap PMC dugc tha, phan goc PMP mdi tai tao s&
duoc ndi lai voi chac ba DPMP [28],[101],[109].

Hinh 1.19: Phdu thudt chuyén géc déng mach véi TPHPR thé chuyén gac.
(4) DMV dwoc boc tach khoi DMC 1én (B) Sau khi trong lai DMV, thu thugt
Lecompte dwoc tién hanh, chuyén PMP ra phia truée PMC. (C) PMP duwoc

tai tao lgi bang mang tim ti than cuia bénh nhan [34]
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Trong trudng hop c¢d kém theo thiéu san quai dong mach chu va hep eo
PMC, phau thuat stra toan bo véi tao hinh quai PMC c6 thé tién hanh véi ky
thuat tuéi mau ndo chon loc hoic nging tuan hoan ha nhiét do sau. Poan hep eo
PMC dugc cit bo, miéng ndi gitta DMC xudng véi mat dudi cua quai
PMCdugc tién hanh theo ky thuat cat ndi tan-tan hoac tan-bén. Mot s6 tac gia
khéng cat bo doan hep eo ma tién hanh tao hinh toan bo tir PMC 1én, qua quai
PMC, qua eo xubng t6i PMC dudi bang vat liéu homograph [19],[29],[102].
1.4.2.2. Phau thudt diéu trj TPHPR thé chuyén goc co hep phoi

Nhitng treong hop TPHDR thé chuyén gdc dong mach c6 kém theo hep
phdi ¢6 nhiéu lya chon phuong phap phau thuat stra toan bo véi két qua gan
tuong duong nhau, bao géom phau thuat stra chira ¢ tang that (REV) cua
Lecompte, phau thuat Rastelli, phau thuat Nikaidoh .... [31],[56],[91].

o Phau thuat stra chita ¢ tang that (REV)

Phau thuat REV duoc tién hanh voi dng PMC va hai 6ng tinh mach
thong thuong. Hai nhanh DMP duoc phau tich roi khoi ron phoi. Sau khi tién
hanh ngung tim, phéu that phai duoc mé rong va duong ham trong that duoc
tai tao sau khi cit bo vach nén. Sau khi DPMC duoc cét roi, thin DPMP duoc
chuyén vi ra phia truéc DPMC rdi duoc gan lai truc tiép vao bo trén cia duong
mé& phéu that phai (Hinh 1.20).Mat trude caa duong mé phéu duoc bao phu boi
miéng mang tim tu than nham téi tao lai két ndi gitra that phai va PMP khong
st dung vat liéu nhan tao va qué trinh phau thuéat dugc hoan tat [32].

Lra tudi phau thuat dugc lya chon cho phau thuat REV chu yéu roi
vao khoang tir 6 thang dén 12 thang tudi. Tuy vay tudi phau thuat chua cé
duoc hudng dan cu thé, mac du theo kinh nghiém cua Lecompte, truong
hop nho nhat duoc tién hanh phau thuat 12 4 thang tudi va trudng hop 16n
nhat 1a 13 tuoi [16],[18],[31].
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Hinh 1.20: Phdu thugt REV. (A) Phdu thudt tién hanh qua dwong mé phéu TP.
(B) Thui thudt Lecompte duroc tién hanh nham chuyén BMP ra phia truée PMC.
(C) Than PMP dwroC gan VA0 Mdt trudc Ciia dwong mo phéu TP sau khi dwong
ham trong tim hoan tdt. (D) PRTP dwoc tai tao bang mang tim tu than [34]
o Phau thuat Rastelli
Phau thuat Rastelli dugc chi dinh cho cac bénh nhan TPHDR c6 khoang
cach tir van ba 14 dén van PMP nho hon duong kinh caa vong van PMC lam
tang nguy co hep duong ra that trai sau mé do hep duong ham trong that hoic
c6 thuong ton DMV bat thuong vat ngang phéu that phai (Hinh 1.21). Phau
thuat Rastelli duoc tién hanh dva trén nguyén tic tao duong ham trong that
gidng nhu phau thuat REV, ddng thoi tai tao lai két néi that phai - DMP & bén
ngoai tim bang ng van nhan tao [17],[56],[91],[99].
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Hinh 1.21: Phau thugt Rastelli.(A) Phau thudt tién hanh véi dirong mé qua
tam that phdi. (B) Tao ldp dwong ham trong thdt. (C) PRTP dwot tai tao lgi

bang éng van ngoai tim [34]

o Phau thuat Nikaidoh

Phau thuat Nikaidoh dugc &p dung cho cac bénh nhan TPHPR hoic
chuyén géc dong mach khong c6 kha ning tién hanh phau thuat chuyén géc
dong mach do thuong ton tic nghén duong ra that trai. Phau thuat nay dua
trén nguyén tic cuia phuong phap tao hinh duong ra that trai cia Konno va ky
thuat chuyén vi PMC cua Bex va cong su ap dung trong diéu tri bénh Iy
chuyén géc dong mach-vach lién that nguyén ven.



36

Phau thuat Nikaidoh duoc tién hanh véi chay may tim phdi nhan tao
thuong quy. Phan géc PMC bao gdm van PMC va cac PMV duoc tach roi
khoi phéu that phai, dich chuyén ra phia sau va dwoc trong lai trén vi tri
cia duong ra that trai da duoc mo rong. Puong ra that trai duoc tai tao lai
bang miéng va TLT voi bo trén cua miéng va duge dinh vao bo trudc cua
phan géc DPMC (Hinh 1.22). DPRTP dugc tai tao lai bang miéng va4 mang
tim ndi tir dwong ma phéu that phai 1én than PMP d3 duoc cat roi va phau
thuat duoc hoan tt [86],[89],[91],[102].[110].

Hinh 1.22: Phdu thugt Nikaidoh cdi tién. (A) Goc PMC bao gém van va PMC
Ién dwoc tach roi khdi phéu thdt phai cing véi hai PMV. (B) Goc DMC duroc
trong lai vao dwong ra that trai cing véi hai PMV, DMP sau khi tién hanh
thui thudt Lecompte dwoc trong vao PRTP. (C) Minh hoa tiwong quan giia hai
dwong ra tam that sau khi géc PMC duroc boc tach bao gom van BMC va
PMC Ién ciing véi goc PMP[29]

1.4.3. Phdu thugt diéu tri TPHDPR thé Fallot

Thoi diém tién hanh phau thuat dugc khuyén céo tiy theo quan diém
cua ting trung tdm tim mach. Mot sé it trung tdm chu truong tién hanh phau
thuat ngay khi phat hién bénh, ké ca trong thoi ky so sinh [17],[20],[111].
Phan 16n cé4c trung tam cho rang bénh ly TPHDR thé Fallot nén tién hanh
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phau thuat sira toan bo trong khoang 6 thang tudi [21],[61],[62],[73],[85]. Dbi
véi nhitng truong hop tinh trang 1am sang c6 con thiéu dxy ngay sau khi sinh,
hodc c6 nhanh PMP thiéu san, c6 thé tién hanh phau thuat cau ndi cha-phoi
tam thoi, sau d6 thoi diém tién hanh phau thuat sira chira triét dé s& duoc chi
dinh dua trén ting ca bénh cu thé [21],[59],[60],[114],[115].

K§ thuat sira chita toan bd bénh 1y TPHDPR thé Fallot phd bién hién tai
c6 2 loai ky thuat chinh bao gdm phau thuat véi duong tiép can qua van ba 14
véi muc dich bao ton vong van va phéu that phai téi da; k§ thuat con lai ap
dung cach tiép can qua duong mo phéu that phai. Mdi phuong phap k¥ thuat
c6 tinh vu nhuoc diém khac nhau va duoc str dung tiy theo duong 16i cua
ting trung tAm va quan diém cua ting phau thuat vién. Cac budc phau thuat
stra chita toan b bao gdm tao duong ham trong that tir 16 TLT 1én PMC, kém
theo thiét 1ap lai DPRTP khong tic nghén. Tuy theo thuong ton cua ting
truong hop, két ndi gitra that phai va DPMP co thé duoc thiét lap trong tim
hoac ngoai tim véi dng van theo kiéu phau thuat Rastelli [112],[113],[114].
1.4.4. Phdu thudt diéu tri TPHPR thé TLT bigt lgp

Phau thuat sira chita TPHDR thé TLT biét 1ap c6 thé dugc chia thanh 2
loai phau thuat sira 1 tdm that hoic sira 2 tam that.

Phau thuat sira chira 2 tdm that ddi véi nhitng bénh nhan nay rat kho
khan, vi cdu trdc trong tim bién ddi rat bat thuong khong theo quy luat. Céc
bénh nhan thuong ¢6 16 TLT phan budng nhan, c6 thé kém theo hoac khdng
kém theo hep DPRTP. Khi tién hanh 1am duong ham trong tdm that, do khoang
cach tir 16 TLT 18n t6i van PMC qua xa nén thuong phai tién hanh mé rong 15
TLT [35],[36],[93]. Néu dudng ham trong tdm that gay hep tha phat DRTP,
trong nhimg truong hop can thiét phai tai tao lai BRTP bang miéng va mo
rong qua vong van PMP hoic sir dung dng van nhan tao hoac ky thuat chuyén

vi BPMP (REV) cta Lecompte. Barbero Marcial va cong su st dung k¥ thuat 2
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miéng vé tao duong ham trong that nham tranh nguy co hep duong ra that trai
sau phau thuat [36]. Lacourt-Gayet va cong su stir dung k¥ thuat tao duong
ham trong thét tir 16 TLT 1én van DPMP phdi hop véi phau thuat chuyén géc
d6ng mach trong nhitng trudong hop khoang cach tir 16 thong téi DPMP gan
hon DMC va it ¢6 cac day chang caa van ba 14 1am anh huong téi duong ham
trong that [33],[34]. Mot nhdm tac gia Trung Quéc sir dung k¥ thuat Nikaidoh
cho nhirng truong hop TPHPR thé TLT biét 1ap vai két qua ban dau kha quan,
tuy nhién van dé chan doan va chi dinh phai duwa trén timg truong hop cu thé,
dong thoi tién lwong lau dai van con chua rd rang [88],[89].

1.4.5. Phdu thugt diéu tri cdc thwong ton phéi hop véi bénh Iy TPHDR

Thuong ton trong tim hay phdi hop nhat déi véi bénh 1y TPHPR 13 hep
eo PMC hay tham chi nang hon 1a ton thuong gian doan quai PMC, chiém ty
& tir 13% dén 24% tuy theo tung nghién ciu [18],[19]. Hién tai da sb cac bao
céo trén thé giéi co khuynh hudng wu tién phau thuat sira chira 1 thi tat ca cac
ton thuong voi 1 dudng md qua xwong uc [19],[30],[104],[109].

D6i voi mot s6 truong hop ¢d TLT phan co kém theo, mot s tac gia
chon lua phuong phap phau thuat tam thoi thit bot DPMP nham gidp cho bénh
nhan 16n I&n va lya chon thoi diém phau thuat khoang tir 2 tudi dén 3 tudi, sb
con lai ¢6 gang dong cac 16 TLT phan co cung véi phiu thuat sta chira
TPHBR trong ciing mot thi mé [96].

Nhitng truong hop TPHDR phdi hop véi ton thuong thong san nhi thét
toan bo thuong co tién luong rit niang, nhat 1a khi nd luc tién hanh phau thuat
hai that, vsi ty Ié tr vong van con cao trong hau hét cac bao céo
[115],[116],[117]. Mac dU mot vai bao céo dat duoc ty 1é sdng con sau phau
thuat sira chira hai that khoang 85%, tuy nhién ddi véi da sé cac trung tam tim
mach hién nay trén thé gigi, phau thuat Fontan dugc khuyén cdo nén tién
hanh, véi ty 1& sbng 100% sau 5 nam [74],[95].
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1.5. Két qua phiu thuat

1.5.1. Ty I¢ ter vong

Cung véi su tién bo toan dién vé chan doan, phau thuat diéu tri va nhat 1a
cac thanh tuu trong qué trinh gdy mé va hdi sic sau md, ty Ié tir vong chung
hién nay d6i voi nhdm bénh Iy TPHDR tai cac trung tdm trén thé gisi da giam
xuéng rd rét. Theo s6 liéu cua nhitng trung tdm tim mach hang dau tai My va
Chau Au, ty 1& séng con sau 10 ndm ctia nhém bénh nay dao dong tir 86% dén
95% tly thuoc theo ting trung tam [20],[21],[61]. Bdi véi cac bénh nhan
TPHBR thé TLT don thuan hoic c6 két hop véi hep phoi, két qua theo ddi lau
dai sau phau thuat trong cac nghién ctu moi day cho thy ty 1é tir vong caa
nhom nay khé thap, dao dong tir 0-4.2% tlly theo tirng nghién cuu, tuy ty 18 tir
vong cua cac nghién ctu c6 thoi gian tir nhitng nam 90 trd vé trudc co cao
hon (15-26%) [21],[62],[112],[118].

Két qua theo ddi sau diéu tri phau thuat sta toan bo dbi véi cac bénh
nhan TPHDR thé chuyén gbc dong mach co dao dong khac nhau tly thudc
vao nhiéu yéu td, vi du nhu thuong ton phdi hop, phuong phap phau thuat va
thoi diém tién hanh phiu thuat. Ty I tir vong sau phau thuat chuyén goc dong
mach ddi v&i bénh ly Taussig-Bing da giam xuéng mot cach rd rét nhu theo
nghién ctru caa Comas va cong su (7.1%), caa Takeuchi va cong su (5.3%),
cua Masuda va cong su (3.7%) va cua Synzobahamvya va cong su (2.9%)
[29],[99],[104],[119]. Hién nay ddi véi mot sé trung tdm tim mach 1én trén
thé gidi, két qua séng con 1au dai sau phau thuat dat duogc t6i trén 90% so Véi ty
& ttr vong trude ddy vao khoang 15% - 20% [28],[61],[108]. Mét sé yéu t nguy
co tién luong tir vong da duoc md ta nhu phau thuat tam thoi (banding DMP)
trugc phau thuat sira toan b, thuong ton mach vanh phuc tap, hep va thiéu san
quai PMC, hep PRTP sau phau thuat, cdn nang cta bénh nhéan Ién khi phau
thuat triét dé (bénh nhan phat hien bénh muon) [30],[671,[109],[119],[120].
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Nhitng truong hop TPHDR thé chuyén gbc c6 hep phoi dugc &p dung céc
phuong phap phau thuat nhu REV, Nikaidoh cé ty 1¢ song sot 1au dai sau mo
dao dong tir 80-85%. Mic du két qua sém sau phau thuat Rastelli dat duoc ty
1& séng sot dao dong quanh 90%, nhung két qua theo di 1au dai cho thay chi
c6 55-60% cac bénh nhan sdng s6t sau theo ddi 10-15 nam voi Cac nguyén
nhan tir vong chu yéu 1a dot t, loan nhip va suy tim [94].

Két qua phau thuat stra chira 2 tam that diéu tri bénh Iy TPHDR thé TLT
biét l1ap hién tai kha kha quan véi ty 18 tir vong dao dong tir 10% dén 20%
theo mét so it nghién ctu, tuy nhién kha nang ap dung phau thuat nay van con
hét stirc dé dat do dic thu thuong ton giai phau trong tim da dang va mac do
phiic tap cta phau thuat sta chira hai that trén ting truong hop cu thé
[33],[34],[35],[36].

Tuy theo hudng Xt tri tién hanh phau thuat mot that hay hai that d6i véi
nhém bénh phic tap ma cé su chénh léch vé két qua khac nhau. Ddi véi mot
s6 trung tam, ty 1& song con sau phau thuat Fontan d6i voi nhitng thé phic tap
cua TPHDBR dat duoc téi 100% trong theo déi trung han [95]. Chinh vi vay,
thai do xu tri doi vai nhimg truong hgp TPHPR c6 thuong ton phic tap van
tiép tuc 1a van dé dang gay tranh luan, can duogc theo ddi va danh gia két qua
lau dai sau phau thuat.

Cac thuong ton chinh trong tim phai hep trong phdu thudt siza toan bg

Trong céac thuong ton phdi hop voi bénh Iy TPHDR, thuong ton hep
phoi chiém ty 1& cao nhat, dao dong tir 30-35% tong sé cac bénh nhan
TPHDR tuy theo tung nghién ctru [16],[62],[73],[85]. Mot vai nghién ctu
cii cho thay thwong ton hep phoi lam tiang thém nguy co tir vong cho bénh
nhan TPHDR, tuy nhién két qua tir nhirng nam 2000 tré lai day cho thay
thuong ton hep phoi khong con la yéu to tién luong tir vong nhu trudc
[98],[99],[112].
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Theo nghién ciu caa Belli va cong su, TPHPR phéi hop véi théng san
nhi that todn bd, van nhi that cudi ngua, thiéu san mot budng that, bat thuong
van hai 14 lam ting nguy co tir vong sau phau thuat [35]. Van dé nay cd lién
quan dén nhitng ky thuat phtc tap nham tai tao lai sinh Iy tuan hoan binh
thuong trong phau thuat stra chira hai that khi so sanh véi nhitng phau thuat
don gian hon nhu phau thuat Fontan. Trong nhiing nghién cau gan ddy cua
Devaney va cong su, cua Takeuchi va cong su, hoac cua Busquet va cong su
cho thay két qua phau thuat da duoc cai thién rd rét vai ty Ié song sot sau
phau thuat stra chira hai that tir 80% trg 1én [112],[116],[120].

1.5.2. Ty 1¢ mé lgi

Theo nhitng nghién ctru ¢6 thoi gian theo doi 1au dai nhat dbi vaéi bénh
nhan TPHDR sau phau thuat, ty 16 mé lai dao dong tir 11.4% dén 51% trong
theo d5i 10 ndm va 20 nidm sau phau thuat [20],[61],[118],[119]. Chi dinh md
lai bao gém cé4c van dé vé hep DRTP, hep duong ra that trai, TLT ton luu, ho
phdi, thay lai 6ng van nhan tao [120],[121],[122],[123]. Theo nghién ctu cua
bénh vién hoang gia tré em Melbourne, trong theo ddi 10 niam sau phau thuat,
ty 16 mo lai 1a 35% (25/144 bénh nhan), trong d6 nguyén nhan mo lai bao
gom thay/sira van nhi that (7 truong hop), va TLT ton luu (7 truong hop),
thay thé dng van nhan tao (5 truong hop), hep duong ra that trai (4 trudng
hop), hep BRTP (3 truong hop), tai hep eo dong mach chu (2 truwong hop),
viém noi tdam mac nhidm khuan (1 truong hop) [124]. Mét nghién ciu tuong
tu tir bénh vién tré em Toronto ciing cho thay ty 16 md lai 12 37% trong theo
doi trung binh 15 nam va&i nguyén nhan can thiép chinh la hep duong ra cac
tam that sau mo [61]. Trong nghién ctu cia bénh vién tré em Thuy S, ty 18
mb lai chiém t6i 42% tong s6 bénh nhén trong d6 s6 lwgng bénh nhan mé lai
vi TLT t6n luu chiém ty Ié rat cao téi 23% tong s6 cac bénh nhan sbng st sau
phau thuat stra chita toan bd. Ciing theo nghién ctru nay, ty 1& bénh nhén
khong can can thiép mo lai sau 10 ndm theo ddi 1a 51% va sau 20 nim theo
d6i 12 31% [118].
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1.5.3. Cac bién chirng sau phdu thugt siza toan by TPHDR

Ngoai cac bién ching thong thudng sau phau thuat tim nhu chay mau,
nhiém tring, hoi ching cung luong tim thap, suy than . . . thi mot trong nhiing
bién chiing hay gap sau phau thuat sira toan b TPHDR 1a ton thuong duong
dan truyén phai dit may tao nhip. Tuy theo ting nghién ctu ma ty Ié bénh
nhan phai dat may tao nhip tim sau phau thuat sta toan bo TPHPR dao dong
tir 1.7-6.9% [20],[211,[611,[73],[114],[125].

Dot tr 14 mot trong nhitng bién chiing nghiém trong da dwoc ghi nhan
sau phau thuat sira toan bo TPHDR. Theo nghién ctru cia bénh vién Mayo,
dot tir sau phau thuat sira toan bo chiém ty 18 ti 73% cac trudng hop tir vong
muon sau phau thuat. Cac yéu té nguy co tién luong dot tir bao gdom tudi phau
thuat mudn, loan nhip that xuat hién trong va sau mé va ton thuong dudng
dan truyén can dat may tao nhip sau mo [126].

Phat trién tinh than va van dong sau phau thuat tim bam sinh 1a méi
quan tdim dang ké cua cac nghién cau hién nay. Véan dé nay cé Ig lién quan
chu yéu téi viéc sir dung may tim phoi nhan tao va cac ché do chay may
tim phdi nhan tao. Cac bénh nhan sau phau thuat sira toan bo TPHPR ciing
khdng nam ngoai sy lién quan nay. Viéc theo ddi va nghién cau lau dai vé
sy phat trién tinh than, van dong va phat trién tri tué sau phau thuat 1a hoan
toan can thiét [127].
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Chuong 2
POI TUQNG VA PHUONG PHAP NGHIEN CUU

2.1. Pbi twong
Céc bénh nhan dd duoc chan doan xac dinh 1a TPHDR va duoc phau thuat
stra toan bo tai Bénh vién Nhi Trung Uong, Ha Noi voi cling kip phau thuat.
Thai gian nghién ciu: Tir thang 1 ndm 2010 dén thang 12 ndm 2012.

Thoi gian theo ddi sau phau thuat: 1 nim

2.1.1.Tiéu chudn lwa chen bénh nhan nghién citu

- T4t ca c4c bénh nhan dugc chian doan xac dinh 14 TPHDPR sau phau
thuat stra toan bo voi cling mot kip phau thuat.

- Khéng phan biét tudi, gioi, thé giai phau, thuong ton phoi hop, phau
thuat stra toan bo mét thi hoac hai thi.

- H4 so bénh an day du, dap ang cac yéu cau caa nghién ciu

2.1.2. Tiéu chudn logi trie

- C4c bénh nhan dugc chan doan trudc md 1a TPHDR, nhung trong mo
1a thuong ton Khac.

- Céc bénh nhan chan doan trong mo 1a TPHPR nhung c6 thuong ton
qua phirc tap, c6 nguy co tir vong sau phau thuat sira toan bo cao, nén dugc
tién hanh phau thuat theo phau thuat Fontan.

- Cac bénh nhan TPHPR khong mo.

- H6 so bénh an khong dap umg day da cac yéu cau nghién cuu.

2.2. Phwong phap nghién ciru
2.2.1. Thiét ké nghién cizu: Phuong phap mé ta tién cau
2.2.2. Cé@'mdu
- Tinh ¢& mau: Chung t6i &p dung cong thirc tinh ¢& mau cho mot nghién

ctru tién ciu md ta & khoang tin cay 95% nhu sau:
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z’p(1—p) 1.96%°p(1—p)
n= 2 = 4z

Trong d6: n la ¢c& mau nghién ctu

z 13 hé s cua do léch chuan

p 1a ty 1& bénh nhan séng sot trong cac nghién ctu trudc, theo
quan sat cua chung t6i, gia tri caa p vao khoang 0,85

d Ia sai s6 cho phép cua ty 1& p, trong nghién ciu ndy d = 0,1

Thay vao cdng thirc, ta c6 ¢& mau tdi thiéu can c6 caa nghién cau 1a 49
i tuong.

2.2.3. Cdc bwoéc tién hanh nghién ciu

- Bénh nhan TPHPR duoc chan doan bang siéu am tim véi it nhat 2 1an
siéu &m cua hai bac si khac nhau, mot sé truong hop can danh gia ap luc
PMP, danh gia hinh thai chi tiét caa hé mach phoi, hoic nghi ngo ¢6 cac tuan
hoan bang hé chi - phoi Ién duoc chi dinh théng tim chan doén.

- Chi dinh phau thuat stra toan bo duoc dua ra sau khi tién hanh hoi chan
gitra ndi khoa, ngoai khoa, gy mé - chay may va héi sic. Chi dinh phiu thuat
stra todn bd dd dugc néu cu thé trong phan 1.4.

- Tién hanh phau thuat sira toan bo cho cac bénh nhan TPHPR theo
phuong phap phau thuat thich hop nhat ddi véi timg trudng hop cu thé. Sau
khi c6 chan doan xac dinh trong phau thuat, cac ddi tuong phd hop véi tiéu
chuan caa nghién ciru duoc chon lya.

- Bénh nhan sau phau thuat sta toan bo dugc hdi suc, cac dix lidu can
thiét cho nghién ctru trong qua trinh hdi strc ciing nhu cac bién ching va céch
xur tri déu dugc ghi nhan.

- Bénh nhan sau khi roi khoi hdi ste dugce tiép tuc diéu tri ndi khoa va

duoc xuat vién khi toan trang 6n dinh.
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- C4c bénh nhan t6i kham kiém tra theo quy dinh caa bénh vién. Két qua
kiém tra caa cac lan kham lai dugc ghi nhan, théng sé caa lan kiém tra cudi
cung 1a co s& chinh danh gia két qua lau dai sau phau thuat. Cac tham sé
nghién ciru tir ho so bénh an va két qua kham lai dugc ghi nhan theo mot biéu
mau thdng nhat.

2.3. Céc tham s nghién ciru
2.3.1. Cac thong sé 1am sang va xét nghiém

Bénh nhan duoc tién hanh nghién cau tién ctu theo mot mau bénh an
nghién cau thong nhat véi noi dung nhu sau:
2.3.1.1. Dich té hoc

- Tudi: Gém tudi trung binh va phan bd theo nhdm tudi (< 1thang tuoi,
1-6 thang tuoi, 6-12 thang tudi, > 1tudi)

- Gigi: Nam - nir

- Can nang (kg) va chi s6 khdi co thé (m2/kg)

- Di tat bam sinh céc co quan khac: Gom cac dj tat thay rd trén Iam sang
hoidc duoc xét nghiém phat hién (Hoi chiing Di Geoge, 16 tiéu léch thap, cong veo
cot séng, sut mbi-ha ham éch, cham phat trién tri tu¢ va tinh than-van dong . . .)
2.3.1.2. Péc diém bénh nhdn trudc phau thugt sira toan bg
Lam sang

- Triéu ching co nang

o Triéu chung khai phét: tim tai, kho tha, sdt, ho, ia chay . . .
o Tudi xuat hién triéu ching
- Triéu chting thuc thé
o Dau hiéu suy hd hap: C6 - khong
= Nhip tho
= C4c dau hiéu cua tinh trang suy hé hap: rat 16m 16ng nguc,

canh miii phap phong . . .
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o Dau hiéu tim: Pugc chia 1am 4 mirc do dua trén bdo hoa 6xy qua da
0: SpO2 trén 90%
1: SpO2 tir 80%-90%
2: SpO2 tir 70%-80%
3: Sp0O2 dudi 70%
o Muc d6 suy tim: Dya theo phan d6 suy tim ctua Ross [128]
Do I: Khong cd triéu chung
Do 11: Thé nhanh hoic toat md héi muac do nhe khi dn
Kho thé nhe khi gang stc & tré 16n
Do 111: Thd nhanh hoic toat md hdi rd rét khi an
Kho tho rd rét khi gang suc o tré 1on
Thoi gian an kéo dai kém theo cham phat trién can nang
Do 1V: Nhitng triéu chirng nhu thé nhanh, rat 16m nguc, tho rén
hoac toat mo hdi biéu hién khi tré dang ngu
Can lam sang
Siéu am tim
May siéu am Doppler Philips dugc st dung trong chan doan xac dinh
bénh Iy TPHDR va dua trén céc tiéu chi sau:
- Tuong quan giira cac dai dong mach va 16 TLT (muc do léch cia PMC
sang that phai).
-L6 TLT: Puong kinh, vi tri cia 16 TLT.
-Puong ra cua c4c tam that: Co bi hep hay khéng, vi tri (duong ra, van,
vong van, than, nhanh), chénh ap téi da (mmHg).
- Cac thuong ton tim mach khac: Hep eo PMC, TLT phan co phdi hop,
thong san nhi that toan bo, tinh trang cudi ngua cua cac van nhi that I&n véch

lién that . . .
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-Panh gia hinh thai hoc va chic nang cua tam that phai va tam that trai

- Maét lién tuc giira van hai 14 - van DPMC: C6 - khéng

Théng tim chan doén

- Nhiing truong hop c6 tinh trang ting ap luc DPMP: Chi s6 stc can mach
phdi (don vi Wood), do chénh &p luc phéi sau khi ding thubc gidn mach
(trude - sau khi dung thudc)

-Nhiing truong hgp TPHPR c6 kém theo hep PRTP: Panh gia tuan
hoan bang hé (s6 luong), kich thude nhanh DMP (mm).

-Nhiing truong hop da dugc tién hanh phiu thuat tam thoi: Hoat dong
ctia cau ndi chu-phdi, kich thude cac nhanh PMP . . .

Pién tam do

-Nhip tim: Nhip xoang hoac c6 réi loan nhip tim.

XQ tim phai

- Tinh trang tudi mau phoi: tudi mau phoi kém - ting tudi mau phoi

-Bong tim: Nho - to

Piéu tri trweéc mo

- Ty & bénh nhan thd may truéc phau thuat stra toan bo

- Ty & bénh nhan phau thuat tam thoi trude phau thuat sira toan bo

Chan do4n xac dinh
2.3.2. Cac thong sé phdu thugt va theo ddi sau phdu thugt
2.3.2.1. Nghién cizu trong qué trinh phau thugt
K§ thuat mé

Tuy theo ting thé giai phiu va thuong ton trong tim phdi hop ma ting

truong hop cu thé s& duoc lua chon ki thuat mé khac nhau. Nguyén tiac phau
thuat dugc mé ta chi tiét trong phan 1.4.

- Phau thuat tao duong ham trong that tir that trai qua 16 TLT 1én PMC
(mb ta chi tiét trong phan 1.4.1).
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- Phiu thuat tao dudng ham trong that tir that trai qua 16 TLT 1én DPMP phoi
hop véi phau thuat chuyén gbe dong mach (mé ta chi tiét trong phan 1.4.2.1).

- Phau thuat tao duong ham trong that tir that trai qua 16 TLT 1én DMC,
kém theo phau thuat mé rong DRTP (md ta chi tiét trong phan 1.4.3).

- Phau thuat tao duong ham trong that tir that trai 1én PMC kém theo
chuyén vi tri cia PMP va mo rong DRTP (mo ta chi tiét trong phan 1.4.2.2)
CA4c bién sé trong mo

- Thoi gian chay may

- Thoi gian cap BPMC

- Thoi gian phau thuat

- Thoi gian ngung tuan hoan/tudi méu ndo chon loc

Nhiét do thuc quan thap nhat trong mé (°C)

Nhiét do hau mon thap nhit trong mé (°C)

D6 hoa lodng mau trong md: Hematocrit thap nhat trong phau thuat (%)

Nhén xét cac thuong ton trong mo:

+ Vi tri cua 16 TLT: 4 vi tri (dudi van chu, dudi van phéi, dudi hai
van, biét 1ap)

+ Kich thudc cua 16 TLT: so voi duong kinh cia vong van PMC, do
bang kich thuéc cta que nong Hegar. L& TLT dugc coi la han ché khi duong
kinh 16 thong nho hon 4/5 duong kinh vong van PMC.

+ Tuong quan gifra cac dai dong mach: 3 tuong quan (binh thuong,
song song, trudC Sau)

> Tuong quan binh thudng: DCM nam bén phai va léch ra phia
sau so vo1 bMP

> Tuong quan song song: PMC va DPMP nam song song trén mat
phing dtng ngang

> Tuong quan truéc sau: PMC nam phia trude, léch nhe sang

bén phai hoac bén trai so voi BPMP
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+ Pudng ra that phai va duong ra that trai twong tng (hep hay khong hep)

+ C6 can mo rong 16 TLT hay khong

+ Cac bat thuong cua van ba 1a va van hai 1a (day chang bam bat
thuong, van cudi ngua 1én VLT)

+ Giai phau cia DMV (phan loai Leiden) [17]

Theo phén loai cua Leiden, vai gia dinh ¢c6 mot nguoi dang tai xoang
khong vanh cia PMC quay mit vé phia DPMP, xoang Valsava bén phai cua
nguoi d6 duge danh sb 1, xoang Valsava bén trai dugc danh sb 2, dong mach
lién that trude duoc Ky hiéu 13 AD, dong mach mii dugc ky hiéu 1a Cx, dong
mach vanh phai duoc ky hiéu la R.

Phan loai cia Leiden bao gom cac thé sau: (LAD, Cx; 2R), (LAD; 2R, Cx),
(2R, AD, Cx), (IR; 2AD, Cx), (IR, AD: 2Cx), (2R; 2AD, Cx), (LAD, Cx; 2R),
(1AD; 2R; 2CXx).

+ Murc d6 qua phét cua vach non (cé - khong)
- Cac phuong phap phau thuat chinh dugc ap dung
+ Lam duong him don thuan
+ Lam duong ham + chuyén goc dong mach
+ Lam duong ham + mé rong DPRTP
+ Phau thuat khac: phau thuat Lecompte cai tién, phau thuat Nikaidoh

- Cach xur tri cac thuwong ton phéi hop: Thong lién nhi, cau néi chi - phoi,
ma rong 16 TLT, banding DPMP, 6ng dong mach, DMV bat thuong . . .

- C4c bién chiing trong phau thuat (chay mau, suy tim, block nhi-tht ...)

- B3t tham phan phic mac trong mé: Trong nhitng trudng hop co nguy
co suy than hodc cung lwong tim thap sau mé (can nang thap, thoi gian chay
may Vva thoi gian cap chu kéo dai, thuong ton chuyén géc, thiéu niéu hoic vo

niéu trong phau thuat . . .).
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- Can dung cac thuéc trg tim (Dopamine, Adrenaline, Dobutamine,
Milrinone, Ilomedine) khi ngirng may tim phdi nhan tao.
2.3.2.2. Ngién cizu sau phau thugt
Bién chitng sau phau thuat

- Chay mau sau phau thuat va chi dinh mé lai: S6 lwong mau chay qua
dan luu trén 10ml/kg trong gior dau tién hoac trén 5ml/kg trong 3 gid dau sau
phau thuat néu khdng c6 réi loan dong mau, hoic chay mau > 100ml/gio néu
c6 rdi loan déng mau kém theo [129].

- Réi loan nhip: Ghi nhan trén dién tAm d6 céc loan nhip nhu nhip nhanh
bo néi (JET), ngoai tdm thu that, nhip nhanh that, rung that, bloc nhi that.

- Hoi chimg cung luwong tim thap: Khi cung luong tim < 2 lit/phat/m?
dién tich co thé, Vi cac biéu hién 1am sang nhu mach nhanh, huyét &p tut mac
du da bu da thé tich tuan hoan, thiéu niéu hoic v niéu, toan chuyén héa mau
(pH<7,3), can ding cac thudc tro tim va van mach [130].

- Suy than cap sau phau thuat: Thiéu niéu < 0.5ml nudc tiéu/kg/gio kéo
dai trén 4 gid, vO niéu trén 2 gio hoac creatinine mau > 75 pumol/l mac du st
dung thudc loi niéu manh hoac sir dung thude ting co boép co tim hoac phoi
hop ca hai loai [130].

- Tran dich mang ngoai tim

- Tran dich va tran khi mang phoi

- Liét co hoanh can gap nép co hoanh: Soi trén man huynh quang ting
sang thay co hoanh khong di dong theo nhip tu tha, trén 1am sang c6 dau hiéu
suy hd hap, khong cai duoc may tho.

- Nhiém trung xuong tc can mo lai.

- ROi loan tri giac: bao géom cac réi loan nhu co giat cuc bd hoic toan
thé, liét hoac yéu nira nguoi.

- Nhiém triing hé hap.
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Hoi sirc sau mo

- C4c chi sé sinh ton bao gém: Mach, huyét ap, &p luc tinh mach trung
wong, nhiét do, bai niéu, tinh trang twdi mau ngoai vi, can bing dich ra - vao
trong nhitng ngay dau sau phau thuat. . .

- Thoi gian thé may (gio).

- Ghi nhan cé4c thudc van mach (Dopamine, Adrenaline, Dobutamine,
No-Adrenaline), gidn mach (Milrinone, llomedine) can dung trong hdi stc.

- Chi s lactat trong xét nghiém khi mau sau phau thuat (< 3, 3-5, 5-10, >10)

- C4c can thiép sau phau thuat nhu déng xuong tc, tham phan phic mac,
dat may tao nhip tam thoi hoic vinh viéndugc ghi nhan.

- S6 luong khang sinh can dung trong giai doan hau phau (khang sinh
diéu tri).

- Thoi gian nam vién (ngay).

- Tt vong: nguyén nhan (suy tim, nhiém trting, suy than . . .)

- Siéu am tim danh gia sau két qua phau thuat bao gom céc chi s6: TLT
ton Iuu (trén va dudi 3mm), chénh 4p qua PRTP va PRTT (mmHg),kich
thudc cac nhanh DMP, chirc ning tim, hd van nhi that (tr 1/4 dén 4/4), ho
van DPMP hoic van PMC (tir 1/4 dén 4/4)
2.3.2.3. Theo déi dinh ky sau phdu thugt

- Cac bénh nhan dugc tai khdm theo quy dinh cta bénh vién va tuy
thugc diéu kieén hoan canh cua timg gia dinh. Két qua kiém tra lan cudi cing
duogc ghi nhan,

- Kham dénh gia tinh trang phat trién thé chat: can nang (kg)

- Kham danh gia phat hién tinh trang suy tim trén lam sang theo Ross

o Do I: Khdng co triéu chiing
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o Do II: Tho nhanh hoic toat mé hdi mac d6 nhe khi an
Kho thd nhe khi géng strc & tré 1on
o Do I1I: Thé nhanh hoac toat md hdi rd rét khi an
Kho thé r6 rét khi gang sac & tré [on.
Thoi gian an kéo dai kém theo cham phat trién can ning.

o B9 IV: Nhiing triéu chitng nhu thd nhanh, rat [6m nguc, tho rén

hoac toat mo hoi biéu hién khi tré dang ngu.

- M6 lai: Nguyén nhan, thoi gian (tir [an phau thuat sira toan bo dén khi m6 lai)

- Tur vong: Nguyén nhan, thoi gian (tir khi phau thuat sta toan bo dén
khi tr vong).

- Chup Xquang tim phoi: Panh gia bong tim to (chi s6 tim nguc > 65%),
hinh anh viém phoi.

- Dién tam d6 phat hién va danh gia cac rdi loan nhip tim sau phau thuat

- Siéu am tim danh gi&: TLT ton luu (trén va dudi 3mm), chénh &p qua
PRTP va DPRTT (mmHg), kich thuéc cac nhanh DMP, ho van nhi that (tir 1/4
dén 4/4), hd van PMP hoic van PMC (tir 1/4 dén 4/4), chirc nang tim va hinh
thai van dong cac budng tim.
2.4. Phan tich va xir 1y so liéu

Cac bién lién tuc duoc kiém dinh theo quy luat chuan. Cac bién sé tuan
theo quy luat chuan s& duoc biéu thi theo tri s6 trung binh va do léch chuan,
cac bién sé lién tuc khéng tuan theo quy luat chuan duoc trinh bay dudi dang
trung vi va khoang tt phan vi. Cac bién phan nhém va nhi phan s& duoc biéu
thi theo ty 1 phan tram.

Dé so sanh giira hai nhdm sdng va ti vong, Student-t test dugc st dung

dé so sanh hai bién s lién tuc tuan theo quy luat chuan, Wilcoxon ranks sum
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test duge dung dé so sanh hai bién lién tuc khdng tuan theo quy luat chuan.
Khi binh phuong duoc sir dung dé so sanh cac bién phan nhdm va nhi phan.

Danh gia két qua cua phau thuat diéu tri bao gdm 2 bién sé chinh 1a ty I¢
séng sot sém sau phau thuat va ty Ié phai tién hanh mé lai. Nham xéac dinh
yéu té nguy co ddi véi tir vong sém sau phau thuat va kha niang phai tién hanh
mb lai, phan tich don bién su dung Fisher test duoc ap dung danh cho mdi
bién. Nhitng bién nao c6 gia tri p < 0.2 dugc coi 1a c6 anh huong va duoc tién
hanh &p dung phan tich da bién hoi quy tuyén tinh. Nhiing bién duoc coi 1a c6
y nghia thong ké khi tién hanh phan tich da bién c6 gia tri p < 0.05.

Tat ca cac dir liéu thu thap duoc luu trit va phan tich bang phan mém
théng ké SPSS16.0.
2.5. Pao dwic nghién cau

Nghién ctu dugc tién hanh véi su chap thuan cua Hoi dong y dtc bénh
vién, gia dinh bénh nhan tham gia nghién ciru duoc thong bao va giai thich vé
tinh trang bénh va muc d6 bénh, cac giai phap va lya chon cho bénh nhén,
dugc tu van Vé tién luong va kha nang diéu tri va duoc ky gidy cam doan

trudc khi tién hanh phau thuat.
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Chuwong 3
KET QUA NGHIEN CUU
Trong thoi gian tir thang 1 nam 2010 dén thang 12 nam 2012, chung toi
thu duoc 68 bénh nhan du tiéu chuan nghién ctu voi cac dic diém nhu sau:
3.1. Pic diém giai phau 1am sang cia bénh nhan TPHPR
3.1.1. Péc diém dich té hoc

3.1.1.1. Tuéi

< 1théng
1 - 6 thang
7 - 12 thdng

> 12 thang

Biéu dé 3.1: Phan bé doi tireng theo nhom tudi

Do tudi phau thuat dao dong tir so sinh dén 6 tudi, trung binh 14 8,4 + 11,5
thang, trong d6 nhom d6 tudi tir 1-6 thang tudi chiém ty & cao nhat: 55,9%.
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3.1.1.2. Gigi

m Nam

BN

Biéu dé 3.2: Tan sé phan bé theo gidi tinh
Tong s6 68 bénh nhan trong d6 c6 39 bénh nhan nam chiém ty 1¢ 57,4%
va 29 bénh nhan ni chiém ty 1é 42,6%.

3.1.1.3. Can nang va dién tich co thé:

Bdng 3.1: Phan bé déi twong theo nhom can ngng va dién tich da

S6 bénh nhan
Céan nang va n=68 Ty 18 %
dién tich da
<25 1 1,5
25-3 1 1,5
Cén nang
3,1-5 27 39,7
(Kg)
5-10 36 52,9
> 10kg 3 4,4
<0,3 36 52,9
Dién tich da 03-04 20 29,4
(m?) 04-05 9 13,2
>0.5 3 4,4
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Bénh nhan c6 trong luong co thé thip nhat 1a 2,4kg, bénh nhan c6 trong

luong co thé 1on nhat 1a 12,5kg, can nang trung binh 13 5,8 + 2,3kg,

Dién tich co thé bé nhat 12 0,18m?, I6n nhat 1a 0,59m?, trung binh 14
0,32 + 0,09 m?. Nhém bénh nhan cé dién tich co thé tir 0,4m? tré xubng
chiém ty 1& 82,3%.

3.1.1.4. Dj tdt bam sinh cdc co quan khdc

Bdng 3.2: Phan bé theo cac di tat bam sinh ngoai tim

S6 bénh nhan Ty 18 %
, n=13

Di tat bam sinh ngoai tim (n=68)
Di Geoge 5 7,4
Sat moi 2 2,9
Tim bén P, dao nguoc phu tang 2 2,9
Gian dai bé than 1 1,5
Di tat hau mén tryc trang 1 1,5
Cong veo cot song 1 1,5
Di tat tay, chan nhiéu ngén 1 1,5
Nang phoi P 1 1,5
Khac (Ian duong vat, cham phat trién tri tug) 4 5,9
Téng sb 13 19,1

C6 13 bénh nhan cé bat thuong bam sinh ngoai tim phdi hop, chiém ty 1&
19,1%. Trong sé d6 ¢o 5 bénh nhan cé hoi ching Di Goege, 2 trudng hop c6

tim bén phai kém dao nguoc phu tang, 2 truong hop sat moi-hé ham éch.
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3.1.2. Triéu chirng l1am sang
3.1.2.1. Triéu ching co nang

Bdng 3.3: Trigu ching kheai phat

S6 bénh nhan
_ n =68 Ty 1€ %0
Triéu ching co nang

Tim 29 42,6

Kho tho 31 45,6

Tim + Khé tho 6 8,8

Khéc 2 2,9

Tong 68 100

Phan 16n cac bénh nhan vao vién vai nhiing triéu ching vé hd hap va
tuan hoan nhu tim, khé thé (97,1%), chi ¢6 2 trudng hop vao vién vai ly do

khac la ia chay va khéng hau mon.

40
35
30
25
20
15 -
10 -
)
0 -

< 1 théang 1 - 3 thang > 3 thang

Biéu dé 3.3: Tuéi xudt hién triéu chitng dau tién
Tuoi xuat hién triéu ching 1am sang dau tién thuong dudi 3 thang, chiém
ty & 75%.
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Bdng 3.4: Phan bé ddu higu suy hd hdp theo thé bénh

Chén do4n suy hd ha Murc d9 Ton
uy P | Khong | Nhe Ning g P
Thé Fallot 18 2 0 20
() (90%) | (10%) (100%)
Thé chuyén 2 19 3 24  |Pchung = 0,000
. goc () (8,3%) | (79,2%) | (12,5%) (100%) Pi-»=0,000
Chan dodn P13 =0,000
ThE TLT (5) ..o 13 ! 23 Ps=0.234
31 (13,1%) | (56,5%) | (30,4%) | (100%)
Thé TLT 1 0 0 1
bigtlap | (100%) (100%)
Tén 24 34 10 68
ong (35,3%) | (50%) | (14,7%) | (100%)

Trong tong s6 68 bénh nhan, c6 10 truong hop (14,7%) nhap vién trong

tinh trang suy hd hap nang, trong d6 8 truong hop phai thd may.

Bdng 3.5: Phan bé ddu hiéu tim theo thé bénh

i Mirc d6 2
Chan doan tim Tong p
Do I-11 | Do -1V
Thé Fallot 1 19 20
(1) (5%) (95%) | (100%)
h Tj‘]é . 1 23 24 Pchung = 01000
cnuyen C =
7 YENGOC 1 4 00) | (95,8%) | (100%) 120708
Chén dodn (2) P,.3 = 0,000
Thé TLT 16 7 23 |P2.3=0,000
() (69,6%) | (30,4%) | (100%)
Thé TLT 0 1 1
biét 1ap (100%) | (100%)
T2 18 50 68
n
ong (26,5%)  (73.5%) | (100%)
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C6 50 bénh nhan (73,5%) c6 biéu hién tim rd rét (tir do 11 tro 18n) trén

lam sang. Bao hoa 6 xy mao mach trén 90% c6 19 truong hop (27,9%) va

dudi 70% c6 9 truong hop.
Bdng 3.6: Phan bé ddu higu suy tim theo thé bénh

Mire d suy tim

Thé bénh (Ross cai tién) Téng D
I -1V
Thé Fallot 19 1 20
(1) (95%) (5%) (100%)
Thé Pehung = 0,000
o 3 21 24 | N9
chuyén goc P, =0,000
) (12,5%) (87,5%) | (100%)
Chén dodn (2) P,.3=0,000
Thé TLT . 23 23 P,3=0,234
(s) (100%) | (100%)
Thé TLT 1 . 1
biét 1ap (100%) (100%)
) 23 45 68
Tong
(33,8%) (66,2%) | (100%)

Tinh trang suy tim dwoc phét hién tat ca cac bénh nhan. Trong d6 ¢ sb

bénh nhan c¢6 muc do suy tim tir Ross 111 tré 18n gap & 45 truong hop, chiém

ty 1& 66,2%.
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3.1.3. Pdc diém cdn 1am sang chinh
3.1.3.1. Hinh anh trén phim chup Xquang
Bdng 3.7: Hinh danh chup Xquang

S6 bénh nhan
n=68 Ty 1€ %
Hinh anh Xquang
Béng tim nho+
. . 24 35,3
Tudi mau phoi kém
Bdng tim to+
o . 44 64,7
Tang tudi mau phoi
Téng 68 100

C6 24 bénh nhan (35,3%) c6 hinh anh Xquang tuéi mau phoi kém va
bong tim nho, 44 truong hop con lai ¢6 hinh anh Xquang caa suy tim sung
huyét véi bong tim to va mau 18n phdi nhiéu.
3.1.3.2. Dién tam do

Bdng 3.8: Ty 1¢ bénh nhan cd logn nhip treéc mé

S6 bénh nhan
n=68 Ty 18 %
Loan nhip
Co 4 59
Khong 64 94,1
Téng 68 100

Ty 1& bénh nhan loan nhip truéc phau thuat 1a 5,9%, bao gém bloc nhi

that cap 1, ngoai tam thu that va bloc nhanh phai.
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3.1.3.3. Két qua thong tim
Bdng 3.9: Bénh nhin dwoc théng tim trwéc phiu thugt

S6 bénh nhan
Y n=68 Ty 1€ %
Théng tim
Khéng 48 70,6
Co 20 29,4
Téng 68 100

C6 20 truong hop bénh nhan duge thdng tim chan doan trudc phau thuat,
chiém ty 18 29,4%.
3.1.3.4. Thurong ton trén siéu am tim:
Bdng 3.10: Vi tri 16 TLT trén hinh d@nh siéu am tim

N Siéu am (,) Trong mé (»)
Vi tri |6 thong
n % n %
Duéi van bMC 35 51,5 37 54,4
Dudi van BPMP 24 35,3 24 35,3
Dué1 2 van bM 8 11,8 6 8,8
TLT biét lap 1 1,5 1 15
P., 0,952

Theo két qua siéu am trudc mo, phan 16n cac bénh nhan ¢d 16 TLT nim
dudi van PMC (51,5%) va dudi van DMP (35,3%). Két qua kiém tra trong
mo cho thay khong cd sy khac biét vé vi tri 16 TLT giita siéu &m truéc mo va
giai phau trong mo.
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Bdng 3.11: Kich thwéc 16 TLT trén siéu am tim

Kich thwéc 15 thong Steuam () Trong mo (2
n % n %
> 4/5 vong van DPMC 64 94,1 59 86,8
< 4/5 vong van BPMC 4 59 9 13,2
P 0,145

Kiém tra trong mo6 cho thay c6 9 trudong hop (13,2%) c6 duong kinh 16
TLT nho hon 4/5 duong kinh vong van PMC can phai tién hanh ma rong 15
TLT trong phau thuat.

Bdang 3.12: Vj tri hep trén dwong ra cac tam that

Siéu am Trong mé
Vi tri hep dwong ra @) g G)
n % n %
Van 19 27,9 16 23,5
DRTP \Vong van 10 14,7 10 14,7
Phéu 19 27.9 30 441
Than Nhanh 18 26,5 14 20,6
P12 0,346
Dudi van 4 5,9 16 23,5
PRTT i
Tai van 1 15 0 0
P 0,238

C6 téng s6 33 bénh nhan cd thuong t6n hep PRTP trong nhém nghién
ctiu, chiém ty Ié 48,5%, trong d6 vi tri hep tai phéu that phai 1a hay gap nhat,
chiém ty l¢ 44,1%.

C6 16 trudong hop phét hién hep DRTT trong phau thuat, chiém ty 1é
23,5%. 9 trudong hop hep duong ra that trai do 16 TLT han ché, 3 trudng hop
hep DRTT do day chang van 3 14, 1 trudng hop ¢6 van nhi that bén trai cudi
ngua Ién véch lién thatva day chang van ba la bam bat thuong trén duong ra,

2 truong hop do vach non léch hang va 1 truong hop do nang dich trén BRTT.
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Bdng 3.13: Chénh dp qua dwong ra cic tam thdt truwéc mé

Chénh 4p (mmHg) | Téithiéu Téida Trungbinh DP§ léch chuan
DRTP 2,1 116 32,9 30,6
DRTT 2 26 4,6 3,2

Chénh ap trung binh qua BDRTP cua cac bénh nhan trong nhém nghién
ctu 1a 32,9 + 30,6 mmHg, trong d6 chénh 4p t6i da 1a 116mmHg. Chénh ap
trung binh cua BRTT la 4,6 + 3,2 mmHg.

Bdng 3.14: Cdc thwong ton phéi hep trong siéu am tim

S6 bénh nhan
Ton thuong n=68 Ty 18 %
phdi hep trong tim
Con 6ng dong mach 20 29,4
Thong lién nhi 34 50
Hep eo BPMC 11 16,2
TLT phan co 5 7,4
Ha van hai la 3 4,4
Ho van ba 14 7 10,3
Tinh mach chu trén trai 10 14,7
Thiéu san that phai 2 2,9
Bat thuong trd vé tinh mach hé thong 1 1,5
Khac 19 27,9

Trong nghién ctru c6 19 trudng hop co thuong ton khac trong tim phoi
hop bao gom 16 truong hop hep BPRTT di néu trén, 2 truong hop tiéu nhi
phai va mot phan nhi phai nam bén tréi, 1 truong hop hep van hai 14 va nhi

trai hai buong.




3.1.4. Pbiéu tri truwéc mé

3.1.4.1. Thé mdy trwéc phdu thudt siza toan b

C6 8 bénh nhan phai thd may trude khi tién hanh phiu thuat sira toan

bo (11,8%), trong d6 thoi gian tho may dai nhat 1a 25 ngay, trung binh 1a

10,4 + 9,4 ngay.
3.1.4.2. Phdu thudt tam thoi

C6 3 bénh nhan (4,4%) duoc phau thuat tam thoi sta chita hep eo PMC

trugc phau thuat sira toan bo.

3.1.5. Chdn dodn xdc dinh

Bdng 3.15: Chan dodn xdc dinh

S6 bénh nhan

Chén do4n =68 Tyles
Thé Fallot 20 29,4
Thé chuyén goc 24 35,3
The TLT 23 33,8
Thé TLT biét lap 1 1,5
Téng 68 100

Ty 18 bénh nhan giira 3 thé Fallot, chuyén goc va TLT trong nghién cuau

ciia ching t6i 1a twong dwong nhau. C6 1 trudng hop duy nhat dugc chan

doan TPHDR thé TLT biét lap.
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3.2. Két qua phau thuat
3.2.1. Két qud trong phdu thugt

Bdng 3.16: Twong quan giiva hai dai dpng mach trong mé

S6 bénh nhan
Twong quan n=68 Ty 16 % | % céng don
dong mach
Binh thuong 34 50 50
Song song 23 33,8 83,8
Trudc sau 11 16,2 100
Tong 68 100

Nhom bénh nhan TPHDR c6 twong quan hai dai dong mach binh thuong
chiém ty 18 50% trong nhém nghién ciu.

Bdng 3.17: Gidi phdu PMV ciza nhom chuyén géc dgng mach trong mé

S6 bénh nhan
Giii phiu DMV n=24 Tyle %
trong mo
1L Cx-2R 10 41,7
1L-2R Cx 5 20,8
2R L Cx 3 12,5
1L Cx R 4 16,7
1LR-2Cx 2 8,4
PMYV nam trong thanh PMC 1 4,2
Tong 24 100

Trong 44 trudng hop con lai, ty 1& bat thuong DMV lan luot gap ¢ ting
nhom 1a 20% (4/20 trudng hop) ¢ nhom TPHPR thé Fallot va 13% (3/23
truong hop) & nhom TPHPR thé TLT.




66

Bdng 3.18: Thei gian phdu thudt trung binh theo tirng thé gidgi phdu

. Sé bénh | Theigian|  Dé léch ez .
Chan doan N . " Toi thieu | Toida p
nhan trung binh|  chuan
Fallot 20 257,5 97,5 150 540
Chuyéngéc 24 4417 140,1 240 720 0.000
TLT 23 200 46,4 120 300 |
Khac 1 630 0 630 630
Tong 68 308,5 151,1 120 720

Két qua nghién cau cho thay thoi gian phau thuat cua nhém bénh nhan
thé chuyén géc dai hon 3 rét co ¥ nghia thong ké so véi hai nhdm bénh nhan
thé TLT va thé Fallot. Bénh nhan thé chuyén géc cd can ning va thuong ton
phirc tap nén thoi gian phau thuat dai hon so véi hai thé TLT va thé Fallot.

Bdang 3.19: Thei gian chay may trung binh theo ting thé gidgi phdu

) S6 bénh | Thei gian| Do leéch L ]

Chan doan X Toi thiéu | Toida p
nhan |trung binh| chuan

Fallot 20 150,1 66,3 88 400

Chuyéngdc| 24 313,1 127,1 132 706
0,000

TLT 23 119 33,8 65 206

Khac 1 500 0 500 500

Tong 68 202,2 126,8 65 706

Thaoi gian chay may trung binh trong nghién cuu la 202,2 + 126,8 phdt,
trong d6 thoi gian chay may cua nhém bénh nhan thé chuyén goc dai hon c¢6
nghia théng ké so véi hai nhdm bénh nhan thé TLT va thé Fallot. Thoi gian
stra chira cac thuong ton giai phau trong tim ddi véi nhém chuyén goc kéo dai
hon, ddng thoi thoi gian chay may hd trg khi tim bénh nhan déap tro lai cua
nhom chuyén géc ciing can kéo dai hon nham giup co tim hoi phuc tét hon
sau thoi gian thiéu mau kéo dai.
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Bdng 3.20: Thei gian cap PMC trung binh theo tirng thé gidi phdu

Chén do4n 56 b?tnh Tho gi\an Do IéRCh T6i thiéu | Téida p
nhan trung binh| chuan
Fallot 20 103,7 27,4 57 167
Chuyéngdc| 24 185,9 42,3 98 279 0,000
TLT 23 75 21,6 37 110
Khac 1 257 0 257 257
Téng 68 125,3 59,7 37 279

Tuong tu thoi gian phau thuat va thoi gian chay may tim phoi nhan tao,
thoi gian cap PMC cta nhdm bénh nhan thé chuyén gbc ciing kéo dai hon ¢6
y nghia khi so sanh véi hai nhom TLT va Fallot.

6 (8,8%)

B Tao hinh eo PMC

® Khong tao hinh eo PMC

Biéu dé 3.4: Ty 1é bénh nhén twéi méau ndo chen loc
C6 6 bénh nhan TPHDR c6 thwong ton hep eo PMC phdi hop dugc
tién hanh phau thuat saa toan bo 1 thi. Thoi gian tuéi mau ndo chon loc
trung binh ¢ cac bénh nhan nay 1a 43,5 + 19,1 phat, ngan nhat 1a 17 phdt,
dai nhat 1a 65 pht.
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Bdng 3.21: Msc hg than nhigt va Hematocrit trung binh trong phdu thuat

Téi thiéu | Téida Trung binh Pé Iéch chuéan
Nhiét do thuc quan (°C)| 19,8 32,5 28,7 2,8
Nhiét d6 hau mén (°C) 22 33,2 29,2 2,5
HCT chay may (%) 23 33 29,6 2,4

Nhiét d6 thuc quan thap nhét trung binh 1a 28,7+ 2,8 (° C), va nhiét do
hau mén trung binh thap nhit 1a 29,2+ 2.5 (°C).
Hematocrit trong chay may tim phdi nhan tao dugc duy tri trung binh &
muc 29,6x 2,4 (%).
Bdng 3.22: Xu tri thwong ton chinh trong phdu thudt

S6 bénh nhan

Phwong phap n =68 Ty 1€ %
sira chira thwong ton chinh
Lam dudng ham don thuan 23 33,8
Lam duong ham + chuyén goc dong mach 22 32,4
Lam duong hAm + mo rong DRTP 20 29,4
K¥ thuat khac 3 4.4

23truong hgp TPHDR thé TLT duoc &p dung ki thuat lam duong ham
don thuan tur that trai qua 16 TLT 1én DPMC. Trong sé 24 trudng hop
TPHBR thé chuyén gbc, c6 22 trudng hop khong co thuong ton hep phoi
duoc tién hanh phau thuat chuyén géc phdi hop véi phiu thuat tao duong
ham trong that, 2 truong hop c6 thuong ton hep phédi dugc phau thuat sta
toan bo theo phuong phap cua Lecompte cai tién.Cac bénh nhan TPHPR
thé Fallot duoc sira chita toan bo theo phuong phap tao duong ham trong
that kém theo mé rong DPRTP. Bénh nhan TPHDR thé TLT biét 1ap c6 kém
theo hep phéi dugc phau thuat sira chira toan bo theo k§ thuat Nikaidoh.
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Bdng 3.23: Cac ky thudt khac phéi hep véi phdu thugt sia toan bé

S6 bénh nhén
n =68 Ty 1€ %
Cac ky thuat

Stra van 3 1a 54 79,4
Khoét bé vach ndn phi dai 50 73,5
That-Cat khau 6ng dong mach 49 72,1
Pong mot phan 16 bau duc 28 41,2
Pit tham phan phiic mac trong mo 25 36,8
Valo thong lién nhi 23 33,8

Pé ho xuong tc 17 25
Mé rong 16 TLT 9 13,2

Tao hinh eo PMC 1 thi 6 8.8
V418 TLT phén co 5 7,4

Stra van 2 1a 3 4.4

Khac 6 8,8

C6 3 trudng hop (4,4%) ¢ ho van 2 14 do sa day chang 1a trude van hai
14 dugc stra chita cung voi phau thuat stra toan bo.50 bénh nhan duoc khoét
bo vach nén phi dai trong mo, chiém ty & 73,5%. Tat ca cac bénh nhan duoc
chan doan trudc mé ¢6 TLT phan co déu duoc tién hanh phau thuat va 16 TLT
phan co phdi hop véi phiu thuat sta toan bd. Phiu thuat sta toan b bao
gom sua chita cac thuong ton trong tim kém theo tao hinh quai va eo PMC
trong 1 thi duoc ching t6i &p dung cho 6 bénh nhan, 17 truong hop can dé ho
xuong &¢ sau phau thuat (25%). Nhimg thuong ton phdi hop khac duoc Xt tri
bao gom 4 trudng hop tach day chang van ba 14 bam bét thuong trén DRTT
sau d6 dinh lai trén miéng va TLT, 1 trudng hop cit bé nang dich trén DRTT

va 1 truong hop chuyén tinh mach cha dudi sang nhi phai.
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3.2.2. Két qud sau phdu thugt:
Bdng 3.24: Ty 1¢ bénh nhan séng s6t ngay sau phdu thuat

S6 bénh nhan
Tinh trang n =68 Ty 1€ %
séng sau Mo
Séng 57 83,8
Twr vong 4 59
Nang 7 10,3
Tong 68 100

C6 4 bénh nhan tir vong ngay sau phau thuat (trong vong 24h dau), 7
truong hop nang xin ngimg diéu tri trong thoi gian sau phau thuat, ty I& bénh
nhan tir vong trong thoi gian nam vién 1a 16,2%.

Bdng 3.25: Chdn dodn lic tir vong

S6 bénh nhan
Chan doa n=11 Ty 1é % % cong don
tir vong
Suy tuan hoan 6 54,5 45,5
Suy hd hap-Nhidm khuan
bénh vicn 4 36,4 81,8
Suy da tang 1 9,1 100
Tong 11 100

Nguyén nhan gquan trong cua ty I¢é tir vong trong nghién cau ching toi la
nhiém khuan bénh vién, chiém ty I¢ 45,5% tong s6 cac truong hop tir vong

sém tai bénh vién.



71

Bdng 3.26: Cac bién chirng sau phdu thugt

S6 bénh nhan
Bién chitng n=68 Ty 18 %
sau phau thuat

Suy than can thim phan phic mac 18 28,6
Nhiém tring ho hap 16 25,4

Loan nhip can diéu tri thuéc 15 22,1
Tao nhip tam thoi sau phau thuat 6 8,8
Chay mau sau mé 6 8,8

Tran dich mang phéi 5 7,9

Liét co hoanh 3 4.8

Tran khi mang phoi 2 3,2

Tran dich mang tim 2 3,2
Nhiém tring vét md 2 3,2

R&i loan tri giac 2 3,2

Block nhi that 1 1,6

Cac bién chung hay gip nhat trong giai doan hoi sic 1a suy than can
tham phan phic mac, nhiém tring hd hap va loan nhip. Cac bénh nhan suy
than sau phau thuat can tham phan phdc mac phan 16n nam trong nhém bénh
nhan thé chuyén goc vai thoi gian chay may tim phoi nhan tao va thoi gian
thiéu mau co tim kéo dai (15/18 bénh nhan). Trong nhém bénh nhan xuat hién
loan nhip sau mé can diéu tri bang thuc chng loan nhip, c6 4 bénh nhan
rung that va/hoic con nhip nhanh can séc dién chdng rung. 6 bénh nhan c6
nhip cham xoang sau méd can tao nhip tai ddng b, trong dé 4 truong hop tai
d6ng bo nhi-that va 2 trudng hop tao nhip nhi.

C6 6 truong hop chay mau sau phau thuat cAn mé nguc kiém tra cam

mau (8,8%), trong d6 c6 2 bénh nhan chay mau trong 6 bung (1 bénh nhan
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chay mau trong 6 bung do rach mac néi Ion khi rat tham phan phidc mac, 1
bénh nhan do tai bién chay mau gan khi dat dan luu mang phdi). C6 15 truong
hop (22,1%) can dan luu mang phdi 1 bén sau phau thuat, 29 truong hop
(42,6%) dugc dan luu mang phoi 2 bén.

C6 2 bénh nhan nhiém trung xwong tc dugc md lai dong xwong uc, lam
sach vét mé (3,2%). 3 trudong hop (4,8%) liét than kinh hoanh sau mé dugc
diéu tri bang gap nép co hoanh, trong d6 2 bénh nhan liét co hoanh trai va 1
bénh nhan liét co hoanh phai. 1 truong hop duy nhét bi ton thuong bo His gay
bloc nhi-that d6 3 can dat may tao nhip vinh vién sau mo. Cé 2 truong hop roi
loan tri gidc sau mo véi biéu hién co giat khu tra va ting truong luc co déu

hoi phuc sau phau thuat 48h va khong dé lai di ching.

Bdng 3.27: Ty I¢ bénh nhan can ding thudc tre tim ngay sau mé

S6 bénh nhan
S6 lwong n =68 Ty 18 %

thudc tro tim

Khdng 4 59
1 34 50
2 25 36,8
3 5 7,4

Téng 68 100

Ngay sau khi tién hanh phau thuat, so lwong bénh nhan can ding tir 2
loai thuéc van mach trg 1&n ¢6 5 truong hop, chiém ty 18 7,4%. 4 truong hop
khong can dung thudc van mach, ciing khéng dung thube gidn mach, chiém ty
16 5,9%. Nhiing truong hop con lai chi ding 1 loai van mach phdi hop véi 1

loai gidn mach.
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Bdng 3.28: Thei gian thé may sau mé va théi gian nam hdu phdu

Thoi gian (n=57) Téithiéu Toéida | Trung binh | SD
Thaoi gian thd may (gio) 8 480 73,9 86,5
Thoi gian hau phau (ngay) 2 30 7.9 5,8
Thoi gian nam vién (ngay) 7 120 44,9 25,5

Thoi gian thé may trung binh sau mé 1a 73,9 + 86,5 gio, voi thoi gian tho
may ngan nhat 13 8 gio va thdi gian thd may lau nhat 1a 480 gio. Thoi gian
nam hau phau trung binh 1a 7,9 + 5,8 ngay, ngan nhat 1a 2 ngay, dai nhat 1a 30
ngdy. Thoi gian trung binh nam vién caa 1 bénh nhan TPHDR 14 44,9 + 25,5

ngay, ngan nhat 1a 7 ngay, dai nhat 12 120 ngay.

Bdng 3.29: Ty I¢ bénh nhan can ding thuéctre tim tai hoi sirc

S6 bénh nhan
S6 lwong n=68 | Tylé% | % thuc | % cong don
thuoc trg tim
1 8 11,8 12,5 12,5
2 19 27,9 29,7 42,2
3 24 35,3 37,5 79,7
4 12 17,6 18,8 98,4
5 1 1,5 1,6 100
Téng 64 94,1 100
Tu vong sém 4 59
Téng 68 100

Ty 18 bénh nhan can dung tir 2 thudc van mach tro 18n tai hoi stc sau mo
la 54,4%, so véi chi 7,4% bénh nhan can 2 thudc van mach ngay sau mo. C6
1& nguyén nhan cua hién tuong nay do tinh trang dap tng viém hé théng va

hoi chimg cung lugng tim thap sau phau thuat dién bién chu yéu trong 24 - 48

gio dau sau mo.
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Bdng 3.30: Ty 1¢ bénh nhén cé lactate trén khi mdau déng mach >5 sau mé

S6 bénh nhan

Chi s& lactats nN=68 Tylé% | % congdon % tich liy
sau phau thuat
Lactat <5 61 89,7 92,4 92,4
Lactat >5 5 7,4 7,6 100
Tong sb 66 97,1 100
Tu vong 2 2,9
Tong 68 100

C6 5 truong hop (7,4%)trong tong sé6 66 bénh nhan co két qua xét

nghiém lactat trong khi mau >5 don vi, c4c bénh nhan nay déu tir vong sau

phau thuat. 2 bénh nhan con lai do tir vong trén ban md nén khong c6 két qua

xét nghiém khi méu tai hoi suc, tuy nhién két qua khi méau tai phong mé ciing

cho thay chi sb lactate trong mau ting cao> 5 don vi.

Bdng 3.31: Ty I¢ bénh nhan can dung khang sinhdiéu tri sau mé

S6 bénh nhan
S6 loai n=68 Ty 18 % % thwc | % cong don
khang sinh
1 13 19,1 20,6 20,6
2 37 54,4 58,7 79,4
3 12 17,6 19 98,4
4 1 1,5 1,6 100
Tong 63 92,6 100
Tir vong 5 7.4
Tong 68 100

Ty & bénh nhén can diéu tri phdi hop tir 2 loai khang sinh trg 1én trong

qua trinh diéu tri hau phau Ia 80,9%.
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3.2.3. Két qud kham lgi

Thoi gian theo ddi sau phau thuat ngin nhat 1a 12 thang, toi da 1a 46
thang, trung binh 1a 26,1 + 10,5 thang. Trong tong s6 57 truong hop séng s6t
sau phau thuat, c6 2 truong hop tir vong muodn sau khi ra vien khong lién quan
t6i nguyén nhan tim mach, bao gdm 1 bénh nhan thé TLT t&r vong do viém
phdi va 1 bénh nhan thé chuyén géc bi dot tir. Trong sé 55 truong hop song
sot ¢ 47 truong hop van tiép tuc kham va kiém tra dinh ky cho toi thoi diém
két thiic theo ddi nghién cru, chiém ty 18 85,5%. Trong qua trinh theo dai, két
qua cua cac lan kham lai duoc chlng toi ghi nhan va két qua cua lan kham

cudi cung duogc tong két va danh gia nhu két qua chinh sau phau thuat.

2510

2009

-

th

[=]
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Can nang (kg)
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T T
Tregc mb Kham lai

Théi diém

Biéu dé 3.5: Can ning ting lén so véi CAn néng truwéc mo

Trong tong s6 47 bénh nhan kham lai sau phau thuat, bénh nhan ting can
it nhat 1a 1,7kg, bénh nhan tang nhiéu nhat 14 12kg, trung binh 1a 6,02 *
2,3(kg) tai thoi diém kham cubi cung.
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Biéu dé 3.6: Mirc dg suy tim theo Ross trén bénh nhan kham lgi

Két qua kiém tra mirc do suy tim sau phau thuat theo phan loai ciia Ross
cai tién cho thay co 41 truong hop d6 1, 5 trudng hop c6 mic do 11 sau mo va
1 truong hop do 111 tai thoi diém kham lan cudi. So sanh véi mace do suy tim

trudéc mo cho thay hiéu trung binh cua muac d6 suy tim 1a 1,3 + 0,6.

Bdng 3.32: Hinh dnh Xquang va di¢n tim dé sau phdu thugt

S6 bénh nhan
Két qua n =47 Ty & %
Xquang va dién tim

Bong tim to 1 2,1

Xquang sau mo Viém phoi 1 2,1

Binh thuong 45 95,7

, . . Loan nhip 3 6,4
Dién tdm do6 sau mo ~ :

Khong loan nhip 44 93,6

Két qua kiém tra Xquang sau mé cho thay chi ¢ 1 truong hop cé hinh
anh viém phoi va 1 trudng hop con hinh anh béng tim to sau phau thuat.

Két qua dién tdm do sau phau thuat c6 3 truong hop cé thuong ton cua
duong dan truyén can dat may tao nhip (1 truong hop bldc nhi that dat may
tao nhip ngay sau md, 1 trudng hop nhip xoang cham va 1 trudng hop bléc

hai nhanh phai va trai xuat hién muon sau mo).
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Bdang 3.33: Siéu &m sau mé ddnh gid chénh dp qua dwong ra cac tam that

Chénh 2 . , \ 7
°hn ap Téithiéu | Téida Trungbinh Pp léch chuin
(mmHg)
PRTP
2 4 1 11,2
iy 3 5 38 |
PRTT
2 64 5,2 3,8
(n=47)

Két qua kiém tra sau phau thuat cho thdy chénh 4p qua DRTP trung binh

la 13,8 + 11,2 mmHg, trong d6 trudng hop c6 mac chénh ap cao nhat la

45mmHg (1 truong hop chd mo lai). Chénh 4p trung binh qua PRTT sau

phau thuat 12 5,2 + 3,8 mmHg (1 trudng hop mb lai va 1 trwong hop chd mé

lai) trong d6 chénh 4p cao nhat la 64mmHg.

Bdng 3.34: Tinh trang hé cac van nhi thdt sau phdu thudt

(0)
Van tim Miec d§ hé S bénh nhan /0
i i (n=47)
Van hai la 0-1/4 47 100
0-1/4 39 83
Van 3 la
2/4 8 17
0-1/4 46 97,9
Van DMC
2/4 1 2,1
0-1/4 37 78,7
2/4 8 17
Van DMP
3/4 2 4.3

Két qua kiém tra sau mo cho thay khdng c6 bénh nhan nao c6 mac do

ho van hai 14 tir trung binh tro 18n.1 trudng hop duy nhat (2,1%) c6 thuong

t6n hd van DMC trung binh sau phiu thuit, tat ca cac truong hop khac c

mtrc d6 ha van chu tir nhe tré xudng (97,9%).




78

8 truong hop ¢6 hd van DMP 2/4 sau md, chiém ty 1& 17% (géom 6
truong hop TPHDR thé Fallot khdng bao tén duoc vong van va 2 truong hop
sau phau thuat chuyén gc dong mach), 2 trudng hop c6 hd van PMP trung

binh - ning sau mé do khong bao tén dugc vong van DPMP ¢ bénh nhan

TPHDR thé Fallot.

3.2.4. C4c yéu 16 tién lwong nguy co tiv vong va nguy co mé lai
Bdng 3.35a: Phdn tich don bién cac yéu té nguy co tién lweng tir vong
(bién lién tuc)

Yéu to nguy co ) n Mean SD p
Tudl g:ri; ég Sg 122'2197 0,002
Cén nang g:rf; o s %:gg 0,199
Thoi gian cap chi g:rf; ég ﬁég ggg; 0,062
Thoi gian chay may g:ri; ég iggg 1988?,1564 0,045
Thoi gian thé may sau mé g:ri; ég 19885”25 26773:’1196 0,023

Bdng 3.35b: Phén tich don bién Cac yéu té nguy co tién lweng tir vong
(bién roi rac)

o S6 bénh | Sé bénh .
Yeéu to nguy co nhan tir nhan Tong p
vong song sot
Fallot 3 17 20
2 e Chuyén gbc 5 19 24
Chan doan xac dinh TLT 4 19 93 0,201
TLT biét lap 1 0 1
.. 2 Khéng 11 49 60
Tho may trudc mo Co 5 6 3 0,478
A IX 2 Khéng 3 9 12
Mo rong 1o TLT trong mo o 10 46 56 0,413
eme LA e % Khoéng 8 49 57
Di tat bam sinh phoi hop Co 5 6 11 0,029
: .z Khéng 11 53 64
Loan nhip truéc mo Co 9 5 4 0,162
) 2 Khéng 5 50 55
Loan nhip sau mo o 6 5 11 0,002
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Két qua phan tich don bién ap dung kiém dinh khi binh phuong cho
thaycéac yéu té bao gom: tudi nho hon do tudi trung binh, can ning thip hon
can nang trung binh, thoi gian cap PMC kéo dai, thoi gian chay may keo dai,
thoi gian tho may sau mé kéo dai, co kém theo céc di tat bam sinh phéi hop,
c6 loan nhip truéc mé va cd tinh trang loan nhip sau mé 1a nhitng yéu té c6
anh huong téi ty I tir vong sau phau thuat.

Bdng 3.36: Phdn tich da bién héi quy tuyén tinh cac yéu té nguy co tién
lwong tur vong

Variables in the Equation

B SE. | Wald | df Sig. Exp(B)

Bugc 1 |Tudi 133 | 475 | 573 | 1 449 | 1.142

Can nang -851 | 910 | 876 | 1 349 427

Chan doan xac dinh -1.122 | 1.047 | 1149 | 1 284 326

Thoi gian kep DPMC 016 | .025 | 415 | 1 520 | 1.016

Thoi gian chay may -013 | .012 | 1.235 1 .266 .987

Thoi gian tho may saumé | -.018 | .009 | 4245 | 1 .039 982

D; tat bam sinh -113 | 2123 | 003 | 1 958 893

Loan nhip trugc mé 1.297 | 2.524 | .264 1 607 3.658

Loan nhip sau mo -3.408 | 1.550 | 4.837 | 1 .028 .033
Constant 9.880 | 7.756 | 1.623 | 1 203 | 1.953E4

Buéc 2 |Tubi 431 | 171 | 584 | 1 445 | 1.139

Can ning -837 | 871 | 925 | 1 336 433

Chén doan xéc dinh -1.128 | 1.042 | 1.172 | 1 279 324

Thai gian kep DPMC 015 | 021 | 532 | 1 466 | 1.016

Thoi gian chay may -.013 .010 | 1.486 1 223 .987

Thoi gian tho may saumé | -.018 | .008 | 4789 | 1 029 .983

Logn nhip triréc mé 1.210 | 1.917 | 398 | 1 528 | 3.352

Loan nhip sau mé -3.403 | 1.540 | 4.884 | 1 027 .033
Constant 9.798 | 7.587 | 1.668 | 1 197 | 1.800E4




80

Budc 3 |Tudi 128 | 473 | 549 | 1 459 | 1.137
Can nang -778 | 859 | 820 | 1 365 459
Chan doan xac dinh -1.018 | 1.017 | 1.003 | 1 316 361
Thoi gian kep PMC 012 | 021 | 346 | 1 557 | 1.012
Thoi gian chay méay -011 | .010 |1.236| 1 266 989
Thoi gian thé may sau md -.017 .008 | 4.673 1 031 .983
Loan nhip sau md -3.586 | 1.491 | 5784 | 1 016 .028
Constant 11.649 | 6.928 | 2.828 | 1 093 | 1.146E5
Buéc 4 (Tudi 122 | 155 | 611 | 1 434 1.129
Can nang -836 | .825 | 1.026 | 1 311 434
Chén doan xac dinh -1.109 | 991 |1.251| 1 263 330
Thoi gian chay may -.006 004 | 2.051 1 152 .994
Thoi gian tho may saumé | -.019 | .008 | 5833 | 1 016 982
Loan nhip sau m -3.543 | 1.489 | 5.666 | 1 017 .029
Constant 12.817 | 6.569 | 3.807 | 1 051 | 3.686E5
Buéc 5 |Can nang -195 | 297 | 429 | 1 513 823
Chén doan xéc dinh -922 | 859 | 1152 | 1 283 398
Thoi gian chay may -006 | .004 |2722| 1 .099 .994
Thoi gian tho may saumé | -.016 | .006 | 7.144 | 1 .008 .984
Loan nhip sau m -3.286 | 1.311 | 6.283 | 1 012 .037
Constant 9.483 | 4.131 | 5.268 | 1 022 | 1.313E4
Bud6c 6 |Chdn dodn xdc dinh -740 | .781 | .896 1 344 AT7
Thoi gian chay may -006 | .004 | 2.743 1 .098 994
Thoi gian tho may saumd | -.014 | .005 |9.000 | 1 .003 986
Loan nhip sau mo -3.057 | 1.196 | 6533 | 1 011 .047
Constant 7.753 | 2775 | 7804 | 1 005 | 2.328E3
Bu6c 7 [Thai gian chay may -006 | .003 | 2748 | 1 .097 994
Thoi gian tho may saumé | -.014 | .005 | 8377 | 1 .004 .986
Loan nhip sau mo -3.143 | 1.207 | 6.778 | 1 .009 043
Constant 5961 | 1.670 |12.734| 1 .000 | 387.830
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Cac bién don: Tudi, can ning, chan doan, thoi gian cip PMC, thoi gian
chay may, thoi gian thd may sau phau thuat, di tat bam sinh phéi hop, loan
nhip truéc mo, loan nhip sau ma.

Theo phan tich don bién, c6 9 yéu tb lién quan chat véi tr vong sau mo
bao gom: tudi, can ning, chan doan xac dinh, thoi gian cip DPMC, thoi gian
chay may, thoi gian thd may sau md, di tat bam sinh phdi hop, loan nhip
treéc mo va loan nhip trong qua trinh hau phau sau mo. T4t ca cac yéu tb trén
dugc dua vao phuong trinh hoi quy logistic da bién phan tich theo phuong
phap khur giat 10i nham loai bo dan nhitng yéu t6 it lién quan, lam giam thiéu
kha niang bo st nhitng bién quan trong c6 kha ning anh huong téi két qua.
Két qua phan tich cia phuong trinh hdi quy logistic da bién khu giat 10i cho
thay c6 2 yéu té co lién quan rat chat toi ta vong sau mb 1a thoi gian thd may
sau phau thuat va tinh trang loan nhip sau phau thuat. Mot yéu té khac c6
lién quan kha chit 13 thoi gian chay may tim phéi nhan tao.

™ Ham 56 séng so6t
1.0 4= D6 chénh

Phin tram céng dén

T T T T T
( 12 24 36 48

Thei gian séng thém (thang)

Biéu dé 3.7: Pwong biéu dién Kaplan-Meier déi Véi ty 1é song s6t sau

o phdu thugt sira toan by ,
Puong biéu dien Kaplan-Meier cho thay ty 1€ bénh nhan song so6t sau

phau thuat 48 thang 6n dinh & mic 80,9%.



82

Bdang 3.37a: Phén tich don bién cac yéu té nguy co tién lwong can thiép lai

va’hogc mé lgi (bién roi rac)

Khong
A LA Can 2
Yéu to nguy co can .. | Tong| p
. thiép
thiép
Fallot 20 0 20
Chén doanxac dinh Chuyén gbc 22 5 27 10,184
TLT 19 5 24
~ . Khong 53 3 56
Mo rong 16 TLT 0
& rong 1o trong mo 6 9 3 12 0,063
ene LA . Khong 51 6 57
Di tat bam sinh phoi hop c6 1 0 1 0,579
. 2 Khong 50 5 55
Loan nhip sau mo c6 10 1 1 0,999

Bdng 3.37b: Phén tich don bién cac yéu té nguy co tién lwong can thiép

lgiva/hodc mé lai (bién lién tuc)

Yéu té nguy co n Mean SD p
- Khong 62 | 80 9,96
Tud 7
Ho! c6 10 | 149 | 2382 0%
n Khong 62 5,8 2,18
3 1
Can nang co | 10 @ 63 339 | O

Khong | 62 125,5 59,54

Thoi gian cap cha 6 5 1232 67.08 0,928
e , Khong | 62 199,1 122,92

Thoi gian chay may 6 5 2347 172,60 0,516
. , . | Khd 59 100,2 150,55

Thoi gian thé may sau mo o,ng 0,641

Co 6 130,0 119,62

Két qua phan tich don bién déi vai cac yéu té nguy co tién luong mo lai
hoac can thiép lai cho thay c6 2 yéu t6 c6 anh huong ti kha niang bénh nhan
phai mé lai hoic can thiép lai bao gdm: chan doan thé bénh va nhiing bénh

nhan phai mé rong 16 TLT trong mo.




Bdang 3.38: Phdn tich da bién héi quy tuyén tinh cac yéu té nguy co tién

Iwong Mo lgi

Variables in the Equation

B S.E. | Wald | df | Sig. |Exp(B)
Chdn dodn xdc dinh | 483 | 521 | 861 = 1 | .353 | 1.621
M rong 16 TLT
Step 1 . -2.360 0 924 6528 ' 1 | .011 | .094
trong mo
Constant 482 | 1900 .064 | 1 | .800 | 1.619

a. Variable(s) entered on step 1: Chan doan, M¢ rong 16 TLT trong mo.

Két qua phan tich da bién hoi quy tuyén tinh cho thay chi c6 1 yéu té c6

lién quan chat ché t6i tién luong kha ning bénh nhan can phau thuat lai hoic

can thiép lai 12 nhitng bénh nhan phai ma rong 16 TLT trong mo.

Biéu do 3.8:

Phan tram céng don
o o

.............
1

T
0.0

T
12.0

T
240

T
36.0

Thei gian mé lai (thang)

T
48.0

1 Ham s6 séng sét
+ Do chénh

Puwong biéu dién Kaplan-Meier déi véi ty 1¢ mé lai sau phdu
thugt sira toan bé

Puong biéu dién Kaplan-Meier cho thay ty Ié bénh nhan can can thiép

lai hodc mé lai sau thoi gian 48 thang theo ddi 1a 14% trong d6 sb lan bénh

nhan can mo lai 12 7, s6 lan can thiép 1a 1 lan,
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Chuong 4

BAN LUAN

Dua trén két qua nghién ctu caa 68 truong hop TPHDR duoc tién hanh
phau thuat stra chira toan bo tai Bénh vién Nhi Trung Uong tir thang 1 nim
2010 dén thang 12 nim 2012, ching t6i c6 mdt s6 ban luan vé cac dac diém
giai phau, 1am sang, can 1am sang, va két qua diéu tri phau thuat sira toan bo
dugc trinh bay nhu sau:
4.1. Pic diém giai phau va 1am sang cia bénh nhan TPHPR
4.1.1. Piic diém dich té hoc

- Tubi:

Trong nghién cau caa ching toi, tudi phau thuat nho nhat 1a 15 ngay tudi,
I6n nhat 1a 6 tudi, do tudi trung binh cua céc bénh nhan khi tién hanh phau
thuat sira chira toan bo 12 8,4 + 11,5 thang. Nhom do tuoi tir 1 thang tudi dén 6
thang tudi chiém ty 18 cao nhat 1a 55,9%. C6 5 truong hop tré so sinh dugc
tién hanh phau thuat st:a chita toan b, chiém ty & 7,4%. Theo két qua nghién
ctru cua Takeuchi va cong su tai bénh vién tré em Boston, do tudi trung binh
trong nhém bénh nhan ¢6 16 TLT dudi van PMC 1a 9 thang tudi va do tudi
trung binh trong nhém bénh nhan ¢6 TLT duéi van DMP 1a 6 thang tudi
[99],[108]. Trong nhom TLT dudi van DPMC, c6 4/41 truong hop so sinh va
26 truong hop dudi 1 tudi [99].D6 tudi trung binh cua cac bénh nhan TPHPR
trongnghién cau cia Brow va cong su 1a 2,8 tudi, cua Bradley va cong su l1a
10 thang tudi [21],[61].

Mot sé nghién ciu cho thay phau thuét sta chita toan bo nén duoc tién
hanh di véi nhitng bénh nhan TPHPR thé chuyén gdc trong thoi Ky so sinh, doi
v6i TPHDR thé TLT nén tién hanh phiu thuat stra todn bo trong 6 thang tudi va
v6i TPHDR thé Fallot nén tién hanh khi tré duéi 1 tudi [16],[17],[18],[73]. Két
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qua nghién ctiu cua ching tdi cho thdy da c6 mot sé truong hop duoc tién
hanh phau thuat stra toan bo trong do tudi so sinh, tuy nhién ty 18 van con thap
(7,4%). Tuy vay hau hét cac bénh nhan trong nghién ctu cia chung toi déu
dugc tién hanh phau thuat sira toan bo khi bénh nhan cd chan doan xéac dinh,
thoi gian phau thuat it bi tri hodn va anh hudng boi yéu té tudi caa bénh nhan.

- Gioi:

Co6 39 bénh nhan nam va 29 bénh nhan nir trong nghién ctu cua chuing
t6i. Mot s6 nghién ciru khac nhu nghién cau cia Brow va cong su (56 nam/68
nit), nghién cau cua Aoki va cong su (40 nam/33 nit) ciing co két qua tuong
tu nhu két qua nghién cau caa ching tdi [20],[21].

- Can nang va dién tich co thé:

Can ning va dién tich da co thé co lién quan chit ché téi kha ning tién
hanh phau thuat sira chita toan bo cho cac bénh ly tim bam sinh phuc tap. Can
nang thap nhat trong nhdm bénh nhan nghién ctu caa ching t6i 1a 2,4kg va
dién tich da co thé thdp nhit 12 0.18m?. Can nang trung binh cua nhém bénh
nhan nghién ctu 14 5,8 + 2,3kg va dién tich da co thé trung binh trong nhém
nghién ctu 13 0,32 + 0,09m?. Theo nghién ciru caa Aoki va cong su tai bénh
vién Boston tir nam 1981 dén 1991, can ning cua bénh nhan TPHPR duogc
phau thuat stra chita toan bo tai bénh vién nay dao dong tir 2 dén 58kg, trung
binh 1a 8,7 £ 7,6kg [20]. Mdt nghién ctru khac cua Artrip va cong su tai bénh
vién tré em Denver va bénh vién Truong dai hoc Eppendorf cho thay cén
nang tai thoi diém stra chira toan bo 1a 5,8 + 0,6kg [62]. Két qua nghién cau
can nang bénh nhén trong nhém nghién ctu cua chung t6i twong ty nhu cac
nghién ctu cua nude ngoai khac. Pidu ndy cho thay kha ning can thiép cua
phau thuat tim mach, chay may tim phéi nhan tao, gdy mé va hoi suc tai diéu
kién cua Viét Nam dbi voi phau thuat stra chira toan bo bénh 1y TPHPR la
kha quan.
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- Di tat bam sinh cua cac co quan khac ngoai tim

Dit liéu nghién ciru caa ching t6i cho thiy c6 13 truong hop (19,1%) c6
kém theo céc bat thuong khac ngoai thuong t6n tai co quan tim mach. Hoi
ching Di Geoge chiém ty Ié nhiéu nhit trong cac thuong ton nay véi 5 truong
hop. Ngoai ra cac bat thuong khac cé gap trong nghién ctu nhu sttt moi va
khe hé vom c6 2 truong hop, tim sang phai va dao nguoc phu tang c6 2
truong hop.

Hoi chung Di Geoge hay gap trong bénh ly cua thuong ton khiém
khuyét than va nén dong mach, dic biét 1a véi bénh ly thong lién that 16
l6n-teo phoi-tuan hoan bang hé 16n. Nhitng van dé can luu y trong phau
thuat diéu tri bénh Iy nay bao gom nhiing luu y vé thiéu hyt ion canxi noi
bao trong va sau phau thuat va nguy co nhiém tring do khiém khuyét mién
dich dich thé cua té bao T [131].

4.1.2. Pic diém 1am sang

4.1.2.1.Tri¢u chung co nang

Triéu chimg co nang chung ctia nhém bénh Iy TPHPR chu yéu la hai
triéu chuang tim tai va kho thg, trong do triéu chung tim don thuan c6 29
truong hop, kho thé co 31 truong hop va 6 truong hop co ca tim tai 1an kho
tha. Chi c6 2 trudong hop nhap vién véi nhitng biéu hién khac nhu ia chay va

khong c6 16 hau mén.

Pic diém sinh Iy hoc cua bénh TPHDPR bao gdm 3 nhém chinh 14 nhém
c¢6 thuong ton mau 1én phoi nhiéu (gidng voi sinh Iy bénh caa TLT 16 1on),
maéu Ién phai it (sinh Iy bénh caa Fallot) va tron méau (sinh 1y bénh caa chuyén
goc dong mach). Ngoai nhimng trudng hop co dic diém sinh ly bénh giéng ta
chung Fallot v&i nhiing biéu hién 1am sang caa tinh trang mao mach phoi

dugc bao vé do mau Ién phéi it nhu tim mdi va dau chi, ngon tay dui trong,
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dau hiéu ngdi xém . . . thi nhitng trudong hop con lai déu co biéu hién cua tinh
trang suy tim sung huyét do lwong mau I&n phéi nhiéu hon so véi lugng mau

di nuéi tuan hoan hé thong khi sicc can mach phéi giam dan sau khi tré ra doi.

Phan 16n cac trudng hop c6 tudi xuat hién triéu chimg dau tién trude 3
thang tudi (75%). Piéu nay phan anh sy anh huong cua thuong ton TPHPR
dén huyét dong hoc 1a niang né hon so véi cac bénh 1y thong thuong khac nhu
TLT. Nguyén nhan cua tinh trang nay 1a do PMC va PMP xuit phat hoan
toan hoic gan nhu hoan toan tir thit phai, do d6 luong mau 18n phoi rat nhiéu
khong bi han ché gay tinh trang suy tim sung huyét va suy hd hap som.
4.1.2.2. Triéu chitng thyec thé

- Dau hiéu suy hé hap:

Theo ting thé bénh trong nhoém nghién ctu thi nhing truong hop
TPHDR thé Fallot c6 tinh trang hé hap truéc phau thuat twong dbi 6n dinh,
chi 2 trong téng s6 20 trudong hop ¢d biéu hién suy hd hap nhe do viém phoi.
Nguoc lai, nhém bénh nhan TPHDR thé TLT va thé chuyén gbc dong mach
khi nhap vién hau hét c6 cac biéu hién cua suy hd hap di kém vai suy tim
sung huyét, trong d6 c6 10 truong hop suy hd hap ning va 8 truong hop phai
thd may trudc phau thuat. Trong nhdm bénh nhan chuyén gdc dong mach, chi
¢6 2 trudong hop khdng ¢ nhitng dau hiéu caa suy hd hap. Hai truong hop nay
la TPHPR thé chuyén gbc c6 hep PMP, do d6 lwong mau lén phoi giam nén
khong c6 dau hiéu suy hé hap trén 1am sang.

- D4u hiéu tim:

Trong nghién ctu thi da sé cac bénh nhan trong nhém bénh nhan
TPHDR thé Fallot va thé chuyén géc dong mach c6 biéu hién tim trén 1am
sang. Pbi voi nhom bénh nhan thé TLT thi ty 18 bénh nhan c6 biéu hién tim
chi chiém khoang 1/3 téng s6 23 truong hop. Su khac biét vé tinh trang tim

trén 1am sang giita hai nhom TPHDR thé Fallot va thé chuyén gbc véi nhom
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TLT 14 rd rét véi p=0,0001. Sinh Iy bénh hoc caa TPHDPR thé Fallot 1a do
mau 1&n phdi han ché, con ddi véi thé chuyén gbc 1a do hién tugng tron mau
gitra hai hé théng tuan hoan song song, mau c6 do b&o hda & Xy cao cua tinh
mach phdi véi mau c6 do bdo hoa 6 xy thap cua tinh mach hé théng qua céc
15 thong trong tim va éng dong mach.

- DAu hiéu suy tim:

Su khac biét dugc nhan thdy rd rét gitra cac bénh nhan thuéc nhom
TPHDR thé Fallot v4i hai nhém con lai 1a TLT va chuyén gbc d¢ong mach.
Trong nhém bénh nhan Fallot phan I6n cac bénh nhan c6 mic do suy tim
Ross I, chi duy nhat 1 treong hop ¢6 Ross 111 trén bénh nhan vao vién vi
viém phoi. Dbi véi nhom bénh nhan TPHPR thé chuyén goc va thé TLT thi
phan 16n cac bénh nhan cé biéu hién suy tim tir Ross 111 tro 1én, chi c6 4
trudng hop co biéu hién cua Ross 1.

Panh gia tinh trang co nang trén 1am sang theo phan loai cua Ross cai
tién cho thay 100% céc bénh nhan c6 suy tim tir do Il tro 1én, trong d6 c6 3
truong hop muac do 1V. Trong nghién ctiru caa Brown va cong su cO st dung
phan do suy tim theo NYHA véi tat ca cac bénh nhan TPHPR déu cé triéu
chung 1am sang va tim, trong d6 chi cd 12 bénh nhan c6 NYHA I, 64 bénh
nhan c6 NYHA 11, 48 bénh nhan NYHA 111 va IV [21].C6 3 phan loai chinh
hién nay dang duoc 4p dung trong 1am sang d6i vai tré em mac bénh tim bam
sinh. D6 1a phan loai cia NYHA, phan loai cua Ross cai tién va phan loai caa
Truong dai hoc New York [132]. Phan loai suy tim cia NYHA pho bién va
pho cap trén mac do thé gisi, nhung khong thé ap dung cho phan 16n tré em.
Phan loai ctia Ross dugc ap dung cho mic d6 nang cua suy tim tré em va da
duoc cai tién nham 4p dung cho tré em & tat ca cac d6 tudi. Phan loai suy tim
cuia Ross cai tién bao gdm nhitng triéu ching vé kho an, tinh trang tang can va

nhitng triéu chang cua tinh trang han ché hoat dong gang stc. Phan loai suy
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tim ctia Ross ciing dua ra cac thang diém tuong tu nhu thang diém cua NYHA
nén rat dé &p dung trong phan loai suy tim cua tré em véi dic diém dé nho,
don gian khi sir dung va c6 thé ap dung cho moi lta tudi. Gan day, Connolly
va cong su dua ra thang diém phan loai suy tim cho tré em cua Trudng dai
hoc New Yorkdua trén céc chi sé sinh hoa va thude diéu tri. Thang diém nay
dao dong tir 0 diém (khong c6 suy tim) dén 30 diém(suy tim niang). Do phan
loai suy tim cho tré em cua Truong dai hoc New York duoc ap dung trén co
s& cia Ccac tré em dugc phau thuat do bénh Iy van tim do thap, thang diém nay
c6 lién quan chat ché véi dién tam do, siéu am tim va cac chi s6 hoa sinh hon
so vé6i phan do suy tim theo NYHA va Ross. Mic di ca 3 thang diém nay van
chua dat duoc yéu cau dai dién cho bo mat 1am sang suy tim & tré em, nhung
mot s6 nghién ctru da chi ra rang cac hodc mon than kinh va tinh trang dién
bién xau cua 1am sang c6 twong quan chit ché voi mic do ting cua cac thang
diém néu trén.

Chuing t6i phan loai mtrc &6 suy tim theo Ross do nhan thay phan do nay
lien quan truc tiép dén danh gia suy tim & tré em, ¢ thé ap dung & moi do
tudi cua tré em, cach phan do dé hiéu, ngan gon, dé dang ap dung trong diéu
kién Viét Nam.

4.1.3. Pic diém can lam sang
4.1.3.1. Hinh dnh Xquang va dién tam do

Hinh anh trén phim chup Xquang cho thay 24 trudong hop c6 bong tim
nhé kém theo hinh anh tudi mau phoi kém, chiém ty Ié 35,3%. S6 con lai (44
bénh nhan) ¢ hinh anh bong tim to va mau Ién phoi nhiéu.

Hinh anh dién tam d6 cua cic bénh nhan TPHPR truéc mé cho thay c6 4
truong hop ¢6 loan nhip tim trudc mo véi nhitng hinh anh caa nhip cham

X0ang, ngoai tam thu that.
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4.1.3.2. Thong tim va chup mach

Trong nhém nghién ctru ¢6 20 trueong hop dugc théng tim va chup mach
chan doan tru6c mo véi 18 bénh nhan TPHPR thé Fallot va 2 bénh nhan
TPHDR thé chuyén géc cd hep phoi. Hién nay nhitng bénh nhan TPHBR c6
chi dinh théng tim va chup mach chan doan trong nhimg truong hop can danh
gia chinh xéc &p luc DMP trong trudng hop bénh nhan dén muén nghi ngd c6
tang ap luc DMP ¢ dinh. Mot sb chi dinh khac cho théng tim va chup mach
chan doan bao gdm nhimg trudng hop nghi ngo ¢6 nhitng tuan hoan bang hé
l6n xuat phat tir PMC xudng hoac nghi ngo ¢6 cac bat thuong khac trong tim
phdi hop nhu bét thuong do vé cua tinh mach hé théng, bat thuong hé mach
vanh khong thé xac dinh duoc bang siéu &m hozc bat thuong vé vi tri cia cac
tam that. Nhitng truong hop can danh gia chi tiét hé mach phéi nham dua ra
chi dinh phiu thuat stra toan bo hoic tinh trang duong ra cia cac tm thathoan
toan cé thé dua va két qua siéu am hoic chup cét I6p vi tinh da day 128 16p
hoac 256 lap.
4.1.3.3. Siéu am tim

-Vitricuald TLT

Theo két qua siéu am, c6 35 trudng hop 16 TLT ndm dudi van PMC
chiém ty Ié 51,5% trong téng sé bénh nhan nghién ciu. 24 truong hop duoc
chan doan siéu am v&i 16 TLT nim dudi van DMP (35,3%), 8 truong hop 15
théng nam dudi hai van dai dong mach (11,8%) va 1 trudng hop duy nhat 16
TLT biét 1ap nam ¢ phan quanh mang lan ra phia buéng nhan. Két qua kiém
tra trong mo cho thay c6 37 bénh nhan c6 16 TLT dudi van PMC va chi ¢6 6
truong hop ¢6 16 TLT nam duéi hai van dai dong mach. Truong hop TPHPR
thé TLT biét lap khi kiém tra trong mé cho thay 16 théng nam hoan toan ¢
phan budng nhan lan xudng phia mém tim va hoan toan khéng co lién quan

véi vi tri vach mang. (bang 4.1)
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Bdng 4.1: Vi tri 16 TLT theo két qud ciia mgt sé nghién cizu

Céo tho gis Tongsd | TLT duwéi | TLT dufyi TLT dudi | TLT biét
bénh nhan | van cha van phoi hai van lap
Brown 124 52 (41,9%) | 39 (31,5%) | 6 (4,8%) |22 (17,7%)
Aoki 73 31 (42%) | 27 (37%) | 5(6,8%) | 10 (14%)
Kleinert 193 90 (46,6%) | 49 (25,4%) | 5(2,6%) |49 (25,4%)
Artrip 50 28 (56%) | 9 (18%) 2 (4%) 11 (22%)
Bradley 393 185 (47%) | 90 (23%) | 16 (4%) | 102 (26%)
Chdng toi 68 37 (54,4%) | 24 (35,3%) | 6(8,8%) | 1(1,5%)

Chung t6i thay rang ty 1& bénh nhan dwoc chan doan c6 16 TLT biét lap
trong nhém nghién ciru cua ching toi thap hon so véi két qua nghién ciu cua
c4c tac gia khéac véi chi duy nhat 1 truong hop (1,5%). Nguyén nhan cua hién
twong nay 1a do nhitng bénh nhan TPHDR thé TLT biét 1ap c6 chi dinh phau
thuat Fontan da bi loai khoi nhdm nghién ctu caa ching toi. Trén tong thé, ty
Ié ciia cac nhom TPHDR khac trong nghién ctru cta chung téi khdng co su
khac biét véi cac nghién ciu trude day. Dong thoi trong qué trinh chan doan
cling can dac biét luu ¥ t&i nhimg trudong hop ¢6 16 TLT dudi hai dong mach
rat c6 thé nham Ian voi bénh 1y that trai hai duong ra, véi phuong phép sta
chira toan bo khac hoan toan so véi bénh Iy TPHDR [133].

- Kich thuéc caa 16 TLT

Phan 16n cac nghién ctiu ciia nude ngoai cho thaytrong nhdém bénh nhan
TPHBR, s6 bénh nhan ¢ 16 TLT han ché chiém ty 1é khoang 5-10% [2],[21].
Két qua siéu am tim truéc md cua ching tdi cho thy cé 4 truong hop 16 TLT
c6 kich thuéc han ché nho hon 4/5 duong kinh vong van PMC. Tuy nhién két
qua kiém tra trong mé cho thay cé 9 truong hop 16 TLT han ché can phai mo

rong nham tranh nguy co hep duong ra that trai sau phau thuat.
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Trong bénh Iy TPHPR, ca hai PMC va PMP xuét phat hoan toan hoic
gan nhu hoan toan tir that phai. Khi tién hanh lam dwong ham trong that tu
that trai qua 16 TLT 1én PMC hoidc DPMP thi 16 TLT chinh 14 thanh phan ciu
tao cua duong ra tam that trai. Khi kich thudc 16 TLT bi han ché, nguy co hep
duong ra that trai sau mo 13 rd rang, chinh vi vay nén moét s nghién ctu
khuyén c4o nén ma rong 16 TLT trong moi truong hop nghi ngd ¢6 kha ning
hep duong ra that trai sau phau thuat.

Cac nghién ctru nude ngoai khi dé cap t6i van dé 16 TLT han ché thi hau
nhu chi nhic dén nhimg trudng hop TPHPR thé TLT dudi van PMC. Trong
nghién ctiu ctia ching toi, ¢ 2 truong hop TLT dudi van DPMP c¢6 16 thong
han ché so voi duong kinh cia vong van PMP (PMC méi sau khi tién hanh
phau thuat chuyén gbc) can dugc mé rong trong mé. Mic du kich thudc cua
16 thong so véi duang kinh cia vong van PMC 1a twong duong, tham chi 16n
hon nhung sau khi tién hanh phau thuat chuyén gbc thi DPMP tr¢ thanh PMC
maGi nén can danh gia kich thudc cua 16 TLT so véi duong kinh caa vong van
PMP trong nhitng trudng hop TPHPR thé chuyén goc dugc dy dinh tién
hanh phau thuat chuyén goc dong mach.

- Vi trf hep trén duong ra cac tam that

Nghién cau caa ching tdi c6 20 truong hgp TPHPR thé Fallot, trong d6
c6 10 trudng hop TPHPR thé Fallot c6 thuong ton hep vong van DPMP nang
Véi Z < -2, trong @6 2 trudng hop bao ton duge vong van DMP, 8 truong hop
con lai bat budc phai lam miéng va qua vong van nham giai phong thuong ton
hep DRTP. Nhu vy sb bénh nhan dugc bao ton vong van DMP 1 12 bénh
nhan chiém ty 18 60%. Trong cac trudong hop can miéng va qua vong van, chi
c¢6 2 truong hop can miéng va dai trén 10mm qua vong van xudng phéu that
phai, 6 trudng hop con lai miéng véa chi vuot qua vong van khoang 5mm

nham bao ton phéu that phai téi da sau phau thuat. Qua nghién ciru cac tai liéu
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vé bénh Iy t chimg Fallot va TPHDR thé Fallot, chiing t6i tin rang bao ton
t6i da vong van va dac biét 1a phan phéu cua that phai gop phan quan trong
cai thiéntién lwgng ngan han va dai han caa bénh nhan sau phiu thuat sira
toan bo [134],[135]. Bao ton vong van va phéu that phai 1am giam nguy co
suy that phai cap tinh sau phau thuat, giam thuong ton suy that phai man tinh
do h& phéi tu do sau md, giam nguy co loan nhip sau phau thuat.

Két qua siéu 4m trudc phau thuat cho thay co 4 truong hop hep duong ra
that trai o vi tri dudi van PMC (16 TLT kich thuéc han ché) va 1 truong hop
hep nhe van PMC. Tuy nhién két qua kiém tra trong phau thuat cho thay c6
tong s6 16 trudng hop (23,5%) hep duong ra that tréi. Trong d6 9 truong hop
c6 kich thuéc 16 TLT han ché, 3 trudng hop hep duong ra that trai do day
chang van ba 14, 1 bénh nhan vira c¢6 thuong tén van nhi that bén trai cudi
ngua tip A va day ching van ba 14 bam bat thuong trén duong ra that trai, 2
treong hop do vach non léch hang va 1 truong hop do nang dich hinh thanh tur
t6 chtrc phu cta van hai 14 trén dudng ra that trai gay hep.

Qua két qua nghién ctu, ching ti thay rang danh gia cac thuong ton
trén duong ra cac tam that trong bénh 1y TPHPR khong dé dang va don gian,
dic biét 1a cac thuong ton trén duong ra that trai. Mac di su khéc biét vé két
qua siéu &m va két qua phau thuat & thuong ton trén dudng ra that trai khong
c6 su khac biét, nhung két qua nghién ciu cho thay siéu &m tim chi phat hién
duoc 2 trudng hop nghi ngd kich thuéc 16 TLT han ché, 2 truong hop hep
duong ra that trai do vach nén léch hang va 1 truong hop nghi ngo hep van
PMCso voi tong sé 16 trudng hop phét hién ¢ hep duong ra that trai trong
phau thuat. Sy sai léch vé két qua giira siéu am tim va phau thuat 1a hoan toan
c6 thé giai thich dugc. Nhimg truong hop c6 thuong ton hep duong ra that tréi
do day chang van ba 14 Ia rat kho phat hién biang chan doan hinh anh do day
ching van ba I4 rat nho, thuong bam doc xung quanh 16 TLT va trén duong ra

that trai, thuong chi c6 thé phat hién khi tién hanh phau thuat va quan sat bang
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mét thudng. Tuy nhién trong phan 16n cac truong hop, nhitng day chang nay
c6 thé cat ra nham dam bao dudng ham trong that khéng bi hep va sau d6
dugc dinh lai trén miéng va, mic du nguy co ho van ba 14 sau phau thuat 13
kho tranh khoi. Truong hop duy nhit c6 thuong ton hep dudng ra that trai do
nang dich 1a t6 chac phu cia van hai 14 1a mot thuong ton rat hiém gap. Siéu
am truéc mo khdng phét hién duge thuong ton nay cé 18 do bénh nhan van cé
cac 156 thong trong tim nhu thong lién nhi va thong lién that nén nang dich
khéng xuat hién rd trén siéu &m, chi sau khi tuan hoan binh thuong duoc tai
lap thi ton thuong méi duoc boc 16 16 rét. Hai trudng hop siéu am trudc mo
phat hién tinh trang hep duodng ra that trai do vach non léch hang nén phuong
phap phau thuat duoc chiing t6i x4c dinh 18 rang trudc mo va két qua la phau
thuat thanh cong. Trong nghién ctu cua Serraf va cong su, ty 1€ bénh nhén co
cac thuong ton hep duong ra cua cac tam that do cac day chang caa van hai 14
va van ba la la 11,5% (21/183 bénh nhan) trong d6 c¢6 15 trueong hop cd van
nhi that cudi ngua va 6 truong hop do day chang van ba 14 bam bét thuong
trén duodng ra that trai [98].

K§ thuat mo rong 16 théng nham muc dich dam bao 16 TLT khéng hinh
thanh mot vong gy hep duong ra that trai sau phau thuat, dong thoi tai tao lai
duong ra that trai khong gap khic. Do d6 chung toi tién hanh ma rong 16 TLT
theo hudng trude trén nam tir khoang 1h dén 3h theo chiéu kim dong ho bang
cach cit co hoac mot so trudng hop chi can rach cat dat vong co cua I8 thdng,
dam bao kich thudc 16 thong sau khi mé rong twong duong véi kich thudc cua
vong van PMC 1a chap nhan dugc. Phau thuat mé rong 16 TLT dugc ching
ti tién hanh véi két qua twong ddi an toan. Khong cé truong hop nao co
bién chimg nhu bléc nhi that hoan toan, tén thuong mach vanh hay cit ra

ngoai co that.
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- Thuong ton trong tim phdi hop

Céc thuong ton phéi hop trong tim dbi véi bénh 1y TPHPR trong nghién
ctru cta ching toi rat da dang va chiém ty Ié kha cao. C6 50% sé bénh nhan
c6 15 thong lién nhi hodc 16 bau duc mé rong, 11 truong hop nghi ngo co
thuong ton hep eo PMC phdi hop, 5 truong hop ¢6 16 TLT phan co, 10
truong hop ¢6 TMC trén trai, 1 trudong hop bat thuong db vé cua TMC dudi, 3
treong hop hd van hai 1a trung binh-nang do sa 1a trudc van hai 14 kém theo
ddn vong van. . . Theo nghién cau cuaa cac tac gia khac trén thé gigi, ty 16
bénh nhan TPHBR c6 cac thuong ton phdi hop trong tim ciing rat da dang,
phirc tap va hay gip hon so vai cac bénh tim bam sinh khac [2],[16],[18].
Nhitng thuong ton phdi hop nay bao gom cac bat thuong vé van nhi that,
hep duong ra cac tdm that, hep eo va thiéu san quai dong mach chi, bat
thuong tré vé caa tinh mach phdi va tinh mach hé thdng, thiéu san cac tam
that, TLT nhiéu 15.

4.1.4. Can thiép tam thei trwéc phdu thugt siza chéiza toan bg

- Thé may trudc mo

C6 8 truong hop (11,8%) can thé may trudc phau thuat sta toan bo,
nguyén nhan chu yéu do viém phoi va suy tim sung huyét do méau 1én phoi nhiéu.

- Phau thuat tam thoi trude mo

C6 3 bénh nhan TPHPR ¢6 thuong tén hep eo PMC duoc ching tdi tién
hanh phau thuat sira eo DPMC trude khi tién hanh phau thuat sira chita toan bo,
chiém ty 1& 4,4%.

Mot s6 nghién ciru nudc ngoai cho thay ty 1¢é bénh nhan tién hanh phiu
thuat tam thoi trude khi tién hanh sta chira toan b cao hon so véi két qua
nghién ciru caa ching téi. Cac nghién cuu caa Kleinert va cong su, nghién ciru
cua Aoki va cong su, nghién ciu caa Serraf va cong su cho thay ty Ié phau
thuat tam thoi truéc mé 1an luot 12 52%, 45,2% va 22,3% [20],[98]. Nguyén

nhan chinh cua su khac biét nay 1a do dbi twong bénh nhan nghién ciu khac



96

nhau. Nghién cuiru cua ching tdi chi lua chon cac bénh nhan TPHPR dugc Xac
dinh cé kha nang stra chira toan bg, con cac nghién cuu khéac thi toan bo cac
bénh nhan TPHPR bao gém ca nhitng bénh nhan co sinh ly mot that ciing
nam trong nghién cuu.

4.1.5. Chén dodn xdc dinh

Két qua nghién ctu cua ching tdi cho thay ty 1& cac nhém bénh nhan
TPHDR theo thé bénh lan lugt 12 29,4% thé Fallot, 35,3% thé chuyén gac,
33,8% thé TLT va 1,5% thé TLT biét 1ap. Mot sé nghién ciu cho thay ty I¢
bénh nhan TPHDR thé TLT biét 1ap co ty 1 cao hon so véi nghién ctu cua
chang t6i, diéu ndy c6 thé duoc giai thich 1a do thé bénh nay c6 thuong ton rat
phtic tap véi nguy co tir vong cao khi tién hanh phau thuat sira chira hai that,
do vay phan 16n céc nghién ctu trén thé gidi ap dung phau thuat sta chira 1
that (phau thuat Fontan) cho cac bénh nhan dang bénh nay [2],[72],[136].
Thoi gian gan day co mot vai tac gia ap dung phau thuat sira chita hai that cho
cac bénh nhan TPHDR thé TLT biét 1ap véi két qua ban dau kha kha quan
[34],[88]. Tuy vay két qua cua cac nghién cau ndy van gay nhiéu tranh ci,
chua du suc thuyét phuc ca vé hinh thai giai phau caa cac bénh nhan trong
nghién ctru cling nhu két qua l1au dai sau phau thuat.

4.2. Két qua diéu tri phiu thuat bénh TPHPR

4.2.1. Két qud trong phdu thugt

4.2.1.1. Thei gian phdu thudt, thoi gian cdp PMC, thoi gian chay tuan hoan
ngodi co thé va thoi gian twéi mau ndo chon loc:

Thoi gian phau thuat, thoi gian chay tuan hoan ngoai co thé va thoi gian
cip PMC cua nhdm bénh nhan TPHPR thé chuyén goc trong nghién ctu caa
ching t6i 1a dai nhat trong 3 nhém bénh nhan, khdng ké truong hop duy nhat
TPHDR thé TLT biét Iap, tinh trung binh lan luot 1a 7 gio, 5 gio va 3 gio.
Trong 2 nhém con lai xét vé thoi gian phau thuat, thoi gian chay may tim phoi
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nhan tao, thoi gian cip PMC bing khoang ¥ thoi gian ctia nhom TPHDR thé
chuyén gdc. Mét vai nghién ciu cua cac tac gia khac trén thé giéi nhu Alsoufi
va cong su tai Bénh vién tré em Toronto, Canada hay Wetter va cong su tai
Trung tdm tim mach nhi Cong hoa lién bang Purc cling co6 thoi gian chay may
va thoi gian cap chu lan luot 12 4 gio - 2 gio va 4,5 gio - 2 gio [19],[109].

Déi véi 6 truong hop co thuong ton hep eo kém theo thiéu san quai
PMC duoc ching tdi tién hanh phau thuat stra chita toan bo thuong ton trong
cung mot thi mé vai ky thuat tudi mau ndo chon loc, thoi gian tudi mau ndo
chon loc trung binh 1a 43,5 phat. Mot s6 nghién ctu khac ¢ st dung ngung
tuan hoan va ha nhiét do sau trong tao hinh eo PMC c¢6 thoi gian nging tuan
hoan ngan hon nhu nghién ciru caa Alsoufi (trung binh 23 phdt), nghién cau
ctia Wetter (trung binh 36 phat) [19],[109]. Su chénh Iéch vé thoi gian tao
hinh quai PMC giira nghién ctu cia ching tdi véi cac tac gia khac trén thé
gidi 1a do k¥ thuat tao hinh khac nhau. Cac tac gia trén thé gisi phan 16n é&p
dung ky thuat tao hinh quai va eo PMC c¢6 st dung vat liéu 1a DPMP hoac
PMC ctia ngudi cho chét ndo nham tao hinh toan bo quai PMC. Tai diéu kién
cua Viét Nam, vat liéu ghép tir ngudi hién tang la rat khan hiém, trong quéa
trinh nghién cau ching tdi khdng c6 kha nang tiép can dé st dung cho bénh
nhan, mat khéac gia thanh cua vat liéu nay rat dat tién so véi diéu kién kinh té
cua da s6 ngudi dan. Chung t6i di ap dung thanh cong mot ky thuat cai tién
méi nham tao hinh toan b quai va eo PMC cho nhitng bénh nhan c6 thuong
tén trong tim phtc tap nhu chuyén géc dong mach hoic TPHDR thé chuyén
g6c. Ky thuat nay di duoc 4p dung cho 4 trudng hop TPHDR thé chuyén géc
trong nghién ciru ctia ching ti véi ty 1é thanh cong 100% [137]. Uu diém cua
ky thuat ndy bao gém: str dung toan bo vat liéu tu than trong qua trinh tao
hinh quai va eo BPMC, tao hinh quai va eo DPMC rong rai, chénh &p qua eo va
quai rat thap, nguy co tai hep it, giai quyét dong thoi thuong ton bat tuong
Xutng gitra hai dai dong mach.
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4.2.1.2. Mizc do ha than nhiét trung binh va Hematocrit trung binh trong
phdu thugt

Duy tri nhiét @6 co thé trong chay may tim phdi nhan tao trong phau
thuat tim he déi voi nhitng bénh Iy tim bam sinh phac tap 1a twong ddi da
dang vé quan diém, bao géom chay may dang nhiét va chay may cé ha nhiét do.
Trong ché do chay may c6 ha than nhiét lai bao gom 3 muic d6 tir nhe, trung
binh cho dén ha nhiét d6 sau di kém ngung tuan hoan. Chang t6i lwa chon
phuong phap chay may ha than nhiét trung binh véi nhiéu loi diém nhu d6i
véi nhing truong hop cé thuong ton nang, phau trudng c6 tam nhin kém do
mau tro vé nhiéu thi c6 thé dé dang ha than nhiét sdu va ngung tuan hoan,
nguoc lai ¢6 thé nang than nhiét 18n mic do binh thuong vai thoi gian khéng
qua lau. Qua thoi gian tién hanh phau thuat cho kha nhiéu bénh nhan cé
thuong ton phuc tap, phan 6n trong d6 tudi so sinh hodc dudi 3 thang tudi,
can ning dao dong tir 2,5kg dén 4kg, ching toi thay it co truong hop nao can
phai ha nhiét do sdu va nguing tuan hoan. Pong thoi khi ha than nhiét trung
binh, khoang thai gian tir khi tha cap DMC dén khi nhiét do co thé tro vé binh
thuong sé& dugc tan dung dé hoan thién ndt cac khau con lai cua phiu thuat,

tiét kiém thoi gian phau thuat téi da.

Hematocrit caa bénh nhan trong chay may d6i véi tré so sinh va tré nhil
nhi duoc chlng t6i chu dong diéu chinh va gitt & mac do tir 28%-30%, doi
véi tré so sinh c6 thé chap nhan & mic d6 cao hon mét chit tir 30%-35%.
Quan diém chung cta nhiéu tac gia vé chay may tim phoi nhan tao déi vai tré
so sinh va nhii nhi hién nay trén thé gigi ciing khuyén giir hematocrit cua
bénh nhan quanh khoang 30% nham dat hiéu qua van chuyén & xy to chtc &
murc d6 toi wu [17],[18],[72].
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4.2.1.3. Twong quan giiva hai dai dong mach trong phdu thugt:

Theo két qua nghién cau caa ching t6i, c6 34 bénh nhan (50%) c6 tuong
quan hai dai d6ng mach binh thudng véi PMC nam phia sau, bén phai so véi
DMP. Hai nhém bénh nhan con lai bao gom nhém co twong quan hai dong
mach song song theo mat phang ngang chiém ty 1¢ 33,8% va twong quan hai
d6ng mach truéc — sau chiém ty 18 16,2%. Céac bénh nhan c6 16 TLT dudi van
PMC c6 ty & cua twong quan hai dai dong mach binh thuong cao nhat
80%.Trong nhém TPHBR c¢6 16 TLT dudi van PMP, s6 bénh nhan c6 tuong
quan hai dai d6ng mach trudc — sau chiém ty 1¢ 46%.

Theo nghién cau cua Kirklin, ty 1€ bénh nhan c6 twong quan hai dai dong
mach binh thuong hoic song song theo mat phang ngang 1a 69%, 31% con lai
cd tuong quan trudc — sau [16]. Nghién ctu tai bénh vién tré em Boston caa
Aoki va cong su cho thay ty I& bénh nhan co twong quan dong mach binh
thuong hodc song song theo mat phang ngang l1a 73,6%, sé bénh nhan co
tuong quan trudc — sau chiém ty 1& 26% [20]. Twong quan giita hai dai dong
mach trong bénh 1y TPHDR c¢6 2 dang co ban 1a hai dong mach khi ra khoi
day tim van tiép tuc quay xoan binh thuong va hai dong mach khong xoan
(dang song song). Trong d6 dang hai dong mach khéng xoan, PMC c6 thé c6
tuong quan voi PMP theo nhiéu dang theo truc tir phia trudc dén phia sau
PMP trén mat phang ngang. Theo d6 co cac dang dugc md ta nhu PMC nam
bén phai, phia trudc hodc phia sau so véi PMP, hodc PMC nam phia trudc so
véi DMP, c6 thé léch sang phai hoic léch sang tréi [1].
4.2.1.4. Gidi phau PMV trong mé:

Két qua nghién ciru cho thay phan 16n cac bénh nhan ¢6 16 TLT dudi van
PMC c6 giai phau PMV binh thuong (nhém TPHPR thé TLT la 87% va
TPHDR thé Fallot 12 80%) theo phan loai vé giai phiu DMV cua Leiden [71].
Trong nhém bénh nhan TPHPR thé Fallot, ching t6i thiy c¢6 2 truong hop
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DMV vit ngang qua phéu that phai (1 truong hop 1a DMV duy nhat voi DPMV
phai vat qua phéu, truong hop con lai nhanh lién that truée xuat phéat tr PMV
phai di qua phéu that phai). Ty I¢ bénh nhan TPHPR thé chuyén gbc co bat
thuong DMV 14 kha cao chiém t&i 58,3%. Cac bat thuong nay phan bb déu ¢
hau hét cac kha nang bat thuong caa DMV, trong s6 d6 chung toi gap 9
truong hop ¢6 1 PMV duy nhat.Nghién ctu cia Aoki va cong sy cho thiy
nhitng trudng hop ¢ giai phdu DMV binh thuong co ty 1& 71%, s6 truong
hop c6 1 PMV duy nhat chiém ty I& 15% tong sé bénh nhan [20]. Két qua
nghién ctu cua chiing toi ciing twong tu V&i ty 1& bénh nhan cé giai phau
DMV binh thuong 14 67,6% va 16,2% bénh nhan c6 duy nhat 1 BMV.

4.2.1.5. Cac ky thudt swa chira toan bg dwroc ap dung:

Tat ca cac bénh nhan TPHDR thé TLT déu duoc sira chita toan bd biang
cach lam dudng ham trong thét tir that trai qua 16 TLT 1én van PMC. Trong
sb cac bénh nhan nay, ching t6i khdng gap truong hop nao cé khoang cach tir
van ba 14 dén van PMP nho hon duong kinh cua vong van DPMC nén khong
c6 trudng hop nao can phai chuyén vi BMP do hep PRTP sau phau thuat.
Trong mot vai nghién ctru nhu cua Aoki va cong su, Takeuchi va cong su,
Brown va cong su cho thdy c6 mét sb it truong hop can tién hanh phiu thuat
Rastelli d6i véi nhitng bénh nhan TPHDR thé TLT ¢6 nguy co hep PRTP sau
phau thuat (ty 1¢ lan luot l1a 6%, 7,3% va 8,1%) [20],[21],[99]. Trong nghién
ctru ctia ching toi, hau hét cac truong hop c6 vi tri 16 TLT dudi van DMC c¢6
twong quan hai dai d6ng mach binh thudng hoic BPMC van nam bén phai va
léch ra phia sau nhiéu hon so v6i PMP. Khi PMC van nam bén phai va phia
sau so véi PMP thi khong bao gid gip truong hop phai lam phau thuat
Rastelli d6i véi vi tri 16 TLT dudi van DPMC.

Céc bénh nhan thuoc nhom TPHPR thé Fallot déu duoc ching toi tién
hanh phau thuat stra chira toan bd bao gom k§ thuat tao duong ham trong that
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va ki thuat mo rong DPRTP qua duong tiép cin van ba 14 va DMP. LS TLT
dugc va qua dudng mé nhi phai va van ba 14 duoc vén Ién bing dung cu.
Chung t6i sir dung chi khong tiéu mii roi 6 miéng dém va miéng va bang vat
liéu mang tim bd nham tao hinh lai két ndi gitra tm that trai va PMC. DRTP
dugc mé rong trong phau thuat bang cach két hop gitra hai k§y thuat cat bo
véach nén léch hang va ky thuat cit bo céc dai co vach va cac dai co thanh tu
do that phai phi dai gay can tré duong thoét cua tdm that phai. Trong truong
hop vong van BMP nho, khdng cé kha nang dam bao cung lugng tim phai sau
phau thuat, duong rach trén thAin PMP duoc mo rong qua vong van DPMP
xudng phéu that phai. Co 8 truong hop trén tong sé 20 truong hop TPHPR
thé Fallot can phai mo rong PRTP qua vong van DMP, chiém ty 1¢ 40%.
Chiéu dai cia duong mé qua phéu that phai gidi han tir 3-5mm. Chi c6 2
truong hop phai kéo dai duong rach 1én 1,5cm qua vong van do toan bo phéu
that phai bi thiéu san nang theo kiéu duong ham. Theo nghién ciu vé phau
thuat sira chira tir chimg Fallot va TPHDR thé Fallot cia mot s6 tac gia trén
thé gigi cho thay, ty 1¢ bao tén vong van PMP cua cac nghién ciu nay thap
hon so véi két qua phau thuat caa ching toi [134],[138]. C6 2 truong hop
TPHDR thé Fallot c6 bat thuong DMV vit ngang qua phéu that phai duoc
ching tdi chan doan trong phau thuat. Mot truong hop DMV phai xuat phat tix
DMV trai vong qua phia trudc vong van DPMP sang bén phai. Truong hop nay
c6 van DMP 2 14 kém theo thiéu san vong van ning bat budc phai mé rong
miéng vé qua vong van. Ching t6i tién hanh boc tach PMV roi khoi phéu that
phai du khoang céch dé tién hanh miéng va mé rong qua vong van DMP dong
thoi tranh gay xoin van cho BPMV. Bénh nhan con lai c6 dong mach lién that
trudc Xuat phét tr PMV phai bat chéo qua phéu that phai, van PMP c6 hai 14
van va thiéu san vong van DPMP. Duong rach qua vong van mé rong duoc

huéng chéch sang bén trai nham tranh tén thuong dong mach lién that trude
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ddng thoi dam bao &p luc that phai/that trai sau phau thuat dudi 0,7. Trong
qué trinh phiu thuat cho cac bénh nhan TPHDR thé Fallot va cac bénh nhan
tt: ching Fallot, ching t6i nhan thay khi bénh nhan c6 3 14 van DMP, kha
ning bao tén vong van va phdu DMP 1a gan nhu tuyét ddi. V6i nhitng trudng
hop c6 hai 14 van PMP, kha ning bao t6n vong van PMP khoang 50%. Theo
doi 1au dai sau phau thuat co 1 truong hop duy nhit dugc bao tdn vong van
PMP c6 hep PRTP mtc d6 trung binh c6 kha nang can can thiép mé lai, mac
di chénh &p that phai/that trai sau md & bénh nhan nay 13 0,7.

Trong s6 24 bénh nhan TPHBR thé chuyén géc, c6 22 truong hop khong
hep phdi va 2 truong hop c6 hep phoi kém theo hep duong ra that trai trung
binh-nang. Phau thuat chuyén gc dong mach va tao duong ham trong thét tur
tam that trai qua 16 TLT 1én van DMP duoc ching tdi tién hanh d6i voi 22
truong hop bénh nhan khong co thwong ton hep phdi. Trong qua trinh phiu
thuat chuyén goc dong mach, tat ca cac bénh nhan déu dugc tién hanh thi
thuat Lecompte nham chuyén chac ba PMP ra phia trudc caa DPMC, bat ké
tuong quan gitra hai dai dong mach la bén bén hay trudc sau. Nhirng truong
hop co tuong quan hai dong mach bén bén khi nghi ngo ¢6 nguy co DMP dé
ép vao DMV dugc chdng t6i tién hanh chuyén miéng ndi cia DMP sang bén
phai. Phan con lai bén trai caa miéng ndi PMP duoc chung toi dong lai truc
tiép hoic va bang miéng va mang tim ty than.

Trong nhém TPHDR thé chuyén goc duoc tién hanh phiu thuat chuyén
goc dong mach, c6 mot nira sé6 bénh nhan 1a c6 bat thuong vé giai phau caa
DMV bao gom 9 truong hop c6 1 DMV duy nhat. Két qua phau thuat cho
thay khong c6 su khéc biét vé ty ¢ tir vong gitra nhdm bénh nhan c6 giai phau
DMV binh thuong va bat thuong. Mot sé nghién ctiu cho thay giai phiu bat
thuong cia DMV trong bénh Iy Tausig-Bing ¢ anh hudng rd rét dén két qua

séng con va la mot trong cac yéu td nguy co tién luong tir vong khi tién hanh
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phau thuat chuyén gdc dong mach [28],[30]. Tuy vay nhitng nghién ctu khac
khdng cho thdy két qua séng sot sau phau thuat stra chita toan bd cho bénh
nhan TPHPR thé chuyén goc bi anh huong boi yéu té giai phiu va duong di
cta cac DMV [19],[29],[109],[139]. Theo y kién chu quan cua ching t6i, giai
phiu va dudng di cia DMV 1a mot yéu té tién luong nguy co tir vong do ¢6
lién quan tryuc tiép t6i két qua tai tudi mau DMV trong phau thuat chuyén goc.
Nhitng trudng hop c6 giai phau va duong di cia PMV bat thuong 1am cho
phau thuat chuyén vi BPMV gip nhiéu khé khin, dic biét hay gap khi phau
thuat vién it kinh nghiém vé chuyén vi PMV dan tsi két qua tai tudi mau
vanh kém va anh huéng truc tiép téi séng con caa bénh nhan ngay trong qué
trinh phau thuat. D6i voi phau thuat vién cé nhiéu kinh nghiém vé ky thuat
trong lai DMV trong phau thuat chuyén goc, bat ké giai phau hoic duong di
cia DMV ¢6 bién d6i ra sao ciing khong anh huong nhiéu dén két qua song
s6t sau phau thuat nhu nhitng nghién ciru trén.

DMP sau khi tién hanh chuyén gdc va trdng lai DMV duoc ching toi tai
tao lai bang mang tim ty than twoi theo k¥ thuat mot miéng va hinh diing quan.
Phan 16n cac trudng hop déu can mot miéng va mang tim cé kich thudc 16n
hon so v6i phan md khuyét trén DMP méi, do trong hau hét cac truong hop
bénh Iy TPHPR thé chuyén gdc thi DPMP ludn 16n hon so véi PMC. Két qua
kham lai sau phau thuat di véi nhdm bénh nhan TPHPR thé chuyén goc cho
thay chung t6i khéng gap bat cir truong hop nao cé thuong ton hep trén van
PMP hoic hep nhanh PMP. Rut kinh nghiém tir cac bao cdo trudc trén thé
gidi vé ty 1é can thiép mo lai do hep PRTP sau phau thuat sira toan bo doi véi
bénh nhan TPHDR thé chuyén géc, ching toi tién hanh cit bo mot phan cua
vach nén phi dai kém theo mot sb dai bang vach cé nguy co can tro gy hep
DRTP & hau hét cac truong hop trong nhém TPHDR thé chuyén géc [29],[119].
Két qua theo ddi sau phau thuat cho thay khong c6 truong hop nao trong nhom
bénh nhan TPHPR thé chuyén géc o tinh trang hep PRTP sau mo.
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K§ thuat lam dudng ham trong tAm that tir that trai qua 16 TLT 1én DMP
duoc chlng tdi tién hanh qua dudng tiép can 1a van ba 14 ¢ tat ca cac truong
hop. Phan 16n cac truong hop trong nghién ctu duoc st dung chi khéng tiéu
khau miii roi c6 miéng dém, sé con lai két hop gitta khau vét va khau mii roi.
Phuong phap tiép can 16 TLT nham tao dudng ham trong tam thét rat quan
trong dbi véi bat thuong Taussig-Bing. Mot sb tac gia chon cach tiép can qua
van ba 14, mot sé khéc lai lya chon cach tiép can thong qua van DPMP. MGi
cach tiép can chira dung vu diém va nhuoc diém khéac nhau va lya chon tiy
thudc vao thoéi quen va quan diém cia phau thuat vién. Puong tiép can qua
van ba 14 kha khé khan do vudng day chang va cot co cua van, vong van ba 14
& bénh nhan TPHDR thé chuyén goc thudng bé va can nang caa bénh nhan
thap. Vi tri cia 16 TLT va van PMP thuong nam rat xa so véi van ba la nén
tam nhin bi han ché, nguy co con s6t TLT ton luu 13 kha cao. Tuy vay vj tri
cua duong khau khdng 1am anh huéng téi van PMC 1a wu diém noi troi caa
cach tiép can nay. Cach tiép can qua van DMP c6 uu diém Ia tiép can truc tiép
v6i 16 TLT, c6 thé thiy rd duong thoat cua tam thét trai trong qué trinh 1am
duong ham. Nhung nhuoc diém cua phuong phap tiép can nay la c6 nguy co
ton thuong van DPMC méi khd cao, ddng thoi doi hoi ki thuat khau duong
ham trong that kha thanh thao méi c6 thé tranh duoc kha niang TLT ton luu

sau phau thuat.

C6 2 truong hop TPHDR thé chuyén gbc cd kém theo hep phdi duoc
ching tdi tién hanh phau thuat sira toan bo theo phuong phap REV (Lecompte)
c6 cai tién. Mot bénh nhan duoc chdng t6i tién hanh phau thuat REV kém
theo chuyén vi DMP ra phia truéc DMC. Bénh nhan con lai duoc chlng toi
ap dung phau thuat sira toan bo theo phuong phap dugc Metras va cong sy mo
ta va ap dung d6i vé6i nhimg truong hop bénh nhan chuyén gdc dong mach ¢

thuong t6n hep phdi véi DPMP dugc gitr nguy@n tai vi tri va két néi that phai -
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DMP duogc dit ¢ bén trai so véi DPMC [140]. Két qua phau thuat cho thay
bénh nhan TPHPR thé chuyén gdc ¢ hep phdi thuong dap tng kha tét véi
phau thuat stra chita toan bo, thoi gian héi phuc nhanh, tuy vay nguy co mé
lai 12 kho tranh khoi do cac thuong ton con lai nhu hep duong ra that tréi va

ho phéi tu do sau phau thuat.

Truong hop TPHBR thé TLT duy nhat dugc ching tdi tién hanh phiu
thuat stra chira toan bo 1a mot tré trai ¢ thuong tén hep phéi kém theo. Anh
huong bai céc két qua nghién cau vé phau thuat Nikaidoh d6i véi cac trudng
hop bénh Iy chuyén gdc dong mach cé hep phoi hoic TPHPR thé chuyén goc,
két hop véi 1 trudng hop chuyén goc dong mach cd hep phdi dugc tién hanh
phau thuat thanh cong tai bénh vién, va dic biét 1a két qua caa mét tac gia
nguoi Trung Québc ddi véi nhitng truong hop TPHPR thé TLT biét 1ap ¢6 hep
phdi, ching t6i da cb gang ap dung phau thuat Nikaidoh cho truong hop nay
[34],[36],[88]. Tuy nhién quéa trinh phau thuat cho thay 16 TLT nam qua xa so
véi cac van nhi thit va duoc bao boc xung quanh bing rat nhiéu day chang
cua van ba 14 khong thé cit b duge. Buong ra that trai bi cac day chang nay
anh huong gay hep niang, mac du ky thuat chuyén vi toan b PMC va DMP
cling véi hai DMV khong c6 nhiéu khé khan, tudi mau co tim sau phau thuat
hoan toan binh thuong. Bénh nhan tir vong ngay thir 2 sau mé vai nguyén
nhan suy tim mat bt do hep niang dudng ra that trai. Qua trudng hop dang tiéc
néu trén, ching tdi thay rang phau thuat sira chita toan bo TPHDDR thé TLT
biét 1ap 1a vo cuing kho khan va nang né, can dac biét can trong, nhat 1a nhiing
truong hop ¢6 vi tri 16 TLT nam hoan toan ¢ viing budng nhan, véi cac day
chang caia van ba la bao boc 1am can tro duong thoat cua tam that trai. Mac du
c6 mot vai nghién cau khuyén khich phiu thuat sta chita hai that déi voi
nhitng bénh nhan nay, nhung chung toi thay két qua phau thuat cua cac

nghién ctru d6 méi chi ding & mac d6 ngan han, déng thoi van dé chan doan
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xéac dinh 1a bénh nhan c6 thudc nhém TPHDR thé TLT biét lap hay khong
con chua rd rang. Dac biét 1a nghién cau caa 1 tac gia Trung Quéc tién hanh
phau thuat Nikaidoh d6i vé6i nhitng truong hop TPHPR thé TLT biét lap cho
két qua kha quan mot cach dang ngd [88]. Ching tdi thdy rang néu thuc su
bénh nhan dugc chan doan TPHPR thé TLT biét lap, vai vi tri 16 théng nam
rat xa so véi cac van té chim, duoc bao boc xung quanh boi cac day chang
van ba 14 thi kha niang phau thuat sira chita hai that 12 gan nhu khéng thé. Khi
phau thuat sira chira hai that duoc tién hanh, nguy co hep duong ra that tréi Ia
hién hién chua ké toi cac nguy co khac cua phau thuat Nikaidoh nhu chay
mau, suy vanh, hé van té chim . . . Néu loai bo toan bo cac day chang cua van
ba 14 bam trén duong ra that trai, nguy co hd van ba la sau mé 1a dic biét cao,
do cac day chang cua van ba 14 thudng manh va it c6 diém bam, ké ca khi
nhitng day chang chinh duoc dinh lai trén miéng va TLT thi nguy co dit hoac
bung day chang van ba la sau mo 1a rd rang, gay suy tim sung huyét rat ning
sau phau thuat va bénh nhan thuong cé tién luong rat xau. Vi cac nguyén
nhan ké trén, ching t6i thiét nghi ddi v4i cac bénh nhan TPHDR thé TLT biét
1ap khi can nhac chi dinh phau thuat, dic biét 12 véi nhitng trudng hop 6 hep
phdi va 16 TLT cach xa cac van t6 chim thi phau thuat Fontan nén dugc xem
nhula chi dinh hang dau trong diéu tri phau thuat véi thé bénh TPHPR
phirc tap nhat nay. Nghién ciu trén bénh nhan TPHPR véi tong s6 393
bénh nhan trong vong 20 nam tai bénh vién tré em Toronto, Canada cho
thay phau thuat stra chira hai that, dac biét 1a phau thuat Rastelli ¢ nguy co
tir vong mudn va ty 1é phai can thiép mo lai cao hon rd rét so véi phau
thuat Fontan. Devaney va cong su da két luan rang viéc mé rong chi dinh
phau thuat sta chita hai that déi voi nhitng truong hop cé thuong ton giai

phiu & dang ranh giéi gitta phau thuat hai that va phau thuat Fontando
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thuong ton tim trai thiéu san mtc d6 nhe hoic TPHDPR véi 16 TLT biét lap
la khéng co6 hiéu qua va khdong khon ngoan [61].

4.2.1.6. Xa tri chc thiwong ton phoi hop trong phau thudt sira toan bé:

Trong nghién ctru ctia chung t6i ¢ 6 truong hop dugc chan doan c6 hep
eo PMC c6 kém theo thiéu san quai PMC phdi hop dugc tién hanh phau
thuat sira chira toan b trong ciing mot cuéc mé. Trong s6 d6 ¢ 5 trudong hop
TPHBR thé chuyén gbc dong mach va 1 truong hop TPHDR thé TLT. Trong
5 trudng hop TPHBR thé chuyén gdc, c¢6 4 truong hop duoc tién hanh phau
thuat stra chira 1 thi theo phuong phap tao hinh quai va eo cua chdng téi mai
duoc ap dung, 1 truong hop con lai dugc tao hinh quai va eo va DPMC 1én
bang mang tim cé xu Iy gluteraldehid [137]. K§ thuat tao hinh quai va eo
PMC cua ching tdi bao gom cat bo doan hep va té chac ndi mach caa 6ng
dong mach, giai phong rong rdi cac dong mach than canh tay dau va quai
PMC, dua dadu PMC xudng lén ndi véi mit dudi quai PMC theo kiéu tan-bén
ma& rong bang chi khong tiéu khau vat. K§ thuat tao hinh quai va eo mé rong
cua ching t6i 4p dung ddi v&i nhitng bénh nhan TPHDR thé chuyén géc co
vu diém 12 tai tao lai quai va eo DPMC khong c6 diém hep, giai quyét dong
thoi sy khac biét vé kich thude gitta PMC va DMP, xur dung hoan toan vat
liéu ty than cua bénh nhan dam bao kha niang phat trién vé lau dai caa bénh
nhan, tranh dugce 1 duong md canh sudn cé nguy co caa bénh phdi han ché vé
lau dai. Thai o xir tri cua cac tac gia trén thé gioi d6i voi bénh nhan TPHPR
c6 kém theo thuong ton hep eo PMC bao gom 2 trudng phai. Pa sé cac trung
tam tim mach Ién hién nay chu truong tién hanh phau thuat stra toan bo cac
thuong ton trong cung 1 thi mo [19],[29],[109],[139]. Mot sb trung tdm khac
tiép tuc tién hanh phau thuat sira chira tam thoi trude khi tién hanh phau thuat
stra chira toan bo véi 2 thi phau thuat cd khoang cach thoi gian ngan [30],

[107],[119]. K¥ thuat chay may tim phdi nhan tao trong tao hinh quai va eo
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PMC gbm 2 phuong phép 1a chay may ha than nhiét sdu kém theo nging tuan
hoan va chay may ha than nhiét trung binh kém theo tudi mau ndo chon loc.
O cac nuéc phat trién, sir dung vat lieu miéng ghép DMP tir nguoi cho mat

ndo Ia rat pho bién trong tao hinh quai va eo PMC.

Vach non cta cac bénh nhan TPHPR dugc ching tdi tién hanh khoét bo
mot cach hé thdng trong phau thuat sira chira toan bd qua duong tiép can van
ba 14 hodc qua PMP, trir nhimg trudng hop ¢6 tén thuong khuyét vach nén
hodc vach non kém phat trién. Déi vai nhitng truong hop TPHDR ¢6 16 TLT
nam dudi van PMC, rat nhiéu trudng hop c6 vach nén nam léch hang ra phia
trugc va phia trén cua dai bang vach. Nhimg truong hop TPHPR thé
chuyén gdoc sau khi tién hanh phiu thuat chuyén goc dong mach va tao
duong ham trong that ciing duoc cat bo mot phan cua vach nén va nhing
dai co vach c6 nguy co giy hep dudng ra sau mo. Muc dich cua phau thuat
khoét bé vach non nham tao duong ham trong that thang hang khong bi
X04an van tranh gay dong rbi khi ludng mau di tir tim that qua dudng ham
1én van PMC, mit khac loai bo nguy co hep PRTP trong tuong lai. Két
qua cua ky thuat khoét vach nén trong phau thuat sira toan bo TPHDR cua
chung t6i 14 an toan, khong c6 trudng hop ndo gay tén thuong van PMC

hoic thung thanh ty do caa tdm that phai.

Phau thuat stra van hai 14 phéi hop véi phau thuat sira chira toan bo dugc
tién hanh trén 3 bénh nhan TPHPR thé TLT c6 thuong ton cia ha van hai 14
trung binh —ning do sa viing A2 cta 14 trudc van hai 1. Thuong ton nay dugc
tiép can qua duong ma vach lién nhi, ddy chang chinh ving A2 duoc thu ngan
bang k¥ thuat khau gap nép, két hop véi ki thuat tao hinh 2 mép van. Siéu am
sau mo cho thay 1 truong hop van hai 14 khong ha, 2 truong hop con ho rat
nhe. K¥ thuat tao hinh mép van ba 14 ciing duwoc ching t6i 4p dung cho phan

lén cac truong hop sau phau thuat sta chira toan bo. Van ba 14 duge bom
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nuéc kiém tra, mép van va vong van giira 1a vach véi 14 trude va 14 sau duogc
tao hinh theo k¥ thuat cua Kay va cong sy mo ta [141]. Truéc khi tién hanh
chay may tim phdi nhan tao, tit ca cac bénh nhan déu dugc boc tach boc 16
éng dong mach, bat ké trén siéu am c¢d moé ta éng con ton tai hay khéng.
Trong trudng hop nghi ngd dng ddng mach con ton tai, éng duoc that hoac
cit roi nham dam bao khong bo st ton thuong. Doi véi nhitng truong hop
can giai phong rong rii dong mach phoi hodc dng ¢ kich thudc 16n trén siéu
am, ching t6i tién hanh cat va khau hai dau dng bang chi khdng tiéu. Nhing
truong hop ¢6 16 thong lién nhi nho duoc dong lai bang chi khong tiéu khau
vat 2 luot, 18 thong c6 kich thude Ion duoc va bang mang tim tu than. Mot sé
truong hop duge dé lai 16 bau dyc hoic tao luong théng tang nhi nham dé
phong bién chimg cung lugng tim thap trén nhitng bénh nhan cé tinh trang
tang ap luc DPMP nang truéc md hoic sau mé TPHDR thé Fallot co nguy co
suy that phai sau phau thuat [134],[135].

C6 5 truong hop TLT phén co nhiéu 15 (vach lién that kiéu rut banh my)
dugc chlng t6i tién hanh déng trong mé véi két qua kha kha quan. Chung toi
st dung ky thuat dong 16 TLT truc tiép duoc mo ta boi Van Arsdell va cong
su thudc bénh vién tré em Toronto, Canada [142]. Tat ca cac 16 TLT dugc
nghi ngd déu dugce déng bang chi khong tiéu khau vat 2 luot, nhitng truong
hop kich thudc 16 thong dang ké s& dugc va bang miéng va vai chi mili roi.
Trung binh sé luong 18 théng duoc va trén 1 bénh nhan 1a 3 + 0,8. Két qua
kiém tra siéu am sau phau thuat cho thay chi c6 1 trudng hop con TLT ton luu
nho sau phau thuat, khdm lai sau 1 ndm khong con TLT ton lwu. K¥ thuat va
15 thdng truc tiép nay doi hoi phau thuat vién c6 kinh nghiém trong viéc tim

va xac dinh cac 16 TLT phan co an duéi cac co bé caa that phai.

Nhing truong hop tré so sinh hoac sau phau thuat co6 thoi gian chay may
tim phoi nhan tao va thoi gian cap PMC kéo dai duoc ching toi chii dong dat
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tham phan phdc mac ngay trong mé. Tham phan phlc mac dit trong mé c6
nhiéu tc dung nhu sin sang c6 thé tién hanh tham phan ngay sau phau thuat,

lam giam &p luc cua 6 bung gilp cho thdng khi phdi cai thién.

4.2.2. Két qud sau phdu thugt
4.2.2.1. Két qua song sot sau phau thugt:

C6 11 trudng hop sau mé sira toan bo tir vong som, chiém ty 1¢ 16,2%
tong sd bénh nhan nghién ciu, trong 64 bénh nhan tir vong trong vong 24
gid dau sau phau thuat voi nguyén nhan tir vong chinh 1 suy tim cap sau mé.
Trong s6 4 bénh nhén tir vong ngay sau phau thuat, c6 3 bénh nhan thudc
nhom TPHPR thé chuyén géc va 1 bénh nhan TPHDR thé TLT biét lap. Mot
bénh nhan TPHPR thé chuyén goc sau mo tim dap lai binh thuong, khdng c6
biéu hién thiéu mau co tim, tir vong do tut duong truyén thudc van mach qua
duong truyén ven trung tam. Mot bénh nhan khac sau khi trong lai DMV thay
dién tim c6 biéu hién thiéu mau co tim, bénh nhan duoc tién hanh maé rong
miéng néi DMV bang miéng vé tu than cia DMP véi két qua tot, doan ST
trén dién tdm dd khdng con chénh, tuy vay bénh nhan mat tai hoi suc sau mo
5 gio do cung lugng tim thap. Nguyén nhan tir vong cia truong hop nay co I8
do thuong t6n thiéu mau co tim do PMP ép vao miéng ndi cia DMV gay
thiéu mau co tim cap. Bénh nhan thir 3 tr vong sau mo chuyén gbc dong
mach két hop véi stra chita quai va eo PMC mat thi bang miéng va mang tim
ma& rong. Sau mé bénh nhan khong cai dugc may tim phoi nhan tao, siéu am
qua thugng tam mac phat hién c6 nang dich trén duong ra that trai do t6 chirc
phu cta van hai la. Bénh nhan duoc ngung tim lai va nang dich trén duong ra
that trai duoc cat bo, bénh nhéan cai dugc may tim phdi nhan tao vai liéu thudce
van mach téi thiéu. Tuy nhién trong qué trinh chuyén sang hoi sirc xuat hién
tinh trang rung that, séc dién khéng c6 hiéu qua va bénh nhan ti vong.
Truong hop thir 4 1a mot bénh nhan TPHPR thé TLT biét 1ap co thuong ton
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hep phoi. Bénh nhan dwoc phau thuat thuat sira toan bo véi ky thuat Nikaidoh,
tuy nhién trong va sau phiu thuat tinh trang hep duong ra that trai khong giai
quyét dugc do c6 qua nhiéu day chang chinh va phu caa van ba 1a bam trén
duong ra cua tdm that trai. Bénh nhan tir vong ngay thir 2 sau mé do cung
luong tim thap véi thuong ton chinh cua hep rat nang dudng ra that trai.

C6 7 trudng hop tir vong tai bénh vién trong thoi gian bénh nhéan diéu tri,
trong d6 ¢6 1 bénh nhan TPHDR thé chuyén gbc, 3 bénh nhan thé Fallot va 3
bénh nhan thé TLT. Bénh nhan TPHDR thé chuyén gdc tir vong vao ngay thir
5 sau phau thuat stra toan bo do loan nhip tim (nhip nhanh bo néi) khong dap
g Voi diéu tri, mic du khong c6 thuong ton thiéu mau co tim lién quan dén
phau thuat trong lai PMV hay hep dudng ra cia cac tam that. Mot bénh nhan
TPHBR thé Fallot kém theo hoi ching Di Geoge, sau phau thuat xuat hién
tinh trang truy mach mac du chirc nang co bop co tim binh thuong. Bénh nhan
duoc dung céc thudc co mach véi liéu téi da, hau qua 1a sau 10 ngay diéu tri,
tinh trang huyét dong duoc cai thién nhung bénh nhan bj hoai tir cac dau chi
khong hdi phuc, kém theo d6 1a tinh trang nhiém triing bénh vién, bénh nhan
phai thé may thé cao tan, gia dinh xin vé trong tinh trang suy hd hap, suy than
khdng hoi phuc. Mot bénh nhan TPHDR thé Fallot khac c6 kém theo sut mdi
va khe hg vom, hoi chiung Di Geoge duong tinh. Bénh nhan sau phau thuat c6
chtic nang tim tot, vong van DPMP duoc bao ton, chénh ap that phai/that trai <
0,6. Bénh nhan phai thd may kéo dai do xuat huyét tai duong hd hap, sau do
tinh trang nhiém trung bénh vién (nhiém Klesiella pneumonia va
Staphylococcus aureus) dién bién nang, bénh nhan tir vong trong tinh trang
suy da tang (suy gan, suy than, suy hé hap). Bénh nhan thé Fallot cui cung 1
mot truong hop sau phau thuat cé tinh trang chay mau phoi, ho phéi tu do véi
chénh &p luc that phai/that trai 1a 0,75, nhidm khuan huyét, tir vong sau mo 5

ngay do tinh trang suy da tang tién trién.
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Hai trudong hop TPHDR thé TLT tir vongvao ngay thar 8 sau mé va ngay
thir 42 sau mo trén bénh canh séc nhiém tring do nhidm tring bénh vién
(Pseudomonas aeruginosa, Klebsiella pneumonia, Burkholderia cepacia,
Acinetobacter baumannii). Mot bénh nhan con lai tir vong do con bo sot
thuong ton hep van hai 14 nang trén bat thuong bam sinh van hai 14 hinh du
kém theo mang ngan nhi trai. Bénh nhan phai tho may kéo dai, khi xac dinh
chinh xac ton thuong thi khong thé can thiép mé lai dugc do tinh trang nhiém
tring bénh vién qua ning né.

Nhu vay theo két qua nghién ctu caa ching toi, trong tong s6 11 trudng
hop tir vong tai bénh vién, c6 4 truong hop nguyén nhan truc tiép 14 nhiém
khuan bénh vién (két qua cdy méau va ciy noi khi quan duong tinh voi Vi
khuan) va 2 truong hop c6 lién quan téi nhiém tring bénh vién trén nén
thuong ton giai phau con chua hoan thién sau phau thuat sitra chira toan bo. 1
truong hop tir vong ngay sau moé do so suat trong gy mé hoi sic, 4 trudng
hop con lai tir vong ¢d lién quan tryc tiép dén yéu t phau thuat sira toan bo.

Két qua nghién ctru cua céc tac gia nudce ngodi vé phau thuat stra toan bo
d6i va6i bénh 1y TPHDR cho thay két qua song st sau phau thuat duoc cai
thién dan theo thai gian. Mot s6 nghién ciu cho thay rd rang su khac biét vé
két qua phau thuat so sanh giira hai thoi ky tai ciing mot trung tdm nghién cuu,
chung t can co thoi gian va su thich nghi cling nhu tich liy kinh nghiém cua
hé théng diéu tri dbi véi bénh 1y tim bam sinh phuc tap nay [19],[28],[61]. T4t
ca cac bénh nhan TPHBR thé chuyén goc tir vong déu nam trong nim thi
nhat va nam tha hai cua nghién cau, khéng c6 bénh nhan nao tir vong trong
nam tha 3 cua nghién cuu. Hai bénh nhan tir vong trong nam thr 3 cua nhdm
bénh thé TLT va thé Fallot 1a do thuong ton caa van hai 14 phat hién muon,
bénh nhan thé may kéo dai sau md, khi c6 chi dinh mé lai thi khdng thé tién

hanh phau thuat do tinh trang bénh nhan nhiém tring rat ning va trudng hop
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con lai c6 phdi hop véi hoi chitng Di Geoge kém theo st mdi va khe ha vom.
Theo két qua phan tich tir nghién ctu caa Bradley va cong su, mot tré 1 tudi
sinh vao nam 1980 v&i giai phau trong tim tét chi cd 53% kha nang dat duoc
phiu thuat stra chira hai thit va c6 16% nguy co tir vong trude khi duoc phau
thuat, trong khi d6 vé&i cling mot bénh nhan c6 giai phau trong tim tuong tu
duoc sinh vao nam 2000 thi ¢ t6i 97% kha ning duoc phau thuat sira chira
hai that va chi co dudi 1% tir vong trudc khi dugc phau thuat [61]. Két qua do
cho thdy rd rang véi su xuét hién cua nhiéu phuong phap va ky thuat phau
thuat stra chita hai that, hinh anh chan doan tru6c mé chinh xac hon, chan
doan trude sinh va diéu kién gy mé hoi sirc duoc cai thién da gop phan thay
d6i hoan toan b mit va tién luong d6i vai bénh Iy nay. Nhitng nam trudc khi
tién hanh nghién cau nay, cac bénh nhan TPHPR thé chuyén goc khdng co
hep phoi déu khdng c6 kha ning tién hanh phau thuat sta chita hai that tai
diéu kién Viét Nam, phan I6n cac bénh nhan trong sé do tr vong trudc 6
thang tudi do suy tim sung huyét va tang ap luc PMP. Theo nghién cau cua
Brown va cong su, két qua phau thuat chuyén gdc dbi véi bénh nhan chuyén
gdc dong mach va bénh nhan TPHBR thé chuyén goc cho thay tir két qua nghién
ctu ¢6 sy khéc biét rd rét vé ty ¢ tr vong gitra nhitng bénh nhan duoc phiu
thuat tir ndm 1989 try vé truéc so voi nhitng bénh nhan phiu thuat o thoi gian
sau d6 [28]. Mac du nghién ciu cua ching toi 1a nghién cau dau tién ap dung
phau thuat stra chita hai that dbi voi tat ca cac thé bénh cua bénh 1y TPHDR tai
diéu kién Viét Nam, nhung két qua budc dau cho thay ty Ié song sét sau phau
thuat stra chita hai that cua nghién ciru chiing t6i ciing tuong dwong véi nghién
Cliu cua cac tac gia khac trén thé gigi [20],[21],[98],[118],[143],[136].
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Bdng 4.2: Ty Ié song sot sau phdu thudt siza toan bé theo mét sé nghién ciu

Céc tac gia Ty 1é séng s6t (%) Cl

Aoki va cong su 81 Khéng
Brown va cong su 89,7 Khdng
Serraf va cong su 82 80-86
Vogt va cong su 67 55-80
Kleinert va cong su 81 74-88
Castanéda va cong su 84,5 Khong
Chdng toi 82

4.2.2.2. Bién ching sau phau thudt:

Nghién ciru cia ching t6i ¢6 27 trudng hop b bién ching sém sau phau
thuat, chiém ty 1&é 39,7%. Nhiing bién chung hay gap nhat bao gom suy than,
nhiém tring hd hap va loan nhip sau mo. Ngoai ra, mot s bién chiing hay gap
khac trong phau thuat tim ha cho tré nhé nhu chay mau sau phau thuat, liét co
hoanh, tran dich va tran khi mang phoi, suy hd hap cap can dat lai noi khi
quan cling xuét hién trong nghién cau cia ching toi vai két qua duogc biéu thi
tai bang 3.30.

Nguyén nhan gay suy than cap sau phau thuat tim hé & tré nho kha phic
tap va bao gém nhiéu yéu té nhu tinh trang tudi mau than trong qué trinh chay
may tim phoi nhan tao, cung lugng tim sau phau thuat, dap wng viém hé thong
d6i véi tuan hoan ngoai co thé, tinh trang suy tim sung huyét trugc mo, thoi
gian chay may tim phdi nhan tao . . . Ty 1¢ bénh nhan suy than cap sau phau

thuat tim ho ¢ tré em thay doi tly theo ting nghién ctu, dao dong tir 3% -
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42%, v4i nguy co tir vong tang thém tir 20% tGi 79% [144]. Chdng tdi chu
treong dat tham phan phic mac trong phiu thuat ddi voi toan bo cac bénh
nhan TPHPR thé chuyén gdc, cac bénh nhan co thuong ton phuc tap, thoi
gian phau thuat kéo dai tir 6 gio tr 1én, thai gian chay may kéo dai qua 4 gio,
bénh nhan c6 tinh trang thiéu niéu truéc mo va bénh nhan ¢ lugng nudc tiéu
trong chay may thap dudi 1ml/kg/gio hodc nudc tiéu do do tinh trang tan mau
trong chay may. Nhitng bénh nhan sau mé c6 tinh trang thiéu niéu kéo dai tur
6 gio lién tuc tro 18n hodc vo niéu trong 2 gid dau sau mé déu dugce tién hanh
tham phan phlic mac sém nham sém thay thé cho vai tro cua than trong diéu
tiét can bang noi moi, rat nude, gop phan cai thién tinh trang cung lwong tim
thap sau phau thuat [145].

Loan nhip tim sau phau thuat 1a bién chimg thuong gap sau phau thuat
tim ho cho tré nho [146],[147]. Trong nghién ctu cua chung téi, cac thuong
ton loan nhip thuong gap bao gom: nhip nhanh bo néi (JET), nhip nhanh trén
that (SVT), nhip cham xoang, rung that. . . V& nguyén tic diéu tri, ching
t6i tuan thua theo khuyén cao cua Uy ban Lién lac Qudc té vé hdi strc nam
2010 doi véi hoi sic tim phdi va cap ctu tim mach & tré em (ILCOR 2010)
bao gédm céac budc sau: xac dinh chinh xac loai thuong ton loan nhip, diéu
chinh réi loan dién giai néu c6, sa dung thubc diéu tri loan nhip dung
chung loai theo yéu cau, sdc dién chuyén nhip néu huyét dong bi anh
huong, st dung may tao nhip tam thdi hodc vinh vién nham diéu chinh

nhip theo yéu cau diéu tri [148].

Chay méu sau mo 1a bién ching hay gap sau phau thuat tim, dic biét sau
phau thuat chuyén géc dong mach. Trong nghién ctu caa ching t6i c6 6
truong hop (8,8%) chay méau sau mé phai can thiép cap ciru cam mau, tat ca
cac trudong hop nay déu 12 bénh nhan TPHPR thé chuyén gdc dong mach. C6

4 trudng hop sau mo xuat hién chén ép tim cap phai mé nguc lay mau tu cap
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ctru, 1 truong hop chay mau trong 6 bung do tai bién khi dit din luu mang
phdi phai, truong hop con lai chay mau trong 6 bung do chay mau mac ndi
I6n sau khi rat tham phan phic mac. Két qua nghién ctu ciia ching toi cling
tuong ty nhu mot s nghién ciru khac nhu nghién ctu cua Wetter va cong su
(22,2%), Sozyn va cong su (7,4%), Grisselli va cong su (3%) [30],[109],[139].
Phau thuat chuyén gdc dong mach trong bénh Iy TPHDR chia dung nhiéu
nguy co rui ro cua chay mau sau phau thuat do tinh chat phic tap cia phau
thuat, nhiéu duong khau duoc st dung trén ca DPMC, DPMP 1an DMV, chua ké
nhitng trudng hop can phai sira chita quai va eo PMC trong cung cudc mo.
Ngay sau khi 4p dung thanh céng phau thuat chuyén géc cho bénh nhan
chuyén gc dong mach don thuan, chung toi da manh dan &p dung phiu thuat
nay cho c&c bénh nhan TPHPR thé chuyén géc. Do vay nhiing yéu t6 rui ro
chtra dung trong nghién cau caa ching toi vé bénh Iy TPHPR thé chuyén gbc
c6 I& s& cao hon khi so sanh véi nhiing trung tim da c6 kinh nghiém vé phau
thuat chuyén gdc dong mach trudc khi tién hanh stra toan bo dbi véi bénh
nhan TPHDR thé chuyén géc.

C6 1 truong hop bénh nhan sau mé can dit may tao nhip vinh vién do
ton thuong bé His gay bldc nhi-that cap 111 (1,5%). Két qua nghién ciu cua
chung t6i cling twong duong hoic thap hon véi két qua nghién ctu ciia mot so
tac gia khac nhu nghién ctu cua Takeuchi va cong su (10%), Artrip va cong
su (4%), Kleinert va cong su (5,4%), Brown va cong su (4,4%), Sozyn va
cong su (0%) [21],[621,[108],[143],[139].
4.2.2.3. Ty 1é bénh nhan can dung thudc tro tim, lactate trén khi mau dong
mach va si dung khang sinh sau phdu thugt:

Theo két qua nghién ctiu cia chung toi, co 4 trudong hop (5,9%) bénh
nhan ngay sau phiu thuat khdng can ding bat ci thudc trg tim nao, 34 truong
hop (50%) can ding 1 loai thudc tro tim, 25 truong hop (36,8%) can ding 2
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loai thudc tro tim va chi ¢6 3 truong hop can ding tir 3 loai thudce trg tim tro
|&n. Thudc tro tim sau phau thuat sta chira toan bo déi véi bénh nhan TPHPR
bao gdm hai loai chinh 1a cac thuéc van mach va cac thuéc dan mach. Hai loai
thudc dau tay duoc sir dung cho bénh nhan sau moé trong nghién ctu cua
ching t6i 1a Dopamine va Milrinone. Nhitng truong hop chi sir dung 1 hoac 2
thudc tro tim sau phau thuat chu yéu 1a 1 va/hoic 2 loai thudce ké trén.

Trong qué trinh hdi sic, con sé bénh nhan can dung thuéc tro tim c6
thay doi, véi 8 truong hop can ding 1 thude (11,8%), 19 truong hop can ding
2 thudc (27,9%), 24 truong hop can dung 3 loai thudc (35,3%), 12 truong hop
can dung 4 loai thudc (17,6%) va 1 trudng hop can dung 5 loai thudce tro tim.
Su khac nhau gitra ty & bénh nhan can ding thudc tro tim ngay sau phau thuat
Vvéi ty 18 bénh nhan can ding tro tim trong qué trinh hdi sc phan &nh anh
huong cha yéu do céc tac dung mudn va kéo dai caa phan (ng viém hé théng
sau phau thuat voi tuan hoan ngoai co thé, mot sé trudng hop do thuong ton
giai phau con ton tai chua duoc giai quyét triét dé. . .

Két qua xét nghiém khi mau dong mach trong nghién ciru caa ching toi
cho thiy c6 5 truong hop (7,6%) c6 chi sb lactate trong khi mau trén 5 don vi,
trong s6 d6 c6 3 bénh nhan tr vong sau phau thuat (p=0,048). Theo mot sd
nghién ctu, chi sb lactate trong khi mau dao dong & mtc d6 cao (4mmol/I-
6mmol/l) hoic ting 1én 0,75mmol/L/gio 1a mot trong cac yéu th tién luong
nguy co tir vong sau phau thuat tim & tré em [149],[150].Chi s6 lactate trong
khi mau cao phan anh tinh trang tudi mau mé va té chizc kém, chuyén hoa té
bao dién ra trong tinh trang thiéu dxy, phan &nh gian tiép tinh trang cung
lwgng tim thap, kha nang van chuyén 6xy téi té chizec kém. Trong trudng hop
thuong ton giai phau chinh yéu cua tim chua dugc giai quyét, chirc ning cta
co tim dugc bao vé khdng tét hoic tham chi bi ton thuong ning hon trudc mo,
cac phan ng phu cua tuan hoan ngoai co thé didn bién ram ro, thi mac du

lactate 12 yéu t6 phan anh kha trung thuc nguy co tién lugng tir vong nhung
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cling khong thé cai thién dugc néu cac nguyén nhan chinh yéu ké trén khdng

duoc khic phuc triét dé.

Theo két qua nghién cau caa ching toi cho thdy, ¢ 50 bénh nhan
(79,4%) sau phau thuat can dung tir 2 loai khang sinh trg Ién, trong d6 sb
luong bénh nhan can dung céc thudc khang sinh thé hé VI nhu Imipenem
hoac Colistin, hodc Vancomycin 1a kha phd bién. Qua nghién ctru so bo vé
thuc trang sir dung khang sinh sau phau thuat, ching t6i nhan thiy can c6 mot
nghién cau chuy@n biét vé van dé xu dung thudc khang sinh dy phong va dac
biét 1a khang sinh diéu tri sau phau thuat ddi véi cac tré em sau phau thuat tim
ho nham danh gia chinh xac chi dinh, hiéu qua diéu tri, nguy co khang khang
sinhva c6 thé dua ra khuyén cdo cu thé cho céac bac si 1am sang.
4.2.2.4. Thoi gian diéu tri

Thoi gian nam vién trung binh ciia mot bénh nhan TPHDR trong nghién
ctiu caa ching t6i 1a 44,9 + 25,5 ngay (t6i da 1a 120 ngay va téi thiéu la 7
ngay), thai gian bénh nhan nam héi st trung binh 12 11 + 15,9 ngay (tdi thiéu
1a 2 ngay, tdi da 1a 120 ngay), thoi gian thé may trung binh sau phau thuat 1a
4,3 + 6,1 ngay (toi thiéu 1a 4 gio, téi da 1a 33,3 ngay). Theo nghién ciu cua
Griselli va cong su, thoi gian thd may trung binh la 48 gio (dao dong tir 12
gio dén 360 gio), thoi gian nam hdi strc trung binh 13 3 ngay (dao dong tir 1
dén 56 ngay), va thoi gian nam vién trung binh cua mot bénh nhén 1a 10 ngay
(dao dong tir 6 dén 56 ngay) [30]. Két qua nghién ctu caa nhém bénh vién
Melborne, Australia do Sozyn va coéng su cho thay thoi gian nim hoi stc
trung binh 14 5 + 4 ngay (dao dong tir 1dén 17 ngay), thoi gian nam vién trung
binh sau phau thuat 14 18 + 15 ngay (dao dong tir 2 dén 85 ngay) [139]. Thoi
gian nam vién, thoi gian nam hoi stc va thoi gian thd may trong nghién cau
ctia chung t6i cao hon cac nghién ciu khéc do nhiéu nguyén nhan phéi hop.

Chuing t6i tinh ca thoi gian bénh nhan nim vién trudc mo cho téi khi bénh
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nhan ra vién, trong d6 thoi gian diéu tri va hdi stc trudc mo cua bénh nhan
trong nghién cau cia ching toi kha dai, co truong hop tdi da toi 1 thang trudc
khi tinh trang bénh nhan én dinh cho phép tién hanh phau thuat sira chira toan
bo. Tinh trang nhidm khuan bénh vién, qué trinh tich lily kinh nghiém cua
nhoém 1am viéc, bénh nhan c6 thuwong ton giai phau nang né, dén vién trong
tinh trang ton thuong phdi kéo dai 1a mot sb yéu té gop phan l1am cho thoi
gian bénh nhan nam hdi stc va thoi gian bénh nhan nam vién kéo dai hon so
véi cac nghién ciru ctia nudc ngoai.

4.2.3. Két qud theo ddi lau dai sau phdu thudt:

4.2.3.1. Ty Ié song sot khi theo ddi lau dai sau phau thugt:

Trong tong s6 57 bénh séng s6t va ra vién sau phau thuat, c6 2 bénh
nhan tr vong trong qua trinh theo di (3,5%). Tai thoi diém cudi cua nghién
ctru cd 85% trudng hop (47 bénh nhan) tiép tuc theo dai va kham dinh ky, 8
bénh nhan khong hoan thanh theo dai (chi kham lai 1 hoic 2 lan hodc khdng
lién lac duoc). Thoi gian theo déi trung binh cua cdc bénh nhan trong nhdm
nghién ctu 1a 21,6 + 13,4 thang, trong d6 thoi gian theo ddi dai nhat la 46
thang, thoi gian theo ddi ngan nhat 1a 12 thang.

Thai gian theo di bénh nhan sau mé trong nghién ctu caa ching toi con
ngan so vai cac nghién cau Khac trén thé gigi, vai thoi gian theo ddi thuong
tr 10 nam tro 1€n, tham chi c6 bao cao cé thoi gian theo doi bénh nhéan Ién tai
29 nam [2],[20],[61],[98]. Mic di vay nhung ty I& tir vong muodn di véi bénh
nhan TPHDR sau phau thuat stra chita toan bo thuong on dinh va it thay doi
sau 1-2 nam dau sau phau thuat, trai nguoc véi ty 1é bénh nhan can mo lai
tang dan theo thoi gian. Két qua theo ddi lau dai caa cac nghién ctu trén thé gidi
sau phau thuat stra chita bénh Iy TPHDR dao dong ¢ ty Ié séng sot dao dong tir
56% cho tai 95,7% [61],[62],[99],[143]. Véi tong sé 11 trudng hop tir vong sém

va 2 truong hop tir vong mudn, ty 1& bénh nhan song sot sau phau thuat sira chira
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toan bo bénh TPHDR trong thoi gian nghién cau tir thang 01 ndm 2010 dén

thang 12 nam 2012 1 81%, tuong duong voi mot s6 nghién ctu khac.

Nguyén nhan cua 2 truong hop tir vong muon trong nghién ctiu cua
chiing tdi c6 1& khong lién quan téi phau thuat, mac du ching tdi khong cé két
qua kham nghiém khi bénh nhan tir vong tai gia dinh. Truong hop tht nhat 13
tré gai sinh non, can ning thap (2,4kg), duoc chan doan TPHDR thé TLT va
duoc phau thuat sira toan bo luc 2 thang tudi. Tré duoc xuét vién sau phau
thuat 2 tuan véi két qua siéu am tim 6n dinh, khong c6 TLT ton luwu, khong
hep dudng ra cac tam that. Sau phau thuat 2 thang, tré xuat hién ho, sét, kho
tha, suy hd hap cap va tir vong. Trudng hop con lai 1 tré trai sau phiu thuat
stra toan bo TPHPR thé chuyén gbc, sau mo tinh trang caa tré 6n dinh, tré
duoc ra vién 3 tuan sau phau thuat. Sau mo tré tang can va phat trién binh
thuong, két qua sidu am dn dinh, khdng can dung thudc trg tim. Tré tir vong

vao thang thir 14 sau mo, khéng ré nguyén nhan tir vong.

Nguyén nhan tir vong muén di véi cac bénh nhan sau phau thuat sira toan
bo TPHDR 1a rat da dang, nhung tap trung chu yéu vao 3 nguyén nhan chinh bao
gom dot tir, suy tim va nhiém tring ho hap [19],[20],[21],[118],[143]. Theo
nghién ctru vé dot tir sau phau thuat sira chira toan bo cia Shen va cong su tai
bénh vién Mayo Clinic, cac yéu té nguy co co lién quan truc tiép toi dot tir
sau phau thuat bao géom: bénh nhan 16n tudi, loan nhip that trong va sau mé va
ton thuong bé His gy bldc nhi-that cap 111 sau phau thuat [126]. C6 thé thay
phan 16n nguyén nhan cua dot tir sau phau thuat tim he ¢ tré em ¢6 lién quan
dén céc van dé cua rdi loan nhip tim sau phau thuat. Nghién ctu cua Kreutzer
va cong su, cua Dearani va cong suvé két qua 1au dai dbi vai bénh nhan sau
phau thuat Rastelli cho thay ty Ié tir vong sau mo khé cao (lan luot 1a 52% va
59%, chua tinh ty & tir vong sém sau phau thuat), véi nguy@n nhén chinh 1a

dot tir chir yéu c6 lién quan tai loan nhip tim[94],[151].Nguyén nhan cua loan
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nhip tim sau md chi yéu c6 lién quan dén cac dudng rach trén tam that va tam
nhi, dic biét & cac bénh nhan c6 thuong ton giai phau phuc tap. Bong thoi
loan nhip tim sau mé con c6 lién quan chat ché véi tinh trang thuong ton giai
phau con ton tai sau mo nhu hep duong ra cac tm that, hé van nhi that va van
t6 chim. Cac thuong ton con ton tai nay gay tinh trang phi dai co tim, gian
budng tim 1am anh huéng t6i duong dan truyén, phéi hop véi cac tén thuong
ctua duong dan truyén trong qué trinh phau thuat, gay nén tinh trang loan nhip
tim sau md véi cac mac do biéu hién 1am sang khac nhau. Phan 16n cac bénh
nhan sau phau thuat it dugc quan tm theo ddi vé cac bién doi cua dién tim va
duoc theo ddi diéu tri cac loan nhip tim sau phau thuat, chinh diéu nay gop
phan quan trong 1am cho ty 1¢ dot tir va tir vong sau phau thuat tiang 1én theo
thoi gian.

4.2.3.2. Ty 16 m6 lai va can thiép lai sau phau thugt:

C6 6 bénh nhan phai mé lai hoic can thiép lai véi tong sé 8 1an mo lai
va’hoic can thiép (14%) trong thoi gian 4 nam theo ddi. Trong sé d6 ¢ 3 1an
bénh nhan can mé lai dat may tao nhip tim vinh vién do réi loan nhip sau
phau thuat (1 truong hop blc nhi that do 111 ngay sau mo, 2 truong hop dit
may tao nhip sau mé 18 thang va 24 thang do suy ndt xoang). Trudng hop
phai md lai va can thiép lai nhiéu nhat 12 3 1an (1an 1 1am shunt hd tro cho that
phai, lan 2 can thiép bit shunt bang coil, lan 3 dat may tao nhip 2 budng) trén
mot bénh nhan TPHDR thé chuyén gc dong mach co that phai thiéu san mic

d6 trung binh (Z-score = -3).

Theo két qua cua cac nguyén ctu trén thé gioi, ty 16 bénh nhan sdng sot
sau phau thuat stra toan bo caa bénh Iy TPHPR can mo lai 1a kha cao so voi
cac bénh ly tim bam sinh khéc, véi rat nhiéu nguyén nhan khéc nhau. Ly do
cua van dé nay 1a vi thuong ton giai phau cta bénh 1y TPHDR rét da dang va

phtrc tap, bao géom nhiéu thé bénh chtr khong dong nhat nhu mot sé bénh tim
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bam sinh khac. Ngoai ra ciing c6 rat nhiéu phuong phap phau thuat duoc ap
dung cho tung thé bénh riéng biét, ddng thoi 1 thé bénh ciing c6 nhidu ky
thuat stra chira toan bo khac nhau, tly thudc vao thuwong tén giai phau chinh
va cac thuong ton khéc trong tim phdi hop, tiy thudc ting trudng hop bénh
nhan cu thé [20],[61],[98],[109]. Nhitng nguyén nhan md lai chinh bao gém:
hep duong ra that tréi, hep duong ra that phai, TLT ton luu, hep eo PMC ton
lru, thay cac van nhi that va van té chim do h¢ van, dat may tao nhip do réi
loan nhip tim khong dap tng diéu tri noi khoa. . . Ty 1& bénh nhan séng khong
can can thiép hodc mé lai trong qua trinh theo ddi 1au dai sau phau thuat cua
cac nghién ctu trén thé gigi va nghién ciu cia chung t6i dugc trinh bay trong
bang dudi day [118],[143],[139].

Bdng 4.3: Ty Ié bénh nhan khdng can can thigp-ma lai theo mgt sé nghién cru

Tac gia Ty |8 khong can thiép-ma lai (%) Cl (%)
Vogt 51 33-69
Soszyn 75,3 57,7-86,3
Kleinert 65 50,2-79,8
Aoki 74 59-89
Bradley 63 48,8-77,2
Serraf 65 55-71
Wetter 83 75-91
Chdng t6i 86 77-95

4.2.3.3 Két qua kham lai sau phdu thugt:

Can nang cua cac bénh nhan sau mo tang trung binh 1 6,02 + 2,3 kg,
trong d6 bénh nhan tang nhiéu nhét 1a 12kg va bénh nhan tang it nhat la 1,7kg.
Mtrc d6 suy tim sau phau thuat so véi trudc phau thuat cling dugc cai thién rd

nét, vai chi 1 bénh nhan sau mo ¢6 suy tim mic d6 Ross 111, 5 trudng hop c6
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suy tim mic do Ross II va 41 trudong hop khdng c6 biéu hién suy tim trén 1am
sang. Ké&t qua kiém tra siéu am trong theo dai 1au dai sau phau thuat cho thay
c¢6 1 truong hop cd két qua siéu am cho thay chénh 4p qua duong ra thét tréi
ting & mirc d6 trung binh (t6i da 64mmHg), 1 truong hop khac c6 chénh ap
qua duong ra that phai ting muc do trung binh (t6i da 45mmHg). Ca hai
truong hop ndy c6 nhiéu kha ning can duoc phiu thuat mé rong duong ra
cac tam that trong thoi gian theo dbi tiép theo. Két qua kiém tra siéu am sau
md ciing cho thay chi 1 treong hop ¢d hd van DPMC mirc d6 trung binh sau
phau thuat chuyén géc, khong c6 bénh nhan nao cé ho van hai 14 tir mic do
trung binh tro 18n (trong nghién ctu c6 3 trudng hop c6 sta van 2 14 phéi
hop). C6 8 truong hop sau phau thuat co thuong ton hé phdi tu do tiép tuc
duoc ching toi theo di lién tuc sau phau thuat. Vé lau dai thi nhiing bénh
nhan c6 ho phoi tu do sau md cd nguy co can can thiép lai hoac mo lai dé
thay van DMP, chinh vi vay van dé theo ddi sau phau thuat 1a dac biét quan
trong. Mac du can tiép tuc theo ddi 1au dai hon nita nham danh gia chinh xac
két qua sau phau thuat, nhung két qua ban dau caa nghién cau caa ching toi
la kha quan, gop phan ctiu séng va mang lai cuoc séng gan véi binh thuong
cho bénh nhan TPHDR.
4.2.3.4. CAC yéu té nguy co tién lirong tir vong va tién lwong mé lai:

CAac yéu té nguy co tién lrong tir vong

Cac bién cd kha nang anh hudng téi ty 1é tir vong sau phau thuat duoc
sang loc theo phuong phap phan tich don bién, tit ca nhiing yéu t6 c6 kha
nang anh huéng tai ty 18 tir vong hoic ty 16 mé lai (p < 0,2) déu duoc thu thap
va dua vao xir Iy theo phan tich da bién héi quy tuyén tinh. Bién duoc ching
t6i xac dinh 12 yéu to nguy co tién luong khi phan tich da bién hoi quy tuyén
tinh c6 két qua véi p < 0,05. Theo két qua phan tich don bién, cac yéu t6 bao

gom tudi bénh nhan, thé bénh, bénh nhan can the may trudc md, thoi gian cap
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DMC, thoi gian chay may tim phdi nhan tao, bénh nhan c6 dj tat bam sinh
ngoai tim phdi hop, ¢ tinh trang loan nhip truéc Mo, ¢d tinh trang loan nhip
sau mé la nhitng yéu t6 c6 kha ning anh hudng téi nguy co tir vong. Ap dung
phuong trinh hdi quy da bién tuyén tinh bac thang cho thiy c62 yéu té: bénh
nhan phai thd may kéo dai sau phau thuat va tinh trang loan nhip sau mé 1a
hai yéu t6 c6 lién quan chit ché téi nguy co tién luong tir vong ddi vai bénh
nhan TPHDR trong nghién ctu cua ching tdi (véi p lan luot 1a 0,004 va
0,009). Mot yéu té khac ciing c6 twong quan kha chat ddi voi tién lwong nguy
co tir vong la thoi gian chay may tim phoi nhén tao kéo dai (p=0,09).

Bénh nhan can thd may kéo dai sau phau thuatphan anh mét s6 1y do nhu
sau: thuong ton giai phau con sot, suy tim sau phau thuat, loan nhip sau phau
thuat, nhiém khuan bénh vién, ton thuong duong thé nhu xuat huyét phoi, liét
co hoanh, mém sun thanh quan, hep khi quan. . . Khi bénh nhan phai tho may
kéo dai sau phau thuat, nguy co nhiém khuan bénh vién va thuong ton duong
thd nang 1én hinh thanh vong xoan bénh 1y lam ting thém nguy co tir vong
sau phau thuat[152],[153]. Trong nghién cau cua ching tdi, ¢ 6 trudng hop
tir vong som do nhiém khuan bénh vién sau phau thuat hozc c6 lién quan toi
nhiém khuan bénh vién (cdy mau va cdy noi khi quan duong tinh). Phan 16n
cac bénh nhan khi phai thd may dai hon 10 ngay déu phai doi khang sinh do
bach cau trung tinh va CRP ting. Trong diéu kién cia mot nudc dang phat
trién va tai bénh vién tap trung mét sé lugng Ién bénh nhan nang tir cac bénh
vién khac chuyén dén nhu Bénh vién Nhi Trung Uong, giai quyét tét van dé
nhidm khuan bénh vién s& gop phan dang ké cai thién két qua sdng con sau
phau thuat. Nham rdt ngan thoi gian thé may sau phau thuat, ching t6i cho
rang can phdi hop nhiéu bién phap véi nhau méi c6 kha ning cai thién van dé
nay. Bénh nhan sau phau thuat can dugc kiém tra danh gia lai giai phiu va
chtrc nang tim sém, khi 6n dinh can khan truong cai thé may va rit noi khi

quan cang sém cang tét. Tinh trang suy hé hap sau cai thd may can duoc loai
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trir cac nguyén nhan co hoc nhu liét than kinh hoanh, hep duong thd bam sinh,
thuong ton trong tim con s6t, mém syn thanh quan bam sinh. . . Céc bién phap
khic phuc nhitng nguyén nhan trén can duoc nhanh chéng tién hanh nhu gap
nép co hoanh, md lai tao hinh khi phé quan, thé CPAP hodc mé lai giai quyét
thuong ton trong tim sém. Cung véi sy tién bo caa hdi stc sau phau thuat,giai
quyét som va triét dé cac nguyén nhan ké trén s& gop phan lam giam thoi gian
thd may sau mo, cai thién ty 1¢ tir vong do nhiém tring bénh vién gay nén.
Loan nhip sau phau thuat 1a mot trong cac yéu té nguy co tir vong
thuong gap trong cac nghién cau vé két qua diéu tri phau thuat, ké ca phau
thuat sira chira toan bo hai that hay phau thuat Fontan, dong thoi 1am tang thoi
gian bénh nhan nam tai hdi sac sau md[154],[155]. Céc yéu t lién quan toi
loan nhip chi yéu bao gom: thoi gian chay may tim phoi nhan tao kéo dai, st
dung thudc van mach liéu cao, men CK-MB sau mé tang cao. . . Thuong ton
thuong gap nhat sau phau thuat stra chira toan bo trong nghién ciu caa ching
t6i 1a con nhip nhanh bo ndi (7/11 truong hop - JET), tiép theo d6 1a thuong
tén ngoai tdm thu that, con nhip nhanh trén that va con nhip nhanh that. Loan
nhip sau phau thuat, dic biét 1a JET rat dé bo s6t chan doan, dan téi tinh trang
huyét dong khdng 6n dinh, 1am phac tap va kho khin thém cho qua trinh hoi
stc sau phau thuat. Nguyén nhan cua tinh trang loan nhip sau phau thuat chi
yéu co lién quan toi ky thuat cat co trong tang that, thuong ton dung dap co
tim trong qué trinh phau thuat, va cé thé lién quan toi cac rdi loan dién giai
sau phau thuat. Chang tdi thay rang van dé phat hién sém dau hiéu loan nhip,
chan doan chinh xac loai loan nhip, va sir dung cac phuong phap va thudc
diéu tri loan nhip thich hop la nhiing yéu té dic biét quan trong gop phan cai
thién két qua diéu trj loan nhip tim sau phau thuat.Mot van dé can duogc luu ¥
dic biét d6 1a st dung nhiéu loai thudc van mach véi liéu cao 1a mot trong cac
yéu to nguy co gdy loan nhip sau phau thuat. Theo nghién ciru cia Andreasen
va cong sy, loan nhip JET chiém ty Ié khoang 10% bénh nhi sau phau thuat
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tim ho, kém theo ting nguy co tir vong va ting thoi gian bénh nhan phai nam
hoi sicc gap 3 1an so voi nhdém chiing. Hai yéu té nguy co bao gdm chi sb
thudc van mach cao va ton thuong té bao co tim nang (v6i biéu hién cua men
CK-MB ting cao va thdi gian chay may kéo dai) cé lién quan truc tiép t6i
loan nhip JET sau phau thuat [154].

Thoi gian chay may tim phdi nhan tao kéo dai trong nghién ctu cua
chdng t6i ¢ lién quan kha chat véi tién lugng nguy co tr vong, mac du khong
dat toi gioi han c6 ¥ nghia thong ké. Mot sé cac yéu té cd kha niang anh
huong 1am tang thoi gian chay may tim phoi nhan tao bao gom: thuong ton
giai phau phuc tap, suy tim sau phau thuat can hd tro tuan hoan ngoai co thé,
kinh nghiém ctia nhom phau thuat, phuong phap phau thuat . . . Trong nghién
ctru caa ching t6i, nhém bénh nhan TPHDR thé chuyén gbc ¢ thoi gian chay
may tim phoi nhan tao va thoi gian cap PMC kéo dai nhat. Trong thoi ky dau
khi tién hanh phau thuat cho cac bénh nhan chuyén gbc dong mach hoac
Taussig-Bing, chung toi thuong chay may hd tro cho tim kéo dai tir 1 gio dén
2 giosau khi tién hanh phau thuat sira chita toan bo, cho téi khi xét nghiém
lactate trong khi méu tré vé gan véi gidi han binh thuong thi méi tién hanh
cai may tim phéi nhan tao. Sau qua trinh hoc héi va tich lity kinh nghiém,
hién nay thoi gian hd tro cho tim sau khi cap PMC dbi véi phau thuat chuyén
gdc dong mach cua ching tdi chi dao dong tir 30 phut dén 45 phit. Mot s6 cac
tac gia trén thé gioi ciing kéo dai thoi gian chay may tim phdi nhan tao sau
phau thuat nham hd trg cho chirc nang tim, ddng thoi tién hanh siéu loc nham
rdt b6t dich pha loang trong co thé, giam thiéu tinh trang hoa lodng méu, loai
bo mot phan cac yéu té dap ung viém hé thdng trong qua trinh chay may,
nang cao kha nang van chuyén 6 xy t&i té chac [30],[109].

Két qua diéu tri bénh 1y TPHDR tir cac nghién ciu trén thé gisi cho thay
c6 mot s yéu té nguy co tién luong tir vong nhu: TLT phan co nhiéu 13, hep
eo PMC hoic gian doan quai chi, bat thuong cua van hai 14, TPHPR phdi
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hop Vé6i théng san nhi that toan bo, TPHDR thé TLT biét l4p, tudi phau thuat
mudn, loan nhip that trong va sau mo, bléc nhi that, giai phdu cua BPMV
[20],[21],[61],[98],[126].Theo nghién ciru cua bénh vién tré em Toroto trén
393 trudng hop, bénh Iy TPHDR c6 thuong ton thiéu san cac cau trdc tim trai
hoac phéi hop véi cac bat thudng cia van nhi that c6 lién quan mat thiét téi ty
¢ t¢ vong. Nghién cau cua Kleinert va cong su tai bénh vién tré em
Melbourne ciing cho thay ty I& tir vong sém c6 lién quan téi ton thuong hep
eo hoic thiéu san quai PMC, va thuong ton TLT phan co nhiéu 15 cd lién
quan toi tr vong muon sau phau thuat [143]. Tai bénh vién Marie-
Lannelongue, két qua nghién ciru trén 184 truong hop phau thuat sta hai that
cua Serraf va cong su ciing cho thay bat thuong van hai 14 1a yéu té doc lap
tién lugng nguy co tir vong sau phau thuat[98]. Két qua nghién ciu cua ching
t6i cho thay c6 4 truong hop TPHBR c6 phdi hop véi bat thuong cua van hai
14 (3 trudng hop ha van, 1 hep van hinh du), 9 bénh nhan c6 thuong ton hep
eo DMC, 5 truong hop ¢6 TLT phan co phdi hop. Phan tich da bién hdi quy
tuyén tinh cho thay khong c6 yéu to nao trong cac thuwong ton ké trén anh
huong téi ty 1é tir vong sém sau phau thuat ciing nhu ty & tir vong trong thoi
gian theo ddiddi vai nghién ctu caa ching téi. Mic du phan tich don bién goi
y thuong ton van hai 14 c6 kha nang lién quan téi ty Ié tir vong (p=0,162),
nhung trén két qua phan tich da bién hoi quy tuyén tinh thi yéu té thuong ton
cua van hai la khdng c6 anh huang gi téi ty 1¢ tir vong sau phau thuat. CO 18
nghién ciru ciia chiing t6i chua du 16n nén két qua ban dau chi mang tinh chat
tham khao, can c6 mot nghién ctiu véi sé lugng bénh nhan 16n hon, thoi gian
theo ddi dai hon nham danh gia chinh xac cac yéu té ¢6 kha nang anh huong
thue sy toi két qua séng con sau phau thuat.

Trong nghién ctu cia chiing toi c6 1 treong hop bénh nhan TPHPR thé
TLT biét lap dugc phau thuat stra toan bo va bénh nhan tir vong sém sau phau

thuat, nguyén nhan tir vong c6 lién quan t6i thuong ton hep duong ra that tréi
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sau phau thuat. Chidng toi thay rang viéc &p dung phau thuat sta chita hai that
d6i voi bénh nhan TPHPR thé TLT biét 1ap cd vj tri 16 thdng nam hoan toan ¢
phan budng nhan 4 rat kho khan va phtc tap, nguy co tir vong sau mo cao.
Nguy co hep dudng ra cac tdm that sau phau thuat ddi véi nhém bénh nhan
nay |a rat cao, bat ké phuong phap phiu thuat nao duoc &p dung, dong thoi
chua tinh dén kha ning bénh nhan phai mé lai trong tuong lai 1a hién hiru.
Mot vai nghién ciru gan day c¢6 vii cho phau thuat sta chita hai that ap dung
cho bénh nhan TPHDR thé TLT biét Iap, tuy nhién mai chi Ia két qua bude
dau, tham chi cac bénh nhan trong cac nghién ctu trén nam trong tranh cai
giita hai phan nhém TPHPR thé TLT biét lap va TPHPR vé6i TLT dudi van
PMP c6 lan vé phia buéng nhan[34],[88]. Mot s6 nghién ctu cé thoi gian
theo doi sau phau thuat 1au dai cho thay ty I¢ bénh nhan TPHPR c6 thuong
ton giai phau phac tap khi tién hanh phau thuat sta chira hai that c6 ty 18 tir
vong sau mo cao, ty & phau thuat lai cao, nhiéu bién chung do cac nguyén
nhan khac nhau, chu yéu 1a do k§y thuat stra chita toan bo phuc tap. Trong cac
nghién cau ndy, nhém bénh nhan co6 thuong t6n giai phau phac tap duoc tién
hanh phau thuat sinh Iy mot that c6 ty 1é séng sot cao hon, cac bién chung it
hon, tan suat mo lai thap hon rd rét khi so sanh véi nhém bénh nhan dugc
phau thuat sira chira hai that[21],[61],[143]. Mic du nhiing bénh nhan sau
phau thuat sira chira hai that s& c6 kha ning thich nghi va hoat dong gan véi
binh thuong trong twong lai, nhung d6i véi nhing truong hop c6 thuong ton
trong tim phac tap nhu TPHPR thé TLT biét lap, ching t6i thay rang phau
thuat Fontan c6 vai trd rat quan trong trong cac giai phap duoc chon lya diéu
tri cho bénh nhan.

CAac yéu to tién heong nguy co mé lgi

Dua trén két qua phan tich don bién, c6 2 yéu tb co y nghia anh husng

t6i tién lugng nguy co mo lai bao gom: thé bénh va bénh nhan can ma rong 16
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TLT trong md. Phan tich hdi quy da bién cho thiy chi c6 yéu té 1a ma rong 16
TLT la c6 lién quan chit ché téi yéu td nguy co tién luong mo lai (véi p = 0,011).

Bénh nhan TPHPR dugc ching toi tién hanh mé rong 16 TLT trong
nhitng truong hop nghi ngd c6 hep PRTT hoic ¢6 nguy co hep sau phau thuat.
Nghién cau caa Serraf va cong su cho thay hep dudi van PMC 1a nguyén
nhan mo lai hang dau trong theo d&i lau dai sau phau thuat, tiép theo do 1a
TLT tdn lvu[98]. Ciing theo nghién ciru ndy, nhitng bénh nhan duoc tién hanh
ma& rong 16 TLT trong mé va/hoac cat bo vach nén c¢6 xu hudng phai mo lai
do hep dudi van PMC hoac TLT ton luu (p=0,01). Mot sé nghién ciu khac
nhu nghién ctru cua Aoki va cong su, cua Kleinert va cong su, caa Wilkinson
va cong su, cho thay c6 mot sé6 luong I6n bénh nhan can can thiép lai sau
phau thuat co lién quan toi thuong ton tac nghén trén dudng ra tam that trai va
tam that phai [2],[20],[143]. Tuy vay trong nhdm bénh nhan can phai phau
thuat lai cua nghién cau ching t6i, c6 2 trudng hop mo lai do BRTT (trong
tong s6 9 trudng hop), 3 trudng hop mé lai do loan nhip sau mé, 1 truong hop
md lai do 15 théng ton lwu that trai — nhi phai, 1 trudng hop TLT ton luu, 1
truong hop 1am cau ndi trung tam va 1 truong hop can thiép bit cau ndi bang
coil. Két qua nghién ctru ban dau cua ching tdi phd hop véi cac nghién ctu
trudc day, cho thay bénh nhan sau phau thuat sira toan bo TPHDR c¢6 ty 18 can
can thiép va mé lai kha cao. Mot van dé ton tai 16n sau phau thuat sta toan bo
bénh Iy TPHPR ciing nhu cac bénh 1y tim bam sinh phirc tap khac d6 chinh 1a
loan nhip sau phau thuat. Theo két qua nghién ciru ngan han cua ching toi, co
3 trudng hop can phai mé lai dat may tao nhip tim, mac du sau mé khéng cé
tinh trang blc nhi that hoan toan, véi nguyén nhan chi yéu l1a loan nhip do
suy nGt xoang va cé4c loan nhip do bléc hai nhanhcua dudng dan truyén. Dua

trén két qua nghién ctu nay, ching toi c6 dinh hudng theo ddi sat tinh trang
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bénh nhan sau phau thuat nham c6 ké hoach diéu tri sém va triét dé ddi véi
nhiing trudng hop c6 nguy co can can thiép va mo lai.

Trong nhitng nghién ctu trude day vé phau thuat sira toan bo TPHDR,
mot sd yéu td nguy co c6 lién quan truc tiép téi kha nang bénh nhan phai tién
hanh phau thuat lai di duoc dé cap dén nhu: TPHDR thé TLT biét 1ap, can ning
I6n khi phau thuat sira toan bo, thoi gian cip PMC dai, twong quan giita hai dai
dong mach, hep duéi van PMC, ton thuong quai PMC [19],[20],[30],[139].
Nghién ciu cua Alsoufi va cong su bénh vién tré em Toronto d6i véi nhiing
bénh nhan sau mo sira toan b TPHDR thé chuyén gdc cho thay hai yéu té
nguy co anh hudng toi kha nang bénh nhan phai mé lai 1a nhiing bénh nhan
phai phau thuat tam thoi truéc md va can ning 16n khi phau thuat sira chira
toan bo [19]. Tuy vay mot nghién ctiu khéc cua Griselli va cong su cho thay
phau thuat hai thi hay mét thi khéng anh huong toi nguy co mo lai, tréi lai thi
yéu to hai dong mach nam song song, hep dudi van PMC va bat thuong quai
PMC lam ting nguy co mo lai va can thiép lai ddi voi bénh nhan sau phiu
thuat sira toan bo TPHDR thé chuyén gbc [30]. Mét sé yéu td khac duoc cac
tac gia nhu Serraf va cong sy, Soszyn va cong su, Aoki va cong su dé cap, co
lién quan t&i nguy co mo lai bao gom bénh nhan phai tién hanh mo rong 16
TLT hoac cat b vach nén, thoi gian cap DPMC dai, TPHDR thé TLT biét lap
[20],[98],[139]. C4c yéu té trén 1am ting nguy co md lai vi nhiéu nguyén
nhan, trong d6 co6 thé bao gdom tinh chat phuc tap cua thuong ton, do kho cua
phau thuat xtr tri ton thuong, muc do giai quyét triét dé cac thuong ton trong
va ngoai tim phdi hop. . . Viéc xac dinh chinh xac ton thuong, muc do ton
thuong, cac thuong ton phéi hop, lua chon phuong phap phau thuat hop 1y, dé
ra chi tiét ké hoach phau thuat, theo ddi va phat hién sém céc bién doi giai
phau sau phau thuat sira chita toan bo s& gop phan giam thiéu nguy co mo lai
d6i voi bénh nhan TPHPR. Mit khac, d6i véi nhiing bénh nhan ¢ thuong ton
trong tim dic biét phic tap nhu TPHDR thé TLT biét 1ap hoic TPHPR phoi
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hop véi thong san nhi that toan bd, can can nhic chi dinh giita phau thuat sta
chira hai that va mot that, dic biét khi bénh nhan c6 nguy co phai tién hanh
mé lai nhiéu lan trong tuong lai. Thoi gian cap PMC, thoi gian chay may tim
phdi nhan tao trong chung t6i dai hon so vai két qua caa céc tac gia khac trén
thé gisi, dac biét 1a & nhom bénh nhan thé chuyén gdc dong mach, tuy vay
khong anh huong toi ca ty 18 tir vong ciing nhu ty 1& bénh nhan phai mé lai
[19],[28],[29],[30]. Mic du can thoi gian theo dbi dai hon dé c6 thé danh gia
chinh xac cac yéu t6 nguy co, nhung ching toi thay rang dam bao sua chira
ti da cac ton thuong, tao hinh lai duong ra cac tdm that va cac dai dong mach
nham giup cho dong mau luu chuyén trong tim & mutc d6 sinh 1y nhat va it
tiéu hao niang lwong nhat co thé, can duoc can nhic trude khi ¢b gang giam

thiéu thoi gian thiéu mau co tim va thoi gian tuan hoan ngoai co thé.
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KET LUAN

Qua nghién ctu theo ddi 68 bénh nhan TPHPR duoc phau thuat sira toan bo
tai Bénh vién Nhi trung wong tir thang 1 ndm 2010 dén thang 12 ndm 2012 v4i thoi
gian theo ddi trung binh 12 14,6 thang, ching t6i xin dura ra nhiing két luan sau:

1. Pdc diém 1am sang theo thé tén thwong gidi phdu cia bénh ly thét phai
hai dwong ra

Bénh 1y TPHPR 1a bénh tim bam sinh phtc tap véi biéu hién 1am sang
da dang va nhiéu bién doi. Ty & cac thé bénh trong nhdm bénh nhan nghién
ctru cua chdng toi gom: 20 bénh nhan thé Fallot (29,4%), 24 bénh nhan thé
chuyén géc (35,3%), 23 bénh nhan thé TLT (33,8%) va 1 bénh nhan thé TLT
biét 1ap (1,5). Cac bénh nhan nhap vién vai triéu ching chinh la kho thé va
tim, véi ty 18 bénh nhan suy tim tir o 111 tré 1én chiém ty 18 66,2%, chi yéu
nam trong nhém bénh nhan TPHBR thé chuyén gbc va thé TLT, cac bénh
nhan thé Fallot xuat hién véi biéu hién 1am sang chinh Ia tim. Trong nhém
nghién cau, vi tri giai phau cua 16 TLT twong ¢ng lan luot 1a: 37 bénh nhan c6
16 TLT nam dudi van DMC (54,4%), 24 bénh nhan ¢6 16 TLT nam dudi van
PMP (35,3%), 6 bénh nhan c6 16 TLT duéi hai van dong mach (8,8%) va 1
bénh nhan c6 TLT biét 1ap vai cac van té chim. Ty 18 bénh nhan ¢4 16 TLT
han ché trong siéu am trudc mo 1a 4 bénh nhan (5,9%), trong khi d6 ¢6 9 bénh
nhan can ma rong 16 TLT trong mo (13,2%). Thuong ton trong tim phéi hop
nhu hep eo PMC (13,2%), hd van hai 14 >2/4, TLT phan co (7,4%), bat
thuong giai phiu PMV (32,4%) ciing nhu cac thuong ton ngoai tim nhu khe
ho vom, di tat hau mon tryc trang, hoi ching Di Geoge lam cho tinh chat
phtrc tap ctia bénh nang hon, doi hoi nhiéu nd luc phdi hop cua cac chuyén

khoa sau mai c6 thé ciru dugc bénh nhan.
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2. Ddnh gid két qua sém cia phdu thugt siza toan bé diéu tri TPHDR

Két qua phau thuat sira toan bo ctia bénh Iy TPHDR 1a kha quan, tuy vay
can rat can nhic chi dinh phau thuat sta hai that déi véi thé TLT biét Iap.
Thoi gian phau thuat, thoi gian thiéu mau co tim va thoi gian chay tuan hoan
ngoai co thé ciia nhdm bénh nhan thé chuyén goc dai hon c¢6 ¥ nghia so voi
cac thé TPHPR khac (véi p déu < 0,0001). C6 5 k¥ thuat chinh da duoc
chlng toi 4p dung trong phau thuat sta toan bo cho bénh Iy TPHDR dua trén
nghién cau nay véi ty 18 bénh nhan song sét sau phau thuat stra toan bo trong
thoi gian theo d6i trung binh 21,6 + 13,4 thang la 81% (11 bénh nhan tir vong
tai bénh vién va 2 bénh nhan ti vong muon). C6 6 bénh nhan can can thiép
hoac mo lai trong thoi gian theo dai véi tong sé 1an can thiép va mo lai 12 9
lan (16,4%). C6 6 (8,8%) trong tong sé 9 truong hop hep eo PMC phdi hop
Vv6i thuong ton trong tim duoc sta chira trong cing 1 thi mo, 9 trudong hop
(13,2%) can ma rong 16 TLT trong md. Theo d&i lau dai sau phau thuat duoc
hoan thién vai 49 trong tong s6 55 trudng hop séng s6t sau phau thuat
(89,1%), vai két qua cai thién rd rét vé mic do suy tim trén 1am sang (duy
nhat 1/47 bénh nhéan suy tim d6 1), phat trién thé chat(can ning trung binh
tang 6kg so voi trudc phau thuat).Hai yéu té nguy co tién luong tir vong doi
véi bénh nhan phau thuat stra toan bo TPHDR trong nghién ciu cua ching toi
lan Tuot 1a: bénh nhan phai thd may kéo dai sau phau thuat (p=0,004) va tinh
trang loan nhip sau mé(p = 0,009). Phan tich héi quy da bién cho thay yéu té
bénh nhan can mé rong 16 TLT ¢ lién quan chat ché téi yéu té nguy co tién

lwong mo lai (voi p = 0,011).
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KIEN NGHI
Trén co s& két qua nghién ctu, ching téi c6 mét sb kién nghi sau:

- Bénh Iy TPHPR can duoc phét hién va chan doan xac dinh sém, phau
thuat stra chita toan bo déi véi nhiing trudng hop co thuong ton giai phau
trong tim thich hop nén duoc tién hanh sém nhat khi diéu kién cho phép. Déi
véi nhitng truong hop TPHPR thé TLT va thé chuyén géc thi phau thuat sia
toan bo cd thé tién hanh an toan trong thoi ky so sinh hodc nhil nhi, tranh can
thiép mudn lam ting nguy co bién ching caa bénh phdi tac nghén va suy tim
sung huyét. Phau thuat sira toan bo dbi véi thé Fallot nén dugc tién hanh sém,
tranh cac bién chting cua tinh trang thiéu 6 xy kéo dai va suy giam kha ning
phét trién cta tré. Phau thuat sta chira hai that d6i vai bénh nhan thé TLT biét

lap nén can nhac han ché.

- Theo di lau dai cho thay bénh nhan can can thiép hodc mé lai sau phau
thuat stra chira toan bo bénh 1y TPHPR chiém ty 1¢ kha cao. Can theo di sat
va tu van t6t cho bénh nhan nhiam phét hién va chi dinh mé lai sém, tranh 1am

ting nguy co dot tir va suy tim sau phau thuat.
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