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PAT VAN PE

Tim bam sinh 1a mét trong nhitng tén thuong thudng gap trong bénh ly
tim mach. Theo thdng ké ct 1000 tré em dugc sinh ra mot nam thi c6 9 tré bi
bénh tim bam sinh [1].

Tim bam sinh phirc tap dang mot tdm that duoc mé ta 1a nhém bénh tim
bam sinh ¢6 thé c6 mot hodc hai tam that song chi c6 mét tdm that dua kich
thudc va chirc ning bom mau dén céc co quan cua co thé nhu cac bénh: Thiéu
san van ba 14, hoi chung thiéu san tim trai, teo déong mach phdi khdng c6
thong lién that.... Pay 1a nhom bénh tim bam sinh hiém gap. Ngay nay voi
trinh d6 phat trién ciia nganh tim mach nhi, nhiéu phuong tién chan doan hién
dai duoc ap dung do vay ngay cang nhiéu bénh nhi c6 tén thuong dang mot
tam that duoc phat hién [2].

Chan doan bénh tim bam sinh dang mot tdm that dua vao céc triéu ching
1am sang nhu tim méi va dau chi, viém phoi, cham ting can. Siéu 4m Doppler
tim gitp chan doan xac dinh bénh va thé bénh.

Diéu tri bénh tiy thudc vao thé bénh ciing nhu giai doan cia bénh ma co
cac phau thuat tam thoi khac nhau nhu: phau thuat thit hep dong mach phéi,
phau thuat Blalock — Taussig, phau thuat Glenn hai huéng va cudi cing la
phau thuat Fontan. ..

Phau thuat Fontan duoc thuc hién dau tién nam 1968 cho bénh nhan bi
thiéu san van ba 14 va dugc cong bd nam 1971, 13 ki thuat dua truc tiép mau
tir tinh mach hé théng vao dong mach phoi ma khong qua tdm that phai va
duoc coi la phau thuat thi cudi cho bénh nhan tim bam sinh dang mot tam that
[3],[41,[5],[6]. Ké tir khi phau thuat Fontan duoc ap dung cho nhdm bénh nay
d3 c6 rat nhiéu cac thay d6i vé ky thuat thuc hién miéng ndi dua mau tir tinh
mach chu duéi 1én dong mach phdi nham giam ty 1& tir vong ciing nhu céc

bién ching sau mé nhu: phau thuat Fontan kinh dién véi miéng néi tiéu nhi



phai vao dong mach phdi; ki thuat néi tim nhi phai véi tam that phai; k§
thuat dwa mau tir tinh mach cha duéi 1én dong mach phoi bang duong ham
trong tim (Lateral tunnel technique). Dén nim 1990, Marceletti thuc hién ndi
tinh mach chu dudi véi dong mach phdi biang éng ndi ngoai tim (Extra
cardiac conduit technique) véi cac wu diém nhu giam ty Ié tir vong, bién
chung rdi loan nhip tim, tic mach [7], tir 46 dén nay k¥ thuat nay dugc ap
dung rong réi tai cac trung tdm phau thuat tim trén thé gigi. Bé chuan bi cho
phau thuat Fontan vai 6ng ndi ngoai tim, hau hét BN déu dugc phiu thuat tam
thoi Glenn hai huéng (Bidirectional Glenn). Pay 1a k¥ thuat diéu tri khdng
qua phuc tap, ¢ thé khong can téi tudn hoan ngoai co thé, cai thién tac thi
(nhung tam thoi) tinh trang bio hoa 6 xy trong mau dai tuan hoan.

Tai Viét nam ngay cang nhiéu bénh nhi dugc chan doan tim bam sinh
dang mot tdm that, cha yéu duoc 1am phau thuat thi mot (phau thuat Glenn
hai hudng), mot s6 bénh vién da tién hanh phau thuat Fontan song méi chi
cong bd két qua ban dau nhu: Trung tdm tim mach bénh vién E, vién tim Ha
noi, vién tim thanh phd H6 Chi Minh, bénh vién hiru nghi Viét duc. Dé
nghién ctu chi dinh, kha ning ap dung k¥ thuat ciing nhu két qua phau thuat
ching toi tién hanh nghién ciu dé tai: "Nghién cizu @#ng dung phdu thudt
Fontan vgi éng néi ngoai tim diéu tri tim bam sinh dgng mét tam thdt tgi
Trung tam tim mgach - Bénh vién E" véi hai muc tiéu.

1. Nhdn xét dic diém ton thuwong, chi dinh ap dung ky thudt Fontan vdi
ong néi ngoai tim trong bénh tim bam sinh dgng mét tam that tai trung
tam tim mach bénh vién E.

2. Pdnh gia két qua sém va trung hgn phdu thugt Fontan véi ong noi
ngoai tim trong diéu trj tim bam sinh dgng mét tam that tai Trung tam

tim mach bénh bénh vién E.
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TONG QUAN

1.1. SO LUQC LICH SU CHAN POAN VA PIEU TRI BENH TIM BAM
SINH DANG MQT TAM THAT

1.1.1. Pinh nghia

Bénh tim bam sinh dang mot tam that 14 nhém bénh tim bam sinh c6 thé
c6 mot hoac hai tam that song chi ¢ mot tam that du kich thudc va chirc nang
bom mau dén cac co quan trong co thé. Nhu vay bénh tim bam sinh dang mot
tam that c6 thé ¢ dang thiéu san tam that phai, thiéu san tam that trai, hoic ¢
thé khong xac dinh [2].

1.1.2. Lich sir

+ Ké tir khi William Harvey mé ta vong tuan hoan trong cudn “De Motu
Cordis” dén truéc nhitng ndm 1940, c6 nhiéu md ta chirc ning cta tam that
phai 12 mot trong hai bom chinh dé duy tri tuan hoan binh thuong. Nam 1943,
Starr va cong su thay rang 4p luc tinh mach khong ting khi c6 ton thuong
dién rong cua tdm that phai. Nam 1949, Rodbard va Wagner tién hanh that
than DMP, ndi tiéu nhi phai vaio DMP [8].

+ Nam 1958: William Wallace Lumpkin Glenn phau thuat dau tién cho
mot bé trai 7 tudi, chan doan: hep phdi, thiéu san that phai. Pay 1a phau thuat
Glenn kinh dién [9].

+ Nam 1964: J.Alex Haller thuc hién va bao céo phau thuat Bidirectional
Glenn, goi 1a phau thuat Glenn hai huéng, gitp cho méau 1én ca hai phoi [10].

+ Nam 1968, Francis Fontan (phau thuat vién nguoi Phéap) da tién hanh
phau thuat ndi tiéu nhi phai vao dong mach phdi, khau kin 15 van ba 14, va 15

thong lién nhi cho BN thiéu san van ba 1a. Nam 1971, Fontan va Baudet cling



Vvéi cong su da cong bd két qua cua phau thuat trén va duge dit tén phau thuat
la Fontan [7],[11].

+ Nam 1988, Mar de Leval va cong sy tién hanh phau thuat Fontan Vi

miéng néi & trong tim [7],[12].

+ Nam 1990, Marceletti va cong su cai tién phau thuat Fontan véi miéng

ndi ngoai tim bang mach nhan tao [6],[7].

+ Ngoai ra vao nhitng nam 1970, Bjork va cong su mo ta ky thuat st
dung dong mach c6 van dé ndi nhi phai véi dong mach phdi trong diéu tri

thiéu san van ba I4, song k¥ thuat nay it duoc ap dung [3].

+ Tai Viét nam: phau thuat Fontan mai chi tién hanh tai mot s6 bénh
vién nhu: vién tim thanh phé H6 Chi Minh, bénh vién tim Ha noi, Trung tam

tim mach bénh vién E véi nhiing bao céo két qua ban dau..
1.2. GIAI PHAU TIM

Tim 12 mot khdi co rdng, ¢é chirc ning nhu mot may bom vira hit mau

TM Vé tim va day mau di nudi co thé va Ién phoi dé trao d6i khi [13].

Tim c6 bon buong bao gom tam nhi phai, tim nhi trai, tim that phai va
tam that trdi. Hai tim nhi duoc ngin cach boi vach gian nhi. Hai tim thét
dugc ngan cach bai vach gian that, vach gian that bao gom phan co & phia
dudi, day, 16i sang phai va phan mang méng & phia trén. Bén phai, tim nhi
phai va tam that phai théng véi nhau qua 16 nhi that phai ¢6 van nhi that phai
hay van ba 14. Bén trai, tim nhi trai va tdm that trai thong vaéi nhau qua 16 nhi
that trai, c6 van nhi that trai hay van hai 1a. Cac van nhi that c6 tac dung cho

mau di theo mot chiéu tir tim nhi xudng tam that.
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Hinh 1.1: Giai phau tim [14]

Puong kinh cua cac budng tim va vong van tim & tré em thay di theo
tudi, theo dién tich da, dén tudi trudng thanh kich thude tim khong thay doi.

Thuc hanh 1am sang thuong do kich thudc cia budng tim, duong kinh
vong van trén may siéu am Doppler tim. Dya trén can niang va chiéu cao co
thé tinh chi sé bé mat co thé BSA (Body Surface Area), sau d6 ddi chiéu kich
thude ciia buong tim, vong van tim véi chi sé BSA dé tinh ra diém z (z score).
Néu diém z tir -2 dén 2 1a binh thuong, diém z < -2 14 thiéu san [15]. C4 nhiéu
cong thic tinh chi sé BSA, song trén thuc té 1am sang hay sir dung cong thirc
cua Du Bois [15]:

BSA = 0.007184 x W4 x H%™»

(W: can ning theo kg; H: chiéu cao theo cm)



Nghién cau caa Michael D. Pettersen thuc hién trén 813 tré tir 1 ngay
dén 18 tudi tai bénh vién nhi & Michigan, Hoa Ki (Children’s Hospital of
Michigan) tir nim 2001 dén 2003. Ddi twong nghién ciu dugc do can ning va
chiéu cao, tinh chi s6 BSA, va siéu 4m Doppler tim do kich thudc cac budng
tim. Tir d6 dua ra bang mo ta kich thudc budng tim va duong kinh vong van
tim dya trén chi sé BSA [15]. Trén co s& do kich thuéc cua budng tam that dé
chan doan xac dinh mac do cua bénh ly tim bam sinh néi chung va bénh 1y

tam that noi riéng.
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Biéu do 1.1: Puong kinh tam that phdi cudi ki tam trirong so véi chi s6 BSA [15]
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Biéu do 1.2: Buong kinh thdt trai cudi ki tam tricong so véi chi sé BSA [15]

1.3. CAC THE TON THUONG TIM BAM SINH DANG MQT TAM THAT
1.3.1. Thiéu san tam that phai

Cac bénh trong nhom nay BN bi thiéu san tdm that bén phai, tam that
dam bao chirc ning bom mau di nudi co thé 1a tdm thét trai. Bao gom cac
bénh thuong gap sau [8].

+ Thiéu san van ba 14 c6 thé kém theo dao gdc ddng mach hozic khéng.

+ Thét trai hai duong vao cd thé kém dao gbc dong mach hoic khong.

+ Teo phoi c6 vach lién that nguyén ven.. .
1.3.1.1. Thiéu san van ba la

Thiéu san van ba la 1a ton thuong thuong gap nhat cua bénh tim bam
sinh dang mot tdm that thiéu san that phai. Ton thuong nay duoc phau thuat
thanh cong dau tién vao nhimg nam 60 cua thé ky truéc bai Fontan [4]. Thiéu
san van ba la do sy khong phat trién cua van ba 14, c6 thé ¢ cot co, day chang

van ba 14 hoic md van. Vi thiéu san van ba 1a nén BN chi sng duoc khi c6 15



thong lién nhi hoic 16 thdng lién that. Thiéu san van ba 14 c6 thé phéi hop voi

c4c ton thuong khac nhu thiéu san van dong mach phoi, dao gbc dong mach.

Tim binh thwéng
T
. N

Teovanbala

Van ba la

(khdng
phat trién)

Van ba la

Hinh 1.2: Bénh thiéu san van ba 14 [16]
1.3.1.2. TAm thdt trdi hai dwong vao

That trai hai duong vao (Double inlet left ventricle) 1a bénh tim bam sinh
hiém gap, chiém khoang 1% ton thuong tim bam sinh [17].

Ton thuong bao gom: dao gdc dong mach (PMC xuét phét tir tam that
phai, DPMP xuit phat tir tam that trai), tdm that phai thuong teo nho, van ba la
bi hep hoic teo nho, ca van hai 14 va van ba 14 cing d6 vao tam that trai. BN
c6 thong lién nhi va thong lién that [18],[19].
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Hinh 1.3: Bénh tam that trai hai dwong vao [19]
1.3.1.3. Bénh teo dgng mach phai véch lién that nguyén ven

Bénh teo dong mach phéi vach lién that nguyén ven (Pulmonary astresia
with intact ventricular septum) bao gém cac tén thuong [20].

+ Khong c6 su thong thuong giira tam that phai véi DPMP. Than PMP
thuong bi thiéu san nhe, cac xoang Valsalva ciia PMP binh thuong, cac 14 van
DMP day, sun lai, dinh véi nhau va khong c6 sy ndi thdng véi tam that phai.

+ Van ba la bao gém day du céc thanh phan la van, day chang va cot co
song van ba 14 bi thiéu san & cac mtrc @6 khac nhau, hep - hé van ba la.

+ Tam that phai: gém ba thanh phan budng nhan, phan mém va phan
phéu, song tam that bi thiéu san tir mic d6 vira dén ning, dic biét co thé gap

mot s6 truong hop tam that phai chi 1a mot dai co.
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Hinh 1.4: Bénh teo phéi vach lién that nguyén ven [21]

+ Con 6ng dong mach: cung cAp mau 1én phoi.

+ Thong lién nhi: thuong ton tai 16 thong lién nhi rong.

+ Bit thuong dong mach vanh: 10% bénh nhan c6 hep hodc thiéu san
mot trong cac nhanh chinh cua dong mach vanh, phﬁn co tim do cdc dong
mach vanh ndy cp méau dugc nudi dudng mau boi tam that phai do cac 16 ro
vanh tir tAm that phai.

1.3.2. Thiéu san tam that trai
Céc bénh trong nhém nay co6 tdm that trai bi teo nho, tAm that chirc ning

1a tam thét phai.
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1.3.2.1. Héi chiing thiéu sdn tim tréai

Hoi ching thiéu san tim trai (Hypoplastic Left Heart Syndrome —
HLHS) 1 bénh TBS hiém gip chiém khoang 0,016 — 0,036% tré sinh ra séng
[22] va 4 — 9% tong sb bénh TBS [23]. Bénh duoc dic trung boi cac muc

thiéu san tim bén trai do d6 tAm that chtrc ning 1a tm that phai.

Tim binh thwong Hdi chirng thiéu san tim trai

— Van BMC Thét tréi
Van DMC That trai (thi€u san) (thidu san)

Hinh 1.5: Hoi ching thiéu san tim trai [24]

+ Van PMC va VHL bi hep hodc bi thiéu san. Dya vao mirc do hep,
thiéu san cia VHL va van PMC dé chia thanh 4 nhom ciia hoi ching thiéu
san tim trai [23].

Hep VHL va van bMC.

Thiéu sén VHL va van DMC.

Thiéu san van PMC va hep VHL.

Thiéu san VHL va hep van PMC.

+ Hep DMC Ién va quai BPMC: xoang Valsalva, PMC 1én, quai PMC bi

hep, duong kinh cuia BPMC 1én khodng 2,5mm, vi tri hep nang nhét 1a chd ndi
PMC 1én véi quai PMC (vi tri ngay dudi chan PM than canh tay dau). Mot
s6 truong hop c6 khuyét quai DMC.
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+ Tam nhi trai teo nho, déy, x0 hoa, 16 bau duc ton tai va han ché. LY
tinh mach phoi d6 vé tAm nhi trai thudng bi hep, xo hoa chd d6 vé nhi trai.

+ Ong PM 16n, cAp méu cho cac nhanh cua quai PMC va PMC xubng

+ DMP giin to, van DMP binh thudng, tm thit phai binh thuong.
1.3.2.2. Hgi chirng Heterotaxy

Thuit ngit Heterotaxy dé chi su sip xép dao nguoc cua tang trong 16ng
nguc va 0 bung theo chiéu trai - phai. Ngoai ra con co thé goi 1a hién tuong
dong phan (Isomerism). Heterotaxy bao gom dong phan phai va dong phan

tréi [25].

I Bét thwéng TM hé théng I

Déng phan nhi

Tim quay

4.3

Khéng lach hoac da

L

Hinh 1.6: Hoi chitng Heterotaxy (Isomerism) [26]

/

Bao nguwoc phi tang

+ Pdng phan phai: BN ¢ hai tdm nhi phai, hai phoi phai va hai nit
xoang nhi. 80% BN c6 dao gbc DM, hep hoic thiéu san phoi gy ra tim som
ngay sau sinh. 75% BN c6 bat thuong d6 vé hoan toan cua tinh mach phdi.
Tam that teo nho. Thuong BN khong c6 lach. Thé nay chiém 1% tré sinh ra
c6 bénh TBS va thuong gdp 6 nam gidi [26].

+ Pong phan trai: BN c6 hai tdm nhi, hai phoi trai, khong c6 két ndi

ctia tinh mach Azygos vao TMC trén, c6 thé ton tai ca hai tim that. BN c0
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da lach. Thé nay chiém 1% tré sinh ra c6 bénh TBS va thudng gip ¢ nir
gioi [26].
1.3.2.3. Hgi chang Shone

Hoi chimg Shone bao gdém c6 4 tén thuong bén tim trai: VHL hinh du,
vong xo trén VHL, hep eo PMC, hep dudi van DPMC. Ty 1€ méc bénh < 1%
cac bénh TBS [27].

TMC trén
DMP phai
BMP trai
bl g B
NhT
trai
Than BMP
Nhi phai :
Vach lién nhi d
That
Van BMC i
Van BMP Thét phai an P
Van ba la Vach lién that
TMC dwéi DMC xudng

Hinh 1.7: Hoi chitng Shone [28]

+ Van hai la: 1a van c6 hinh dang binh thudng song day va di dong kém,
mép van dinh v6i nhau gay hep van, cac ddy chang ngin, day va dinh lai lam
cho VHL ¢6 hinh du. VHL vira hep va ho van.

+ Vong xo trén van: do to chirc xo day 1én tao thanh mot vong xo ngay
trén VHL, lam cho hep duong dua méau qua VHL.

+ Hep eo PMC: ¢ cac muc dg khac nhau.

+ Hep dudi van DPMC: giy hep duong ra ctia tim that trai.
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1.3.3. Tim mot that thé khéng xac dinh

Pay 1a nhom bénh co kiéu hinh hai tim that song khong thé stra chita hai
tam that hodc co nguy co cao khi stra chira hai tim that [5],[7],[29].

+ Bénh Ebstein: bat thudng vi tri bam cua van ba 14 lam nhi héa budng
that phai. Bénh duoc chia thanh 4 type, véi type A va B c6 thé stra chita 2
that, type C va dic biét type D khong thé sira chira 2 that [30].

+ Mit can bang cta kénh nhi thit (Unbalanced Atrioventricular
Channel): BN c6 thong san nhi that thé toan bd, két hop véi teo dong mach
phoi, co thé ¢ dao gdc dong mach, that phai hai duong ra [31].

+ Cac truong hop stra chira hai tim that c6 nguy co cao: Bat twong hop
nhi that, dao gdc dong mach va hep phdi. Tam that phai hai duong ra, dao goc
dong mach va 15 thong lién that cach xa hai dai dong mach. Bénh t& chtng
Fallot két hop véi teo dong mach phdi. ...

1.4. CHAN POAN BENH TIM BAM SINH DANG MQT TAM THAT
1.4.1. Triéu chirng Iam sang

Biéu hién 14m sang phu thudc vao luu lugng mau 1én phdi va ap luc
PMP, BN thuong c6 biéu hién triéu ching cua ting ap luc DMP (thé khong
c6 hep phdi), hodc giam luu luong mau 1én phdi (thé co hep phoi).

+ Bénh tim bam sinh dang mét tdm that thé co ting ap luc phoi: BN
thuong bi khé thd, viém phé quan hodc viém phdi tai dién nhiéu lan.

+ Bénh tim bam sinh dang mot tAm that thé c6 hep phoi: BN bi tim moi
va dau chi, hoat dong thé lyc han ché, thuong bi ngét khi géng stc, do bao
hoa 6 xy dong mach thap.

+ Tré cham phat trién thé chat: cham ting can, cham ting chiéu cao, suy
dinh dudng.

+ Long nguc nho hinh tc ga.

+ Nghe tim c6 tiéng thoi tim thu.

+ Tré dén vién mudn cé thé thay tuan hoan bang hé ngoai da ving nguc, bung,
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1.4.2. Triéu chirng can lam sang
1.4.2.1. Xquang nguc thang

Hinh anh t6n thuong trén phim chup Xquang nguc thang phu thudc vao
lru lwong mau 1én phdi nhiéu hay it.

+ Thé c6 hep phodi: BN co hep phoi do vay giam lwong mau 1én phoi, hai

phé truong sang, bong tim khong to (chi sb tim/nguc < 50%).

Hinh 1.8: Hinh anh Xquang nguc thang bénh thiéu san van ba 14 [32]
+ Thé khong c6 hep phdi: BN c¢6 mau 1én phdi nhiéu do vdy hai phé

truong mo, hinh anh tén thuong & mau trén phoi.

Hinh 1.9: Hinh anh Xquang nguc trong hdi chieng thiéu san tim trai [33]
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1.4.2.2. Siéu am tim

+ Siéu &m tim dic biét 1a siéu 4m Doppler mau chan doan chinh xac cho
phﬁn 16n cac bénh tim ndi chung dac biét 1a cac bénh tim bam sinh. bay la
tham do khong xam l4n, cho két qua nhanh, khong ton kém va c6 thé lap lai
nhiéu 1an nén 14 mot phuwong phép thim do dwoc lva chon dau tién dé chan
doan xé4c dinh va dinh huéng cho diéu tri.

+ Trén hinh anh si€u am khao sat theo téng va theo hé théng xac dinh: vi
tri tim (situs) hay twong quan tang-nhi, twong quan nhi-that, twong quan tim
that-dai dong mach, kich thudc cta cac budng tim, kich thudc vong van dé tir
d6 chan doan xac dinh bénh dang mot tim that, thé bénh dang mot tim that.

+ Panh gia dudng ra ctia tim that chirc ning dé c6 dinh hudéng cho phau thut.

+ Panh gia tinh trang van nhi that chung (binh thudng, mirc 46 hd van).

+ Do kich thudc DPMP bén phai, bén trai, chac ba DPMP.

+ Péanh gi4 chic nang cua tam that chirc nang.

i That trai

N \\-
\

Nhu trau

Van ba Ia thleu san

Hinh 1.10: Hinh anh siéu &m bénh Thiéu san van ba |4 [34]
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1.4.2.3. Chup buéng tim

+ Chup budng tim hay thong tim, day 1a mot phuong phap tham do c6
xam l4n. Hau hét cac bénh tim bam sinh dang mot tam that déu c6 thé chan
doan xac dinh bang siéu am Doppler tim, song dé chi dinh phuong phap phau

thuat can phai lam thong tim.

Hinh 1.11: Hinh anh bénh that trai hai dwong vao [35]
+ Bénh tim bam sinh dang mdt tam that da phau thuat Glenn hai huéng:

thong tim cho biét hinh anh chinh x4c miéng ndi (thong, hep, xoan vin).

Hinh 1.12: Hinh anh miéng ndi Glenn [36]

(Mili tén: miéng ndi Glenn)
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+ C6 rat nhiéu yéu t6 nguy co lam tang ty 1 tir vong va bién chimg sau
phau thuat Fontan nhu 1a: chtc ning tim giam (phan suat tong mau giam), hep
e0 DMC, xo04n vian DMP, siic can phdi ting, tuAn hoan bang hé chu phdi, théng
dong tinh mach phdi. Dé giam ty 1¢ tir vong ciing nhu cac bién chimg khac can
phai biét dugc cac bat thuong vé giai phiu cling nhu vé mat huyét dong trén
trude khi tién hanh phau thuat. Siéu 4m Doppler tim va cong hudng tir tim ¢ thé
biét dugc chirc ning tim, do dugc kich thudc budng tim nhung khong nhin 16
duoc hinh anh xodn vin DPMP, trén hinh anh thong tim nhin 6 duoc cay PMP,
do duoc stc can phdi (mdt yéu td rat quan trong dé quyét dinh phau thuat),
d6ng thoi trén hinh anh thong tim thdy duoc hét cac nhanh tudn hoan bang hé
DMC - DMP, tir d6 c6 thé diéu tri bit tuan hoan bang hé bang dung cu.

Hinh 1.13: Hinh anh hep chac ba dgng mach phoi [36]
(Miii tén: Hep chac ba dong mach phoi)
1.4.2.4. Mt sé cdc phwong tign chdn dodn hinh danh khac
Ngoai siéu am Doppler tim, chup budng tim, trong mot sd trudng hop
chan doan bénh tim bam sinh dang mot tam that can phai sit dung mot sb céc
phuong tién chan doan hinh anh khac nhu: chup cét 16p vi tinh, chup cong

huong tur. ..
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1.5. CAC PHUONG PHAP PHAU THUAT PIEU TRI BENH TIM BAM
SINH DANG MOT TAM THAT
1.5.1. Muc dich ciia cac phwong phap phiu thuit
+ Muc tiéu cua diéu tri 1a gitp mau tir TM hé théng (TMC trén va TMC
dudi) 18n trén phdi do vay can phai dam bao cac diéu kién sau: Kich thuéc
PMP du 6n, &p luc PMP < 15 mmHg, strc can phdi < 4 don vi Wood/m2 da. ..
+ Ty vao ting thé bénh ciing nhu giai doan bénh ma c6 cac phuong
phap phau thuat khac nhau.
1.5.2. Cac phwong phap phau thuat
So d6 cac phau thuat thuong duoc sir dung dé diéu tri bénh tim bam sinh

dang mot tam that.

Eénh tim bam sinh dang
% mit tim thét
Phiu Phan Phiu
thuit thust thuat
thit hep Blalock Norwood
BMP Taussig _
Phau thuat

/

Phau thust Fontan

1.5.2.1. Phwong phdp that hep dgng mach phai
+ Muc dich cta phau thuat 1a 1am giam luu lugng mau 1én phdi do d6 giam

ap luc DMP, giam stic can phdi dé co thé phiu thuat nhimg thi tiép theo.



20

+ Phuong phap thit hep PMP (Pulmonary Artery Banding) dugc chi
dinh cho BN tim bam sinh dang mot tam that co tang ap luc BMP.

+ Phuong phap niy c6 thé that hep than PMP hodc hai nhanh PMP
[81.[37].[38].

Hinh 1.14: Hinh anh thit hep PMP [37]
1.5.2.2. Phwong phdp bdic cau dgng mach chi véi dgng mach phoi
+ Pay 1a phuong phap Blalock—Taussig cai tién.
+ Muc dich ctia phiu thuat: cung cdp mau 1én phdi nhiéu hon, cai thién
tinh trang thiéu 6 xy, tang kich thuéc DMP [8],[39].
+ Chi dinh: Bénh tim bam sinh dang mot tam thét ¢ kich thudc PMP
nho. Dya vao chi s6 Nataka < 150 [39].

Hinh 1.15: Phiu thuat Blalock — Taussig bén phai [40]
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1.5.2.3. Phdu thugdt Norwood

+ Phau thuat Norwood duoc Norwood va cong su mo ta dau tién nam
1983 [41]. La phau thuat tao hinh, m& rong PMC 1én, quai PMC, eo PMC,
ma véach lién nhi, tao cau ndi DPMC va DMP [41],[42].

+ Phau thuat Norwood chi dinh cho BN ¢6 hoi ching thiéu san tim trai
(thiéu san DMC 1én, quai PMC, eo PMC...) [41],[43],[44].

) ‘
3 ]
e | Quai
PMC [én : ‘ DMC
- - Vi
- —r <. Pt
4 \,
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Sano shunt

Hinh 1.16: Hinh anh phiu thuat Norwood [41]
1.5.2.4. Phdu thudt Glenn hai hwoéng

+ Phau thuat Glenn duoc William Wallace Lumpkin Glenn va cong su
tai dai hoc Yale (Hoa Ki) cong b6 phiu thuat dau tién cho mot bé trai 7 tudi,
chan doan: hep phoi, thiéu san that phai nam 1958. Pay 1a phau thuat Glenn
kinh dién [9].

+ Nam 1964, J. Alex Haller tir Bénh vién Johns Hopkins thuc hién va bao
céo phau thuat Bidirectional Glenn, goi la phau thuat Glenn hai huéng, gidp cho

méu I1&n ca hai phdi [10]. Hién nay phau thuat nay dugc ap dung rong réi.

+ Muc dich dua mau tir TMC trén vao DPMP.
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+ Chi dinh: bénh tim bam sinh dang mot tdm that (teo van hai 14, thiéu
san van ba 1, bénh Iy isomerism, hoi chung thiéu san that trai da phau thuat
Norwood), bénh Iy TBS phtc tap c6 nguy co cao khi sira chita kiéu 2 that
(that phai hai duong ra c6 16 thdng lién that xa/han ché, bat twong hop nhi
that-dai DM c6 stra chita kém hep van PMC), phau thuat 1% thét (one and a
haft procedure), giam tai tam that phai trong mét sé truong hop suy tam that

phai sau mo (hep/teo van PMP, Ebstein, that phai hai duong ra, bénh Uhl).

+ Diéu kién phau thuat Glenn hai huéng: cac tac gia trén thé gisi dua ra
cac diéu kién sau dé phau thuat Glenn hai huéng [10],[45],[43]: stic can
PMP < 4 don vi Wood, 4p luc PMP <12 mmHg (do trén chup budng tim);
kich thuéc DMP binh thudng tinh theo chi s6 can nang/ dién tich da co thé;
tinh mach phoi tro vé binh thuong; van nhi that binh thuong hoic do hé <
2/4 trén siéu am Doppler mau; khdng hep duong ra tir tdm that dén PMC,
khong hep eo BPMC.

Hinh 1.17: Phiu thuat Glenn hai hwéng [10]
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Phau thuat Glenn hai huéng c6 thé tién hanh véi tuan hoan ngoai co thé
hoac khdng sir dung tuan hoan ngoai co thé: phu thudc vao ton thuong trong
tim can sira chira (Stra van nhi that, mo véach lién nhi...), kinh nghiém cua
phau thuat vién.

1.6. PHAU THUAT FONTAN

Phau thuat Fontan Ia néi tinh mach chu duéi vao dong mach phdi, gitp
cho mau tinh mach vao truc tiép phoi ma khong qua tim. Phau thuat nay duoc
thuc hién dau tién vao nim 1968 cho BN thiéu san van ba 14, duoc Francis
Fontan cing cong su cong bo nam 1971 va duoc goi 1a phau thuat thi cudi
cho bénh nhan tim bam sinh dang mét tam that.

1.6.1. Sinh ly bénh tim bam sinh dang mgt tam that va tuan hoan Fontan
1.6.1.1. Tudn hoan binh thuong

Binh thuong mau tir TM hé thdng d6 vé nhi phai sau d6 xudng tam that
phai va dugc bom 1én trén PMP, qua mao mach phdi, &p luc co bop cua tam
that phai 16n hon sirc can phoi dé mau qua dugc mao mach phéi, sau khi mau
trao doi khi tré' vé nhi trai qua TMP. Mau tir nhi tri xuéng tam that trai va
duoc bom di nudi co thé qua DPMC. Nhu vay tuan hoan phéi va tuan hoan hé

théng lién tiép véi nhau.

bMC

TH hé théng

Nhi trai

trai Nhf phai

Hinh 1.18: So' @b tudn hoan binh thwong [46]
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1.6.1.2. Tudn hoan tim mét that

Do chi c6 mét tdm that chic ning do vay tuan hoan hé théng va tuan
hoan phéi cling song song va&i nhau ma khong c6 su ndi tiép. Mau TM hé
théng va mau TMP tron véi nhau sau d6 duoc tdm thit chirc ning bom di
nudi co thé. Pidu ndy s& gay hau qua ting ganh cho tam that chuc ning giy

qua tai luu luong dong thoi gay giam bao hoa oxy DM.

Nhi trai : .
Tam nhi phai, trai

Hinh 1.19: So' @b tuan hoan tim mét tam that [46]

1.6.1.3. Tu@n hoan Fontan

Phau thuat Fontan c6 tac dung dua mau truc tiép tir tinh mach hé thong
lén dong mach phoi ma khéng qua tdm that phai. Do vay tuan hoan hé thng
va tuan hoan phdi lién tiép véi nhau. Mau tir tim nhi trai xudng tam that chic
nang, sau d6 duoc tdm that chirc nang bom di nudi co thé qua dong mach chu.
Méau tinh mach hé thdng chay truc tiép 18n dong mach phoi, trao doi khi tai
cac phé nang (tuan hoan phéi) va tré vé tam nhi trai tiép tuc mot vong tuan

hoan khac.
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Tam TH hé théng am

that the_lt

chirc cr]uc

nang nang
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Hinh 1.20: Se' @6 tuan hoan Fontan [46]
1.6.2. Piéu kién va chi dinh phiu thuat Fontan

Bai vi mau 1én trén PMP khong qua tdm that phai, do d6 dé dong mau
1én duoc phoi né phu thudc vao rat nhiéu cac yéu to.

> Tudi BN: dong mau 1én phdi 1a mau TM va chay tu do khong c6 luc
bom ctia tim that cho nén &p luc thap, vi vay néu phau thuat ¢ tré nho, miéng
néi nho, d& bi hep va tic miéng ndi.

» Kich thudc DMP: kich thuéc DMP 1a mét yéu td lién quan truc tiép
dén két qua cua phau thuat. Cac tac gia dwa vao chi s6 Mc Goon (tong duong
kinh nhanh DMP phai va PMP trai chia cho dudng kinh PMC xudng ngay
trén co hoanh). Néu chi s6 Mc Goon > 1,8 ¢6 chi dinh phau thuat Fontan [3].

> Ap luc BPMP va stc can phoi, chirc ning tam that quyét dinh két qua
phau thuat. Khi 4p luc DMP ting cao ddng thoi sic can phdi cling ting cao, luc
d6 mau khong 1én duoc phoi gy tang ap luc TM, 1am giam lwong méau vé tim
gay giam cung luong tim. Chtic ning tim thap, tdm that chtc ning khong bom
mau di nudi co thé, mau & lai trén phoi gy ting &p luc DPMP sau mao mach tir

d6 gay tang stc can phoi.
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Sau khi cdng bd két qua budc dau phau thuat, Fracis Fontan, Choussat
va cong sy da dua ra 10 yéu té dé lua chon phau thuat Fontan cho BN bj bénh
tim bam sinh dang mot tdm that, ngay nay cac tiéu chuan nay dang duoc &p
dung rong réi trén thé gisi [3],[43],[471,[48],[49],[50].

+ Tudi > 4 tudi.

+ Nhip xoang.

+ Tinh mach chu binh thuong.

+ Thé tich nhi phai binh thuong.

+ Ap luc dong mach phéi trung binh < 15 mmHg.

+ Strc can phéi < 4 don vi / m2 da.

+ Ty I¢ duong kinh BMP/ bMC > 0,75.

+ Chttc niang co bop cuia tdm that binh thuong (EF > 0,6).

+ Van nhi that trai binh thuong.

+ Céc phau thuat lam cau néi trudc d6 hoat dong tét.

Ngay nay véi nhiéu thay d6i vé ki thuat, cac loai thudc van mach va
thudc giam ap luc PMP duoc st dung rong rai, da c6 mot sé thay doi vé lua
chon BN phiu thuat Fontan nhu: tudi BN c6 thé phau thuat khi > 2 tudi, &p
lyc DPMP < 20 mmHg, chirc ning co bop tam that chirc ning < 60% [48],[51],
[521,[53].

1.6.3. Cac phwong phap phiu thuat Fontan
1.6.3.1. Gy mé va tudn hoan ngodi co thé
» Gay mé
+ BN nam ngtra, gdy mé toan than bang dng noi khi quan.
+ Pat duong truyén tinh mach ngoai vi va dudng truyén tinh mach
trung tam.

+ Piat duong dong mach xam lan.
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> Thiét 1ap tuan hoan ngoai co thé
+ Heparin toan than liéu 3mg/ kg can ning.
+ Pt dng PM vio PMC 1én gan sét vi tri chan DM than canh tay dau.
+ Pt bng TM vao TMC trén, phia trén miéng ndi Glenn, mot éng
TM vao TMC dudi sat co hoanh.
+ Liét tim xudi dong qua géc PMC.
1.6.3.2. Phdu thudt Fontan kinh dién
La phau thuat ndi tiéu nhi phai vao DMP, va 16 thong lién nhi va khau

kin 16 van ba la [7]

[ Miéng ndi tieu nhi
phai & DMP tréi

Tiéu nhi phai

Va théng lién nhi

Van ba la da khau
kin

Hinh 1.21: Céc thao tac trong phiu thuat Fontan kinh dién [7]

Phau thuat nay duoc Fontan va cong su tién hanh cho BN thiéu san van
ba 14 [7],[49]. Trong giai doan nhig nam 1970 va 1980, phau thuat Fontan
kinh dién duoc ap dung cho cac BN tim bam sinh dang mot tam that khac va
thuong duoc goi tén 1a phau thuat ndi tdm nhi dong mach phdi (Atrio-

pulmonary connection) [3],[6].
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1.6.3.3. Phdu thudt néi tém nhi phdi — tam thét phdi

Phau thuat nay duoc Bjork va Kreutzer thuc hién dé diéu tri cho bénh
nhan thiéu san van ba l4: tiéu nhi phai duoc néi vai tam that phai, phia truéc
ctia miéng ndi dugc mé rong bang mang tim hozc vat liéu nhan tao, bén trong

miéng néi cd thé c6 van hoic khong cé van [12].

Miéng n_6i nhi
phai - that phai

Hinh 1.22: Hinh anh miéng néi nhi phai — that phai [12]

Ngay nay phau thuat nay khong con duoc ap dung tai cac trung tam phau
thuat tim mach do k¥ thuat phtc tap, chi 4p dung duoc cho mot sé thé bénh
tim bam sinh dang mot tam that [6],[12].
1.6.3.4. Phdu thudt néi tinh mach chi dwdéi véi dgng mach phéi bang
dwong ham trong tim

Nam 1988, Marc de Leval thay dbi ki thuat 1am miéng néi cia phau
thuat Fontan, véi miéng néi tr TMC du6i 1én DMP bang duong ham nam
trong tam nhi phai (Lateral tunnel technique).

Sau khi liét tim, nhi phai duoc mé doc theo rinh nhi that phai, cach ranh
nhi that phai khoang 10 — 15mm. Xac dinh 16 TMC dudi, 16 xoang tinh mach
vanh, sir dung mang tim tu than hozc vat liéu nhan tao dé lam duong ham néi
TMC dudi 1én DMP bang cach khau vao thanh bén trai 16 TMC dudi va thanh
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sau cua nhi phai tao dudng ham dan mau tir TMC dudi én trén. Nhu vy mot
bén thanh ctia duong ham 14 tAm nhi phai. BN thudong dugc phau thuat Glenn
trudc d6 nén khi nbi dau TMC trén phan tdm nhi phai thuong duoc mo rong

bang mang tim hoac vt liéu nhan tao.

Miéng néi Glenn

Mé& réng miéng ndi TMC trén véi
DMP phai

Tao dwéng hdm trong
tam nht

Hinh 1.23: Hinh anh thuc hién phiu thuat Fontan véi miéng ndi trong tim [7]

Ky thuat nay duoc ap dung rong ri trén thé gisi tir khi dugc thdng béo
dén dau nhitng nam 2000. Ngay nay k¥ thuat nay it duoc sir dung cho BN bj
bénh tim bam sinh dang mot tam that do ty Ié rdi loan nhip sau mé, ty 1& huyét
khéi cao sau moé [6, 7],[54],[55].

Hinh 1.24: Hoan thanh phiu thuit Fontan véi miéng néi trong tim [56]
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1.6.3.5. Phdu thudt néi tinh mach chi dwéi véi dong mach phéi bang éng
néi ngoai tim

Nam 1990, Marceletti va cong su thay doi ki thuat thuc hién miéng ndi
TMC duéi véi PMP bang mach nhan tao ngoai tim (Extra-cardiac conduit

technique).

Mam cat nhi phai

Mach nhan
tao

Ddng mdm nhi phai

T™C
duon

Hinh 1.25: Cac thao tac phiu thuat Fontan véi 6ng néi ngoai tim [7]

Tién hanh cat TMC dudi khoi nhi phai, khi cat dé lai phan TMC dudi
cang dai cang tét, khau dong mom nhi phai. TMC duéi duoc ndi véi mach
nhan tao, miéng ndi tan - tan. Cit d6i DMP sat chac ba DPMP, mé rong sang
hai bén DMP phai va trai ra gan rén phoi. N6i dau mach nhan tao véi DPMP
bang miéng néi tan - bén [45],[43].

Mach nhan tao su dung 1am miéng ndi thuong st dung 1a mach Gore-
tex, voi cac wu diém mém mai, it bi hinh thanh huyét khéi trong 1dng mach
[7],[571,[58]. Puong kinh éng mach nhén tao dua vao duong kinh cia TMC
duéi theo chi s BSA (chi sé dién tich da co thé), hoic dwa vao duong kinh
TMC dudi do trén thong tim [59].
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1.6.3.6. Phdu thugt Fontan khdng si dung may tudn hoan ngodi co thé

Phau thuat Fontan véi 6ng ndi ngoai tim cd thé tién hanh phau thuat ma
khéng cap PMC ciing nhu c6 thé tién hanh khong sir dung tuan hoan ngoai co
thé (k¥ thuat cap va khau - Clamp and Sew) [60]. Khéng str dung tuan hoan
ngoai co thé s& lam giam cac yéu td anh huong dén chic ning tim that, Xep
phdi gay xuat tiét dich trong phé nang, ciing nhu cac yéu t6 khdng mong
muébn do tuan hoan ngoai co thé gy ra (cac yéu td viém, giam dong mau,
giam churc nang gan than...) [61],[62].

Phau thuat nay duoc chi dinh cho BN khéng ¢d céac can thiép & trong
budng tim nhu md véach lién nhi, sira van nhi that, stra chita hep duong ra cua

tam that chic nang.

s - ,,\:

A \ B

Hinh 1.26: Ky thuat Clamp and Sew [60]
(A: Kep bén PMP lam miéng néi mach nhan tao — déng mach phai
B: Kep TMC duéi 1am miéng noi mach nhan tao — finh mach chi duwdi)
1.6.3.7. Héi sic sau phdu thugt
> Theo dai lién tuc: nhip tim, huyét 4p DM xam 14n, ap luc PMP qua dudng

do ap luc TM trung wong, b3o hoda 6xy mao mach (SpO2), nudc tiéu.
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> Tu thé BN: nam ngira, dau, ¢ va lung tao thanh mot duong thing va
ké cao dé tao véi bé mat givong mot goc 45°, hai chan dudi thang va ké
cao hon so voi mat givong véi muc dich d¢é mau tinh mach hé théng
1én DMP t6t hon nho tur thé.
> Thé may: cac chi s vé thong khi can duoc theo ddi chat ché dé dam
bao luu lwong méau 1én phdi va tudi mau ndo. Khong dé thong khi ap
luc duong, vi néu théng khi ap luc duong s& 1am giam luong mau Ién
phdi gay giam tién ganh ciing nhu gy ting ap luc PMP. Rut 6ng noi
khi quan sém khi BN 6n dinh vé huyét dong, than kinh, toan trang ciing
nhu kiém soat dugc chay méau sau mo.
> Giam dau va an than: thudc giam dau can cho sém song phai dam bao
BN ty tho dé cd thé rat dugc noi khi quan sém, tranh kich thich.
> Thudc van mach: thuong su dung thuéc ha ap luc BPMP nhu Milrinone
lidu 0,2 pg/kg can nang/pht; thubc van mach Noradrenalin liéu 0,05-
0,1 pg/kg can nang/phut.
> Thudc loi tiéu Furosemid liéu tir 0,1 — 1 mg/kg can nang/ gio tly thuoc
vao lugng nuéc tiéu caa BN.
> Thubc chdng déng: BN nén duogc sir dung thudc chéng dong sém khi
hét nguy co chay mau, thuong st dung Heparin vai liéu 200 don vi/kg
can nang/24h, sau khi BN c6 thé an duoc bang dudng miéng sir dung
thudc chéng ngung tap tiéu cau (Aspergic).
> Theo ddi cac bién ching sém: chay mau, cung luong tim thap, loan nhip. ...
1.6.3.8. Két qud phdu thugt Fontan
Trai qua hon 4 thap ky ké tir khi duoc cong b, voi nhiéu nhiing thay doi
vé ki thuat so véi ban dau da cai thién duoc két qua som ciing nhu két qua
1au dai cho BN bi bénh tim bam sinh dang mot tam that.
> Tir vong sém: thay doi theo ting giai doan
+ Giai doan trudc nam 1990: ty 1€ tir vong som tir 6% - 15% [7],[63].
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+ Giai doan tir nam 1990 - 2000: ty 18 tr vong sém giam xudng khoang
5% [7],[54].

+ Giai doan tir ndm 2000 dén nay: ty Ié tir vong dudi 5%, nhiéu nghién
ctu khéng cé BN tir vong sém [54],[63].

> Theo d&i lau dai sau phau thuat:

Cac yéu tb theo dbi 1au dai sau phau thuat Fontan bao gom: tir vong, that
bai phau thuat Fontan, huyét khdi trong duong dan mau tir TMC dudi vao DMP,
c4c rdi loan nhip tim sau mo, hoi chitng mét protein ruét. .. [50],[64],[65].

+ Ty lé séng theo thoi gian.

Nghién ciu cia Fontan véi phau thuat kinh dién ty 1& sbng sau 1 thang 1a
92%, sau 6 thang: 89%, sau 1 nam: 88%, sau 5 nam: 86%, sau 10 nam: 81%,
sau 15 nam: 73% [4].

Nghién ciru ciia Yves d’Udekem khi theo ddi BN sau phau thuat cua 3
ky thuat thuc hién miéng ndi thay ty I1é sdng sau md c6 su khac nhau. K5
thuat Fontan kinh dién cd ty 1é sdng sau mé theo thoi gian thap hon so véi ki

thuat 1am miéng néi trong tim va ngoai tim [7].

Tir vong mudn
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Biéu do 1.3: M0 td ty |é song sau phdu thugdt Fontan [7]
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+ CAc rdi loan nhip tim sau md theo thoi gian bao gom: con nhip nhanh,
con nhip nhanh trén that, rung nhi nhanh, suy nut xoang nhi, Block nhi that
cac cap do.... Pay 1a mot trong nhitng nguyén nhan chi yéu gay tir vong khi
theo ddi au dai. Ty Ié bénh nhan bi loan nhip sau 10 nim theo ddi c6 thé toi
40% [66],[46]. Nguyén nhan gay loan nhip sau mé do gian cta tim nhi phai,
ting 4p luc trong tAm nhi phai, ton thuong nit xoang ciing nhu c6 nhiéu
duong khau trong tAm nhi gy ra seo trong tdm nhi tir d6 dan dén loan nhip
sau md [63],[67],[68].

+ Huyét khoi miéng noi sau mo: day 1a mot bién chung ning dan dén
nguy co tir vong cao ciing nhu tai bién mach nfo sau mé [69],[70]. Cac yéu tb
thuan loi dé hinh thanh huyét khéi 1a gidn tdm nhi, rung nhi, seo trong tam
nhi, dong mau quan ciing nhu sy giam cia mot s6 yéu té nhu 1a protein C,
protein S, antithrombin 111 [71]. Ty 18 huyét khbi & BN c6 6ng ndi ngoai tim it
hon so v&i miéng ndi trong tim cling nhu miéng ndi nhi phai PMP do khdng
c6 vat liéu nam trong tim [56].

< Hoi chang mét protein rudt (Protein losing enteropathy) 1a mot bién
chting rat ning, nguy co tir vong cao dbi véi BN sau phau thuat Fontan
[72],[73],[74]. Nguyén nhan do su ting cao cua ap luc phdi dan dén ting ap
lyc tinh mach hé théng 1am tiang ap luc trong hé bach huyét cua rudt, gay
thoat protein ra ngoai thanh mach cuia hé bach huyét [72],[75],[76]. Biéu hién
lam sang BN c6 phu toan than, tran dich da mang va xét nghiém cé ham
lugng protein mau < 25 g/l [72],[74]. Nghién ctu cta Luc Mertens tai 35
trung tdm véi 3029 BN phau thuat Fontan c6 114 (3,7%) BN c6 hoi chiing
mat protein rudt. Tudi trung binh sau phau thuat Fontan 1a 8,2 nam, tudi trung
binh bi hoi chitng mat protein rudt 1a 11,7 nam. 50% BN c6 hoi chang mat
protein rudt bi tir vong trong vong 5 nam [72]. Biéu tri hoi chang mat protein

rudt bao gém st dung thudc cortidoid, truyén dung dich albumin, dung dich
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heparin, can thiép mé vach lién nhi, bit tuan hoan bang hé, phau thuat mé cua
s6 gitta tdm nhi va dudng din méu tir tinh mach chu duéi 1én dong mach
phoi...[73],[75].[771,[78].

1.7. KY THUAT MO CUA SO GIUA TAM NHI VA PUONG DAN MAU TU
TINH MACH CHU DUOI LEN PONG MACH PHOI

% BN sau phau thuat Fontan c6 thé cd tinh trang ting ap luc cia TM hé
théng do ap luc va sic can DPMP ting do vay méu Ién trén phdi it, mau vé tinh
mach phéi it, Iam giam cung luong tim. K§ thuat mé cira s6 (Fenestration) 1a
tao mot ludng théng tir duong ndi TMC dudi 1én DMP véi tam nhi (ludng
théng phai - trai). Mo cira s6 gilp cho méu tir bén phai sang bén trai 1am cho
cung lugng tim ting 1én, giam &p luc TM hé thong. K¥ thuat nay duoc
Bridges and Castaneda m6 ta nam 1988 gilp lam ting ty 18 séng sau mo ciing

nhu 1am giam cé4c bién chting sau moé cho BN ¢6 stic can PMP cao [79],[80].

% Hién nay chi dinh m¢ cira s6 van chua rd rang. Mot s6 tac gia dua ra
c4c chi s6 sau dé chi dinh mé cira s6 trong phau thuat cho BN ¢6 nguy co cao:
Strc can PMP > 2 don vi Wood, &p luc DPMP > 15mmHg, xoin vin PMP, ha
van nhi that c6 ap luc cua dong hd vao nhi trai > 12mmHg, khong c6 nhip

xoang trudc mo [79],[81].

< Cac budc tién hanh ky thuat: k§ thuat nay chi duoc thuc hién véi phau

thuat Fontan véi duong ham trong tim hodc dng néi ngoai tim.

+ Phau thuat Fontan véi dudng ham trong tim: duoc thuc hién cing voi
viéc tao thanh bén trai caa duong ham bang cach duc mét 16 vao thanh trai
ctia duong ham vai kich thudc khoang 4 - 5mm, tao thanh 15 théng tir duong

ham véi tAm nhi.
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Miéng ndi Glenn ]

Cira sé

Vitri cra 86

Hinh 1.27: Mé cira s6 véi phiu thuat Fontan miéng néi trong tim [7],[79]

+ Phau thuat Fontan véi dng ndi ngoai tim: sau khi hoan thanh céc
miéng ndi cta phau thuat, tién hanh duc mot 16 ¢ thanh bén trai cia 6ng mach
nhan tao va thanh bén cua tam nhi vi tri ddi dién vai chd tao 15 cua mach nhan
tao, duong kinh cua cac 16 khoang 4 -5mm, sau d6 c6 thé khau tryc tiép chu
vi hai 16 voi nhau dé tao ludng thdng gitta dng mach nhan tao (kiéu Kissing)
hodc str dung mach nhan tao duong kinh khoang 4- 5Smm dé néi thong ong

mach nhan tao véi tam nhi.

Hinh 1.28: Mé cira s6 véi phau thuat Fontan ng ndi ngoai tim [81]
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1.8. TONG QUAN NGHIEN CUU PHAU THUAT FONTAN VOI ONG NOI
NGOAI TIM
1.8.1. Thé giéi
+ Nghién ctu két qua lau dai phiu thuat Fontan dwgc chinh Francis
Fontan b&o céo véi tiéu dé&: Outcome after a “Perfect” Fontan operation ding
trén tap chi Circulation (s6 81 nim 1990) thay rang ty Ié song sau 1 thang 1a
92%, sau 6 thang 1a 89%, sau 1 nam la 88%, sau 5 ndm la 86%, sau 10 nam la
81% va sau 15 nam la 73% [4].
+ Nam 1990, Marceletti va cong sy thay doi ky thuat thuc hién miéng
néi TMC dudi véi PMP bang miéng ndi ngoai tim bang mach nhan tao goi 1a
phau thuat Fontan véi ong ndi ngoai tim (Extracardiac conduit technique), tir
d6 da co rat nhiéu cac nghién cau vé ky thuat ciing nhu két qua caa phau
thuat nay [66],[65],[82]
> Nghién cau so sanh két qua phau thuat Fontan khi &p dung céc ky
thuat khac nhau thay wu diém vuot troi caa ky thuat véi dng néi ngoai
tim vé ty Ié tar vong, that bai caa phau thuat cling nhu cac bién ching
loan nhip, huyét khdi, hoi ching mét protein rudt sau méd nhu nghién
ctu cua Ajay J. lyengar véi tiéu dé “Trends in Fontan surgery and risk
factors for early adverse outcomes after Fontan surgery: the Australia
and New Zealand Fontan Registry experience” dang trén tap chi J
Thorac Cardiovasc Surg (nam 2014, s 148(2), trang 566-75 vé két qua
cua 1071 BN dugc phiu thuat Fontan thay rang ty 1é BN tir vong ciing
nhu that bai Fontan thap nhat & nhom ky thuat ngoai tim sau d6 dén
nhém k§ thuat trong tim va cao nhat & nhdm ky thuat kinh dién [54].

> Nghién cau cua Soo-Jin Kim véi tiéu dé “Outcome of 200 patients
after an extracardiac Fontan procedure™ dang trén tap chi J Thorac
Cardiovasc Surg. nam 2008, s6136(1), trang. 108-16. T4c gia thay
rang két qua 200 BN duoc phau thuat Fontan véi dng ndi ngoai tim ty
I&¢ BN duoc phau thuat Glenn hai hudng trudc d6 1a 94%, c6 42,5%
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BN duogc mo cira s6 mach nhén tao va tim nhi. Ty 18 tir vong tai vién
la 3%, theo ddi trung binh 52,4 thang c6 3,6% BN tir vong [83].

> Nghién ctu cia Yoshihisa Tanoue véi tiéu dé “Three hundred and
thirty-three experiences with the bidirectional Glenn procedure in a
single institute” dang tai tap chi Interactive CardioVascular and
Thoracic Surgery, nam 2007, s 6, trang 97 — 101. T4c gia thay rang
két qua phau thuat Fontan sau phau thuat Glenn hai huéng tét hon
khong chi & BN c6 nguy co cao ma ca & BN ¢6 nguy co thip phau
thuat Fontan [84].

1.8.2. Viét Nam

Hau hét cac nghién ciu, b4o cao chu yéu Ia phau thuat Glenn hai huéng
cho BN tim bam sinh dang mot tam that.

+ Bao cdo dau tién vé két qua sém phau thuat Fontan tai Trung tdm tim
mach — Bénh vién E nam 2013 [85].

+ Nghién cau két qua phau thuat bénh tim bam sinh dang mét tam that
tai trung tdm tim mach - Bénh vién E nam 2015 [86].

+ Nghién ctu cia Pham Hitu Minh Nhut vé két qua phau thuat Fontan
tai Vién tim thanh phd H6 Chi Minh thay rang tir thang 2/2007 dén thang
6/2014 c6 37 BN duogc phau thuat Fontan voi cac ki thuat sir dung 6ng noi
ngoai tim -35 BN (str dung mach nhan tao Gore —Tex va mach Dacron) va ky
thuat lam duong ham trong tim — 2 BN. Két qua tir vong sém 5,4% [87].
1.8.3. Nhitng van dé can nghién cu ciia dé tai

- Tai Viét nam chua c6 mot dé tai nao nghién cau vé dic diém cua cac
ton thuong tim dang mot tam that dwoc phau thuat Fontan véi Ky thuat sir dung
6ng ndi ngoai tim bang mach nhan tao Gore- Tex va két qua sau phau thuat.

- Nghién ctu tién hanh & 100% BN da dugc phau thuat Glenn hai huéng.

- Nghién ctiu tién hanh mé cira s6 mach nhan tao va tam nhi cho 100%
BN phau thuat Fontan.
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Chuong 2
POI TUQNG VA PHUONG PHAP NGHIEN CUU

2.1. POI TUQNG NGHIEN CUU

Bao gom nhitng bénh nhan nhi dugc chan doan bénh tim bam sinh dang
mot tam that duoc phau thuat Fontan véi dng ndi ngoai tim tai Trung tam tim
mach — Bénh vién E tir thang 8/2012 dén thang 12/2015.
2.1.1. Tiéu chuan lwra chon bénh nhan

+ Bénh nhan duoc chan doan tim bam sinh phic tap dang mot tam that
da duoc phau thuat Glenn hai huéng (thi mot), ¢ chi dinh phau thuat Fontan
(thi hai).

+ Bénh nhan dugc phiu thuat Fontan véi ong ndi ngoai tim tai Trung
tam tim mach - Bénh vién E.

+ Pay du hd so bénh &n va hd so bénh an phai dap tmg duoc yéu cau cua
nghién cau.

+ Bénh nhan, gia dinh bénh nhan dong y tham gia nghién cuu.
2.1.2. Tiéu chuan loai trir

+ BN duoc chan doan tim bam sinh phuc tap dang mot tam that dugc
phau thuat Fontan thi dau chua dugc phau thuat Glenn hai hudng.

+ BN duoc chan doan tim bam sinh phtc tap dang dang mét tdm that duoc
phau thuat Fontan kinh dién, phau thuat Fontan véi dudng ham trong tim.

+ Ho so bénh an khong day du di liéu.
2.2. PHUONG PHAP NGHIEN CUU
2.2.1. Thiét ké nghién ciu

+ L& nghién ctiu mé ta cat ngang (c6 so sanh két qua trudc va sau phau thuat).

+ C& mau nghién ctu.
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Tinh theo cdng thuec:

Trong do:

, p (1-p)
N=2Z%.u ¢

n: s6 BN du kién nghién cuu.

p: ty 1€ tir vong tai vién, p: 3% Theo nghién cuu cua Yves
d Udekem ty 18 tir vong tai vién 1a 3% [7].

Z1-un = 1,96 (Vi 0.= 0,05).

d =0,05: do chinh xac tuyét d6i mong mudn.

Thay céc gié tri vao cong thic nhu sau.
n = (1,96)? x 0,03 x (1-0,03)/ 0,05% = 45 (bénh nhan). Dy kién tdi

thiéu 45 BN.

+ Cac budc thuc hién nghién ctu

Lwa chon BN vao nhém nghién ctu theo tiéu chuan da dinh.
Pbi voi nhdm hoi ciu: thu thap va hoan thanh cac thdng tin
nghién cau theo bénh an mau.

Pbi voi nhom tién cau: chan doan xac dinh bénh (1am sang,
siéu Doppler tim, thdng tim), xét c4c tiéu chuan dé tién hanh
phau thuat Fontan véi ong ndi ngoai tim. Chuan bj va tién
hanh phau thuat. Theo ddi, danh gia két qua phau thuat. Thu
thap sb liéu theo bénh &n mau.

Kham lai BN theo mét qui trinh théng nhat.

Lap bang va xir Iy s6 liéu theo phan mém thong ké: SPSS
16.0 va STRATA 12.

Hoan thanh luan an: giai thich, ban luan, so sanh két qua véi
cac nghién ctru da dugc cong bd trong va ngoai nudc, 1y giai

su khac biét.
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2.2.2. Qui trinh chuan bi bénh nhan va chi dinh phiu thuat Fontan véi

ong ndi ngoai tim tai Trung tam tim mach — Bénh vién E

2.2.2.1. Chén dodn

+ BN d3 dugc chan doan bénh tim bam sinh dang mot tdm thét, da phau

thuat Glenn hai hudng it nhat 12 thang.

+ Tudi BN > 2 tudi.

+ Kham lam sang:

o Tim méi va dau chi, do SpO2 dau chi khi khéng tha dxy hd tro.

o Déanh gid muc do suy tim dua theo phan do suy tim cta Ross[88].

+ Siéu &m Doppler tim: BN duoc siéu &m Doppler tim it nhat 02 1an boi

02 bac si, danh gia cac chi sb sau.

O

O

O

Vi tri caia tim trong long nguc.
Chan doan bénh, thé bénh tim bam sinh dang mot tam that.
Van nhi that.

= M6 van: mém mai hay voi hoa.

» D) ho van nhi that.
Po chirc ning co bop tam that (chi sé phan suat téng mau — EF)
Pénh gia miéng néi Glenn.

= Vi tri bén phai hoac bén trai.

= Tinh trang miéng noi: khdng hep, hep, xoan miéng noi.
Kich thudc va hinh dang hai nhanh DPMP, chac ba DPMP, dong
chay qua tir tam théat 1én DMP.
Kich thuéc va vi tri cia TMC duéi.
Cac luong théng trong tim: thong lién that, thong lién nhi.

Tinh trang duong ra cia thm that chic ning.
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+ Thong tim

o Chi dinh théng tim: cho tit ca bénh nhan tim bam sinh dang mot

tam that sau phau thuat Glenn hai hudéng.

o Cac chi s6 théng tim

Hinh dang va tinh trang cia miéng néi Glenn.

Hinh dang cia hai nhanh DMP, sy cAp mau cua hai DPMP.

bo kich thudc hai nhanh DPMP.

Do 4p lyc hai nhanh PMP, ¢ thé do stc can cua phoi.

Vi tri va kich thudc cia TMC dudi.

Chup PMC xubng va do kich thuéc DPMC xudng ngang mic
co hoanh.

Phat hién tuan hoan bang hé chu - phoi, cac thong dong tinh
mach bat thuong trong phoi.

Tinh chi s6 Mc Goon: (Pudng kinh PMP phai + Puong kinh
PMP tr4i) / Pudng kinh PMC xudng ngang mirc co hoanh [89].

+ Chup Xquang nguc thang.

+ Xeét nghiém coéng thuc mau, sinh hda mau.

+ Pién tam do: tan s tim, déu, loan nhip tim.

2.2.2.2. Chi dinh va diéu kién phdu thudt Fontan véi éng néi ngoai tim tai

Trung tdm tim mgch — Bénh vi¢gn E

> Bénh nhan tim bam sinh dang mot tam that da duoc phau thuat

Glenn hai huéng it nhat 12 thang.

> Tudi > 2, khong phan biét giai tinh.

> Ap lyc DPMP < 15 mmHg.

» Chi s6 Mc Goon > 1,8.
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» Chtrc nang tim trong gidi han binh thuong (EF > 50%).

» Van nhi that khdng ha hodc ha mic do nhe, vira.

> Miéng ndi Glenn thong.

» DMP khong hep tai vi tri chia nhanh.

» TMC dudi két ndi vai tAm nhi.

2.2.2.3. Qui trinh phdu thugt

» Chuan bi BN truéc mé

Hoan thanh day du ho so bénh an, xét nghiém va cac tham do
can lam sang day du.

Kham tai miii hong, ring ham mit trudc mo theo qui trinh.
Kham giy mé trudc mo.

Giai thich cho gia dinh bénh nhan vé bénh tat, phuong phap
phau thuat, loi ich ciia phuong phap phau thuat, nhiing nguy
co rai ro ¢o thé xay ra trong va sau phau thuat.

Thuc hién thut théo treéc hdm md, vé sinh ring miéng.

Nhin an uéng truéc mo it nhat 6 gio.

> Trang thiét bi va dung cu

Gom c¢6 may mé, bo dung cu phau thuat tim ho.

May tuan hoan ngoai co thé.

Vat liéu mach nhén tao: chdng toi st dung mach Gore — Tex
cua hang W.L. Gore & Associates, Inc Hoa Ki. Véi duong
kinh ctia mach tir 16mm dén 22mm, d6 day cua thanh mach

0,4mm, chiéu dai 20cm.
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Hinh 2.1: Hinh mach nhan tao Gore-Tex (Ngudn Trung tam bénh vién E)
= Ngoai ra con mot s6 phuong tién vat tu khac nhu chi khau
mach mau premiline, gac cam mau. ..
> Gay mé
= Tu thé bénh nhan: nam ngira, c6 don ¢ dudi vai.
= GAay mé toan than qua 6ng noi khi quan.
= Pit duong do dong mach xam lan vao dong mach quay hoic
dong mach canh tay.
» Pat catheter tinh mach trung wong vao tinh mach canh trong.
> Kiéu chay may tim phoi nhan tao
= Ong DM dit vaio PMC Ién sat chan DM than canh tay dau.
= Tinh mach: mot dng TM dit vao TMC trén & trén miéng ndi
Glenn, mot 6ng TM dit & TMC dudi sat co hoanh, ludn day
thit vao tinh mach chu trén va tinh mach chu dudi.
= Liét tim: dung dich liét tim dugc bom xudi dong qua gbc
PMC. Dung dich liét tim 1 dung dich mau am.

= Nhiét do chay may tim phéi nhan tao: diang nhiét.
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> Ky thuat md

Sat trung rong toan bo nguc phia trudc, bung, dui hai bén
bang dung dich Povidin 10%.

Trai khan vo khuan dé 16 ving md va dui hai bén (vi tri
cung dui).

Rach da vét mé cii, duong gitra xwong uc, cit chi thép (néu co).
Str dung cua tron dé cua xuong Vc.

G& dinh boc 16 DMC 1én, TMC trén va miéng néi Glenn, tm
nhi, TMC dudi.

Heparin toan than: liéu 3mmg/kg can ning.

Pit ong PM va 2 ong TM, chay may tim phoi nhan tao khi
chi s6 ACT > 480.

Panh gid so bo tén thuong: vi tri mom tim so véi TMC dudi,
miéng néi Glenn, chac ba DPMP.

Cip PMC, bom dung dich liét tim vao géc PMC.

Cat TMC dudi khoi tdm nhi. Qua chd cit ¢ thé mé rong véch
lién nhi trong truong hop vach lién nhi con nguyén ven.

Vat liéu 1am éng ndi: mach nhan tao Gore-tex, xac dinh
duong kinh cua mach nhan tao dua vao duong kinh TMC
dudgi trén thong tim hoic theo chi s6 BSA. Chiéu dai éng
mach duoc do tir vi tri TMC duéi dén chac ba PMP.

N6i TMC duéi vi mach nhan tao: miéng néi tan — tan, khau
Vit véi chi mach méau premiline 5.0, kiém tra cam mau.

Cat doi DMP tai chac ba, khau kin thAn DMP, tai vi tri cat
PMP x¢ doc ra hai nhanh PMP dén gan rén phoi. N6i PMP
véi dau mach nhan tao, miéng ndi tan — bén, chi khau vit, tly

vao BN c6 thé lya chon chi mach méu premiline 6.0 hoic 5.0
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Mg cira sO giira 6ng mach nhan tao va tim nhi: vi tri mé cira
s6 gitra tAm nhi va mach nhan tao thuong 14 tiéu nhi phai, cit
thanh bén tiéu nhi phai va thanh bén dng mach nhan tao vi tri
tuong Gmg, dudng kinh cua cira s6 khoang 5mm. Néi tryc tiép
tam nhi v&i 6ng mach nhan tao tai vi tri tao ctra s6 bang chi
mach mau premiline 5.0, khau vat (kiéu Kissing).

Lam day tim, bop bong né phoi, dudi khi qua kim hat goc
déng mach chia hodc dé chay ty do qua vi tri dat kim bom
dung dich liét tim tai vi trf gbc d6ng mach chu.

Tha kep dong mach cha cho tim dap lai.

Tim dap binh thuong, huyét dong 6n dinh, ngiing may tim
phoi nhan tao, trung hoa Heparin bang Protamin, véi ty ¢ 1/1.
Rut dng M va éng TM.

Po 4p luc dong mach phoi qua catheter TM canh trong, lay
gia tri trung binh.

Kiém tra cam mau cac duong khau va dién g dinh.

Dit dan luu trong mang tim va sau xwong wc bang 6ng dan
lru nhua trong, c6 trang silicon bén trong, kich thudc dng dan
lru tiy vao can niang cua BN c6 1é sir dung ong c6 duong
kinh 16Fr hoac ong hut noi khi quan sé 14.

Dit dién cyuc tam that, mang tim hozic tdm that va tim nhi.
Pong mang tim bang vat liéu nhan tao (mach nhan tao hoic
miéng va mang tim), déng xwong @c bang chi thép, dong can
co va da theo cac 16p giai phau.

Mot sb truong hop dat tham phan phic mac néu BN thiéu

niéu hoac vo niéu.
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> Hoi strc sau phau thuat

BN thd may, theo ddi cac dau hiéu sinh ton: nhip tim, huyét
ap, nhiét do lién tuc, ap luc BMP.
Theo ddi nudc tiéu theo gio.
Céc thubc dugce sir dung trong hoi sic
+ Thudc ha ap phdi: nhu Milrinone vai liéu 0,2 pg/kg can
nang/phdat.
+ Thudc van mach Noradrenalin vai liéu 0,05 - 0,1ug/kg
can nang/phat.
+ Thubc loi tiéu Furosemid liéu tr 0,1 — Img/kg can nang/ gio.
+ Truyén dung dich Albumin phu thudc vao ham luong
Albumin tieng BN, duy tri mirc d6 > 30gr/I.
+ Thudc chéng dong: str dung Heparin véi liéu 10 don
vi/kg/ gio.
Panh gia rat dng noi khi quan sém.
Theo dbi bién chiing: chay mau, cac réi loan nhip, hoi ching

cung lugng tim thap, tir vong sém.

> Hau phau tai bénh phong

Theo ddi toan trang.

Tinh trang vét mo, xuong uc.

RUt dan luu trung that, dan luu khoang méang phoi.

Thudc chéng dong: thudc chong ngung tap tiéu cau aspergic
véi liéu 5mmg — 7mmg/kg/ngay.

Xet nghiém coéng thirc mau, sinh hda mau.

Siéu am trudc khi ra vién.

Panh gi4 tinh trang 1am sang, vét mé, siéu am va xét nghiém

sinh hda, cho BN ra vién.
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2.2.2.4. Kham lai sau phdu thugt
BN duoc hen khdm lai sau mb 1 thang sau mé va 6 thang mot lan & céc
lan kham tiép theo.
» Cac budc kham lai
+ Kham 1am sang: tinh trang vét mo, tim moéi va dau chi, do SpO2 dau
chi, danh gia mirc d6 suy tim theo phan d¢ suy tim ctia Ross.
+ Chup Xquang nguc thang.
+ Siéu 4m tim: danh gia cac miéng ndi, chirc ning tim, dich mang ngoai
tim, dich mang phéi, tinh trang ctra so.
+ Dién tam dé.
> Phat hién cac bién chung sau phau thuat
+ T vong sau phau thuat: thoi gian, nguyén nhan.
+ Tai bién mach ndo.
+ Loan nhip tim: con nhip nhanh nhi, con nhip nhanh trén that, nhip
cham xoang...
+ Hoi chang mat protein rudt: tran dich da mang, phu toan than, xét
nghiém ham luong albumin méu <2,5¢/1.
+ Tuan hoan bang hé chu phoi.
+ That bai Fontan (Falling Fontan)
2.2.3. Cac tham s6 va bién sé nghién ciu
2.2.3.1. Pdc diém 1am sang va cdn ldm sang truwéc mo
> Dic diém caa BN
= Tudi; nhdm tudi: 2 - < 4 tudi , > 4 tudi
= Gigi tinh.
= Can nang (kg), chiéu cao (cm), chi s6 BSA.
> Tién st bénh
= Céc phau thuat tim da duoc tién hanh.
= Thoi gian phau thuat Glenn hai huéng (thang).
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» Triéu chung 1am sang

Tim moi va dau chi.
Do Sp0O2 dau chi (ng6n tay hodc ngén chan) tha khi trai (%).
Murc do suy tim theo phan d6 suy tim cia Ross.

Bdng 2.1: Mure do suy tim theo Ross [88]

Do suy tim Triéu chirng

bo | Khéng cé triéu chung

Do I Thé nhanh hoac toat mo hoi mirc d6 nhe khi dn, khé tho nhe
khi gang stc ¢ tré 16n

bo I Thé nhanh hoic toat mo hdi rd rét khi an, kho tha rd rét khi
gang stc & tré 16n, thoi gian an kéo dai kém theo cham phét
trién can nang

bo IV Nhing triéu chimg nhu the nhanh, rat 16m nguc, thé rén hoac

toat md hdi biéu hién khi tré dang ngu

> Xét nghiém huyét hoc

S6 lugng hong cau: 1.000.000/ml. (triéu/ml) (10%/ml)
S6 lugng bach cau: 1000/ml. (nghin/ml) (10*/ml)
Ham lugng Hemoglobin: g/l

Nong d¢6 Hematocrit: %

> Dién tam db

Nhip xoang: tiéu chuan caa nhip xoang cac khoang RR ¢
dinh, nhip déu; tan s6 nhi va that bang nhau, song P don dang,
ludn c6 mot séng P di truéc mdi phuc bd QRS, khoang PR
khong dbi va trong gigi han 0.12-0.2s, d6 dai phic bo QRS
nho hon 0.12s

Tan s tim theo tu6i caa BN




50

Bdng 2.2: Tan sé tim 6 tré em IGc nghi [90]

Tuoi Tén s6 tim (1an/phat)

So sinh 120- 170
0 -3 thang 100 - 150
3 -6 thang 90 - 120
6 — 12 thang 80 - 120
1 — 3 tudi 70-110
3 — 6 tuoi 65— 110
6 — 12 tuoi 60 - 95

>12 tudi 55 - 85

Nhip cham xoang: khi BN cd nhip xoang ma cham hon so
nhip binh thudng theo tudi.

Cac r6i loan nhip: nhip cham xoang, loan nhip, rung nhi, nhip
nhanh trén that, phan ly nhi that (Block nhi that) cac muc do.

» Siéu am Doppler tim

Chan doan x4c dinh bénh tim bam sinh dang mot tam that.

Phan loai thé bénh tim bam sinh dang mot tam that

+ Thiéu san tam that phai gdm cac bénh: Thiéu san van ba Ia;
Teo phoi véch lién that nguyén ven; Tam that hai duong
vao; Cac trudong hop tim bam sinh dang mot tdm that trén
hinh anh siéu am c6 thiéu san tam that phai.

+ Thiéu san tam that trai gom cac bénh: Thiéu san van hai 14;
Hoi chung Heterotaxy. Cac truong hop tim bam sinh dang

maot tam that trén hinh anh siéu Am c6 thiéu san tAm that tréi.
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+ Thé khong xac dinh 14 cac truong hop trén siéu am Doppler
tim khong xac dinh duoc thiéu san tdm that phai hay tam
that trai nhu: That phai hai dudng ra; Thong san nhi thét;
Bat twong hop nhi that kém dao gc dong mach.

Tinh trang miéng nbi Glenn: binh thuong, hep, xoan van.

Hinh thai va kich thudc hai nhanh BPMP (mm).

Kich thuéc PMC xudng ngang mirc co hoanh (mm).

Tinh trang van nhi that: binh thuong, hé van cac mic do theo

danh gia cua bac si si€u am tim.

Chuic ning tim: dugc danh gia bang phan suat tbng mau - chi

s6 EF (%).

Panh gi4 tinh trang dudng ra tm that chirc nang: hep duong ra.

Kich thudc cua 16 thong lién nhi, théng lién that (c6 han

ché khong).

> Thong tim: qua chyup budng tim danh gia

Tinh trang miéng ndi Glenn: binh thuong, hep, xoan.

Hinh dang va kich thudc hai nhanh BPMP (mm)

Chac ba DPMP binh thuong, hep.

Po ap luc PMP: dugc do bang Catheter tinh mach canh trong qua
miéng ndi Glenn vao PMP, 14y tri s6 trung binh, don vi 1a mmHg.
Chup TMC dudi: xac dinh vi tri, do kich thuéc (mm).

Phat hién tuan hoan bang hé chi - phéi.

Phat hién thong dong — tinh mach trong phdi, thong tinh- tinh
mach trong phoi.

Chup PMC dé phat hién hep duong ra.

Néu c6 thé tinh sirc can phéi: don vi Wood/m? da co thé.
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2.2.3.2. C4c chi sé thu thdp trong mé

= Thoi gian chay may tim phéi nhan tao (phut).

= Thoi gian cap DPMC (phnt).

= Puong kinh éng mach nhan tao (mm).

= Ap luc PMP sau md: duogc do qua catheter TM trung uong tai
thoi diém nging may tim phoi nhan tao, 14y gia tri trung binh,
don vi mmHg.

= Céc phau thuat phdi hop.

+ M6 vach lién nhi.

+ M@ rong chac ba DPMP hoic goc DPMP phai, trai bang
mach nhan tao.

+ Phau thuat DKS (Damus-Kaye-Stansel Procedure) la
phau thuat néi PMP vao PMC gitp cho mau 1én PMC
trong nhimg truong hop BN cO hep dudi van BMC,
hoic PMC xuit phat tir tam that bi thiéu san va c6 15
thdng lién that han ché.

+ Phau thuat mo cira s6 gitra 6ng mach nhan tao va tam
nhi. Néu k¥ thuat thuc hién cung voi phau thuat Fontan
goi 1a mo cira so thi dau. Néu ky thuat thuc hién & lan
md khéc goi 1a mé cira s6 thi hai.

2.2.3.3. C4c chi sé nghién cieu sau mé
> Tai phong hdi sic
= Thoi gian tho may (gio).
= Po SpO2 dau chi khi BN tu thd (%).
= Chay méu sau mé va chi dinh mé lai: sé lwong mau chay qua

dan luu trén 10ml/kg trong gio dau tién hoac trén 5ml/kg
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trong 3 gio dau sau phau thuat néu khéng cé rdi loan dong
maéu, hoic chay mau > 100ml/gio néu khdng c6 rdi loan dong
mau kem theo [91].

Tai bién than kinh: hén mé, liét nira ngudi. C6 hinh anh
nhdi méu ndo hodc xuit huyét ndo trén phim chup cét 16p vi
tinh so néo.

Thiéu niéu, vd niéu phai @it tham phan phdc mac: Thiéu niéu
khi nudc tiéu < 0.5ml /kg/gid kéo dai trén 4 gio. VO niéu khi
khong c6 nudc tiéu trén 2 gid hoac creatinine mau > 75
umol/l mac du su dung thudc lgi niéu manh hodc sir dung
thudc ting co bop co tim hoac phbi hop ca hai loai [92].

Hoi ching cung luong tim thap: khi cung lugng tim < 2
lit/phit/m? dién tich co thé. Biéu hién 1am sang mach nhanh,
huyét &p tut miac du da bu du thé tich tuan hoan, thiéu niéu
hoic vo niéu, toan chuyén héa mau (pH <7,3), can ding cac
thudc tro tim va van mach [92].

R4i loan nhip sau md: nhip cham xoang, nhip nhanh trén that,
rung that, Block nhi that c4c cap.

T vong sau mo: thoi gian, nguyén nhan.

» Tai bénh phong

Thoi gian rat ng dan luu khoang mang phdi (ngay).

Nh6ém dan luu mang phoi kéo dai khi din lvu mang phéi > 10
ngay [82],[93].

Tinh trang vét mo: lién tét, nhiém trang phai khau lai.

Xuong 0c: vimg, viém xuong Gc phai mo lai.

Panh gia mirc do suy tim trén 1dam sang theo Ross.

Siéu am doppler tim trudc khi ra vién: danh gia cac miéng

ndi, tran dich mang ngoai tim, tran dich mang phoi.
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2.2.3.4. Cac chi sé thu thdp khi kham lgi
BN duoc khéam lai dinh ky theo lich hen. C6 2 méc thoi gian lay sé liéu
la khdm sau mé 6 thang va 1an kham cuéi tinh dén hét ngay 30/6/2016.
» Lam sang
= Tim moi, dau chi.
=  Murc d0 suy tim theo phan d§ Ross.
= Do SpO2 dAu chi khi thor khi troi (%).
So sanh két qua trude va sau mo theo thoi gian.
> Chup Xquang nguc thang: phat hién tran dich mang phéi, day dinh
khoang mang phoi.
» Siéu am Doppler tim
= Panh gia tinh trang miéng ndi: TMC dudi mach nhan tao,
mach nhan tao v6i DPMP, miéng ndi Glenn. Bao gdm céc chi
s6 chénh ap qua miéng ndi, huyét khéi trong mach nhan tao.
= Tinh trang ctra s6 mach nhan tao v&i tim nhi con dong chay
(shunt) qua khong.
= Tinh trang van nhi that.
» Chuc nang tim (EF).
> Cac bién chung sau phau thuat
= Turvong: thoi gian, nguyén nhan.
= Tran dich mang phoi phai dit ong dan luu khoang mang phoi.
= Tai bién mach ndo: Hon mé; liét nira nguoi; liét khu tra.
= Céc loan nhip sau mé.
= Hoi chang mat protein rudt: duge xac dinh khi BN c¢é phu
toan than, tran dich da mang va xét nghiém mau c6 néng do
Albumin < 25 g/L.
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= Thét bai Fontan: Ia nhitng trudng hop tir vong, hodc phai lam
cau ndi chu phoi (Taken down) hodc ghép tim, suy tim muc
do 11, 1V [7],[94].
> Cac phuong phap diéu tri bién chung
= Dan luu khoang mang phi.
= M¢ cira s6 mach nhan tao véi tim nhi.
= Diéu tri ndi khoa hoi ching mat protein ruot.
= MO lai: nguy@n nhan va thoi gian.
2.2.4. Xir ly sé liéu
- S liéu duoc nhap va xt Iy bing phan mém SPSS 20.0; Strata 12.
- C4c bién lién tuc duogc trinh bay duéi dang trung binh. So sanh két qua
gitra c4c bién lién tuc bang thuat toan kiém dinh test Student.
- C4c bién thir ty va roi rac duoc trinh bay dudi dang %. So sanh két qua
cua cac bién roi rac bang thuat todn kiém dinh X2, test Fisher exact.
2.2.5. Pao duc trong nghién ciru
Nghién ctru duoc tién hanh trén co so
- Hoi ddng khoa hoc chidm dé cuong nghién ctiu sinh caa Truong dai hoc
Y Ha noi thong qua.
- Hoi ddng khoa hoc ki thuat caa Trung tdm tim mach — Bénh vién E da
cho phép tién hanh phau thuat va nghién cau.
- Nghién ciu chi tién hanh trén nhitng BN hoic gia dinh BN tu nguyén
tham gia.
- Nhitng thong tin vé ngudi bénh hoan toan duoc bao mat va chi phuc vu

cho muc tiéu chan doan, diéu tri va nghién ctu khoa hoc.
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SO PO NGHIEN CUU

Bénh tim bim sinh dang mét tim
—| Kham lam sang

that 33 phiu thuit Glenn hai hwdng

l

Sieu am Doppler tim

Y

ﬁﬁﬁﬁﬁﬁ

—

Nhém BN héi ciu Co chi dinh Fontan Khéng co chi dinh Fontan

Lira chon vao nghién ctu Loai khoi nghién ciru

l

Thu thip & Xt 1i s6 lidu

Y

Viét luan dn

Bao vé ludn an cic cap
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Chuong 3
KET QUA NGHIEN CUU

Trong thoi gian tir thang 08 nam 2012 dén thang 12 nam 2015 ¢ 61
bénh nhan du tiéu chuan nghién ciu véi cac dic diém sau
3.1. MOT SO PAC PIEM CHUNG
3.1.1. Gigi tinh

+ Nam: 35 BN chiém 57,38%

+ Nit: 26 BN chiém 42,62%

+ Ty 1€ Nam/Nir: 1,33
3.1.2. Tudi

+ Trung binh: 5,95 + 3,36 (tudi)

+ Nho nhat: 2 (tudi)

+ Lén nhat: 14 (tudi)

W < 4 tuoi

m> 4 tudi

Biéu do 3.1: Phan chia bénh nhan nghién cizu theo nhdm tugi

Nhan xét: Ty I¢ BN nhom tudi > 4 tuoi chiém da s6
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3.1.3. Can ning, chiéu cao, chi sb dién tich da co' thé

Bdang 3.1: M0 td can ngng, chiéu cao, chi sé6 BSA (n=61)

Chi sb Trung binh Thap nhat Cao nhat
Can nang (kg) 17,40 + 7,66 9,6 49
Chiéu cao (cm) 107,43 + 19,08 80 161
BSA (m?) 0,71 +0,22 0,35 1,5

+C6 5 (7,9%) BN c6 can ning < 10 kg truéc md
3.2. PAC PIEM LAM SANG, CAN LAM SANG TRUOC MO
3.2.1. Triéu chwng lam sang
3.2.1.1. Tim méi va ddu chi

+ 61 (100%) BN déu bi tim mdi va dau chi

+ SpO, trung binh: 83 + 3,32%

+ SpO, cao nhat: 90%
+ SpO, thap nhat: 75%
3.2.1.2. Mikc dg suy tim trweéc mé (n=61)
40
30 -
20 -
10 -
0 A A
Dol Do 11 DoIll PoIV

Biéu do 3.2: Phan bé do suy tim truéc mé
Nhan xét: Ty 1¢ BN suy tim do 111 chiém da s6 60,66%. Khong c6 BN
suy tim nhe (D¢ 1) va khdng c6 BN suy tim rat nang (o V).
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3.2.2. Pic diém tién sir phau thuat
3.2.2.1. Tién si phdu thugt

Bdng 3.2: Tién si phdu thudt ciia bénh nhén trwéc mé (n=61)

Phau thuat n Ty 18 %

Phau thuat Glenn hai huéng 51 8361
Phau thuat thit hep DPMP + Phau

3 4,92
thuat Glenn hai hudng
Phau thuat Blalock + Phau thuat

5 8,20
Glenn hai hudng
Thay van nhi that + Phau thuat

1 1,64
Glenn hai hudéng
Phau thuat that hep DPMP + Phau
thuat Glenn hai huéng + Thay 1 1,64
van nhi that

Tong 61 100

Nhan xét:

+ Cha yéu BN chi phai phau thuat Glenn hai huéng (83,81%).

+2 BN duoc thay van hai 14 sinh hoc Bio 100 cua S.Jude sb 31 va 33.
3.2.2.2. Thei gian sau phdu thudt Glenn hai hwéng

+ Trung binh: 22,95 + 18,32 (thang)

+ Ngan nhat: 12 (thang)

+ Dai nht: 96 (thang)
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Bdng 3.3: Chia nhom thei gian sau phdu thudt Glenn hai hwéng (n=61)

Bién sb n Ty 16 % | Tanso cong don
< 24 thang 44 72,13 72,13
> 24 thang 17 27,87 100

Tong s6 61 100

Nhan xét: BN dugc phau thuat Fontan sau phau thuat Glenn hai huéng
trudc 24 thang chiém da s6 72,13%.
3.2.3. Pic diém xét nghiém huyét hoc

Bdng 3.4: Xét nghiém huyét hoc ciia bénh nhén treéc mé (n=61)

) Gia tri Trung Nho nhét

Pac diem . D¢ léch )
binh thuwong | binh Lén nhat
Hong cau (T/L) 43-58 6,26 0,60 5,01 7,65
Hemoglobin (g/L) | 120-160 | 164,07 | 17,50 115 - 217
Hematocrit (%) 35-50 49,07 4,54 42,4 — 64,7

Nhan xét: S6 luong hong cau, ham huong huyét sic té va ndng do

hematocrit déu ting cao do tinh trang thiéu 6 xy man tinh.
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3.2.4. Pic diém siéu &m Doppler tim
3.2.4.1. Chén dodn bénh tim bam sinh dgng mét tam thdt trén siéu am

Bdng 3.5: Chdn dodn bénh tim bam sinh dang mét tam thdt (n=61)

] Ty I8 Tan s
Chan doan n
% cong don
That phai hai duong ra, dao goc, hep phoi | 16 | 26,23 26,23
Thiéu san van ba la 14 | 22,95 49,18
Bat twong hop nhi that, dao goc, hep phoi | 14 | 22,95 72,13
Thiéu san van hai la 7 11,48 83,61
Kénh nhi that chung, hep phoi 3 4,92 88,53
Heterotaxy 2 3,28 91,81
That trai hai duong vao 2 3,28 95,09
Teo PMP vach lién that nguyén ven 2 3,28 98,37
That phai hai duong vao 1 1,63 100
Tong sb 61 100

Nhan xét: Ton thuong tim bam sinh dang mot tam that rat da dang, bénh
gap nhiéu nhat 1 that phai hai duong ra, c6 dao géc DM va hep phoi (26,23%),
Thiéu san van ba 14 (22,95%), bat tuong hop nhi that va hep phoi gip 22,95%.
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3.2.4.2. Thé tén thwong bénh tim bam sinh dgng mét tam thdt (n=61)

Thiéu san that phai
® Thiéu san that trai
m Thé khong xac dinh

22(36.07%)
30(49,18%)

Biéu d6 3.3: CAc thé ton thurong tim bam sinh dgng mét tam that
Nhan xét: Thé khong xac dinh gap nhiéu nhat 30 BN (49,18%)
3.2.4.2. Chirc ning tim
Pugc tinh bang phan sb tdng mau cua tam that chire ning (EF)
+ EF binh thuong: 63 + 7%
+ EF trung binh: 65,36 £ 6,72%
+ EF thap nhat:  53%
+ EF cao nhat:  80%
Tat ca BN déu c6 chirc nang tim trong gidi han binh thudng
3.2.4.3. Mikc dg hé van nhi that (n=61)

6
(9.84%

® Khong ho
B Ho nhe

B Ho vira

Biéu do 3.4: Mitc d¢ ho van nhi that
Nhan xét: Pa sé6 BN khdng hd van nhi that va hé nhe 55 (90,17%) BN
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3.2.4.4. Kich thwéc dpng mach phéi trén siéu am tim va théng tim

Bdng 3.6: Kich thuwdéc dpng mach phéi trén siéu &m tim va thong tim (n=63)

Nhé )
s x Phwong tién | Trung binh , Lén nhat
Bién so 3 nhat p
chan doan (mm) (mm)
(mm)
Pong mach|Siéu am 10,16 + 1,59 8 13
2. _ _ 0,0043
phoi phai Thong tim 12,04 + 2,29 7,5 17
Pong mach|Siéu am 9,63 +1,49 7 12 0019
phéi trai Théngtim | 11,43 +2,77 7 23 ’

Nhan xét: Kich thudc cua DPMP bén phai, bén trai trén siéu am Doppler
tim va théng tim c6 su khac biét nhau c6 ¥ nghia thdng ké vai p < 0,05.
3.2.4.5. Chi sé Mc Goon, ap lwe dgng mach phéi va dwong kinh tinh mach
chi dwoi trén thong tim

Bdng 3.7: Chi sé Mc Goon, ap lwe déng mach phéi va dwong kinh

tinh mach chu duwoi (n=61)

Bién sé Trung binh | Nhé nhat | Lén nhat
Chi s6 Mc Goon 2,32 +0,3 1,8 3,13
buong kinh TMC dudi (mm) 18,65 + 3,98 10 29
Ap lyc PMP (mmHg) 11,72 + 2,43 6 18
Nhan xét:

+ T4t ca BN déu c6 chi s6 Mc Goon > 1,8.
+ 98,36% BN cd ap lyc DPMP trung binh < 15mmHg. 1,64% BN c6 ap
lyc DPMP 18 mmHg.



3.2.4.6. Hinh dang déng mach phéi trén thong tim

+ Hinh dang hai nhdnh déng mach phéi trén théng tim

Bdng 3.8: Hinh dang dgng mach phai trén thong tim (n=61)

Bién s6 Pong mach phoi phai Pong mach phoi trai
Binh thuong 60 61
X04n vin 1 0

Tong sb 61 61

Nhan xét: Chi ¢4 01 BN bi x0an van DMP phai

+ Phan bé hep géc hai nhdnh déng mach phéi trén thong tim (n=61)

60 -
50

40

30
20 -

10

® Binh thuong
® Hep

0

phai

Godc nhanh

trai

Godc nhanh

Chac ba

Biéu do 3.5: Phan bo bénh nhan hep goc cdc nhdnh déng mach phoi

Nhan xét:

+ 11 (18,03%) BN hep chac ba DPMP.
+ 02 BN (3,28%) BN chi hep géc DMP phai.
+ 04 BN (6,56%) BN chi hep géc DPMP trai.
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3.2.4.7. Tuan hoan bang h¢ trén théng tim

+ Phan bé bénh nhan cd tuan hoan bang hé trén théng tim (n=61)

m Khong
mCo

Biéu do 3.6: Phan b bénh nhan co tuan hoan bang hé
Nhan xét: Da s6 BN ¢6 tuan hoan bang hé PMC — DMP
+ Mai lién quan giira 6 tuan hoan bang hé chi-phéi va khodng thoi
gian sau phdu thudt Glenn hai hwéng
Bdng 3.9: Méi lién quan gi@a c6 tuan hoan bang hé chii-phai va khodng

thoi gian sau phdu thugt Glenn hai hwéng (n=61)

Tiéu chi Tuan hoanbanghé | . |
. _ _ Tong so p
Theoti gian Khong Co
n 19 25 44
< 24 théng
Nhom % 82,61 65,79 72,13
thai gian n 4 13 17
> 24 thang 0,156
% 17,39 34,21 27,87
R , n 23 38 61
Tong so
% 100 100 100

Nhan xét: So sanh nhom thai gian sau phau thuat Glenn hai huéng < 24
thang va > 24 thang v6i nhom c6 tuan hoan bang hé chu - phdi khdng cé su

khac biét c6 y nghia thong ké.
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3.2.4.8. Hinh anh miéng néi Glenn trén thdng tim (n=61)

1(1,64%) ® Hep miéng noi

B Khong hep miéng noi

Biéu do 3.7: Phan bo bénh nhan hep miéng néi Glenn trén thdng
Nhan xét: 01 BN bj hep miéng néi Glenn trén théng tim
3.3. PAC PIEM TRONG MO
3.3.1. Thoi gian tuan hoan ngoai co thé va cip dong mach chi

Bdng 3.10: Thei gian tudn hoan ngoai co thé va cip déng mach chi (n=61)

Bién s6 Trung binh Nhé nhat | Lén nhat
Thoi gian tuan hoan
o 98 + 31,15 59 255
ngoai co thé (phut)
Thoi gian cap dong mach
58,67 £ 19,84 5 95

cha (pht)
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3.3.2. Kich thwéc 6ng mach nhan tao va méi lién quan véi kich thwéc
tinh mach cha dwéi trén thong tim

3.3.2.1. Pwong kinh éng mach nhan tgo
Tt ca BN déu duoc sir dung mach nhan tao Gore —Tex dé phau thuat Fontan
+ Trung binh: 19,67 + 1,68 (mm)
+ Nho nhat: 16 (mm)
+ Lén nhat: 22 (mm)

Bdng 3.11: Phan bé dwong kinh 6ng mach nhan tgo (n=61)

Pwong kinh (mm) n Ty 18 % Tan s6 cong don
16 3 4,92 4,92
18 18 29,51 34,43
20 26 42,62 77,05
22 14 22,95 100
Tong s6 61 100

Nhan xét: Pa s6 BN duoc sir dung dng mach nhan tao kich thugc 18mm
va 20mm: 72,13%.
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3.3.2.2. So sdnh kich thwéc éng mach nhan tao véi dwong kinh tinh mach
chii dwai trén thong tim
Bdng 3.12: Méi lién quan giéa kich thwéc éng mach nhan tgo va dwong
kinh tinh mach chu dwéi trén thong tim (n=61)

2z Trung
A A A A O
Bien so n binh bo léch 95% ClI p

Puong kinh tinh

) 61 18,65 3,98 17,36 - 19,94
mach cha (mm)

. 0,97
buong kinh ong

. 61 19,67 1,68 19,31 - 20,37
mach nhan tao (mm)

Nhan xét: Puong kinh TMC dudi trén thong tim va kich thudc dng mach
nhan tao khéng c6 su khac biét vai p > 0,05.
3.3.3. C4c phau thuat kém theo
3.3.3.1. Phdu thudt mé cira sé gi@a 6ng mach nhan tgo va tam nhi thi dau
(n=61)

1(1.59%)

B C6 md cira s6

BKhéng ma cira sO

62(98,41%)

Biéu do 3.8: Phan bé bénh nhan mé cira sé thi dau
Nhan xét:
+ 01 BN khong dugc mé cira s6 thi dau. Sau phau thuat Fontan 03 thang
BN nay dugc phau thuat ma cira so.
+ T4t ca BN duoc md cira s6 kiéu “Kissing” — N&i tryc tiép 6ng mach
nhan tao vao tdm nhi
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3.3.3.2. Céc phdu thugt khac kém theo

Bdng 3.13: Cac phdu thugt khac kém theo (n=61)

Phiu thuat khac n Ty 18 %
Khong phai phau thuat phdi hop 23 37,70
DKS 3 4,91
M& vach lién nhi 35 57,38
M& rong miéng néi Glenn 1 1,64
M& rong goc DMP trai 4 6,56
M& rong goc DMP phai 2 3,28
M& rong chac ba DMP 11 18,03
Nhan xét:

+ Chu yéu BN dugc phau thuat mé vach lién nhi kém theo (57,38%).

Pay 1a nhitng BN c6 18 théng lién nhi han ché hodc vach lién nhi nguyén ven.
+ 4,94% BN duoc phau thuat DKS.

3.3.4. Ap lwe dong mach phéi sau mo (n=61)
+ Trung binh: 15,26 + 3,02 mmHg
+ Lon nhat: 21 mmHg

+ Nho nhat: 9 mmHg
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® Ap lye PMP = 15 mmHg
® Ap lyc DPMP = 15mmHg

Biéu do 3.9: Phan bo nhom &p lue déng mach phdi sau mo

Nhan xét: Pa s6 BN ¢6 ap lyc DPMP sau md < 15 mmHg

Bdang 3.14: So sanh ap lwe dgng mach phéi trwéc mé va sau mé

A X Trung 5 1)
Bién so n . 95% ClI p
binh léch

Ap luc DMP trudc

, 61 11,72 2,43 | 11,10-12,34
mo (mmHgQ)

- 9 O’l
Ap lyc DPMP sau mo

61 15,26 3,02 14,49 — 16,04
(mmHg)

Nhan xét: Su khac biét &p luc PMP sau md so Véi trudc md khdng co y
nghia théng ké vai p > 0,05.




71

3.4. KET QUA PHAU THUAT
3.4.1. Két qua ngay sau mo
3.4.1.1. Ty ¢ song sau mé

B Séng sau mo
OTw vong

59(96,72%) o 12(3.28%)

Biéu d6 3.10: M6 td bénh nhan séng sau mo
Nhan xét: 2 BN tir vong tai phong hdi stc sau md

3.4.1.2. Thei gian thé may sau mé

+ Trung binh: 41,17 £ 83,23 gio

+ Ngén nhat: 1,45 gio

+ Lau nhat: 360 gio
3.4.1.3. Bdo hoa O xy sau mé (n=59)

+ Trung binh: 96,34 + 2,94%

+ Thap nhat: 88%

+ Cao nhat: 100%

> So sanh SpO, trwéc mo va sau mé
Bdang 3.15: So sanh SpO, ruwéc mé va sau mé (n = 59)

Bién sb n | Trungbinh | P léch| 95% CI p
SpO, trusc md (%) | 59 82,95 3,35 | 82,07 -83,82 0 0001
SpO, saumé (%) | 59 96,34 2,94 [9557-97,11

Nhan xét: SpO, sau mo cai thién rd rét so véi trudc md. So sanh SpO,

sau mo Véi trudec md thay co su khac biét co ¥ nghia thdng ké véi p <0,05
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3.4.1.4. Siéu am tim va di¢n tim trwoc khi ra vign (n=59)
> Dién tim: Tat ca BN ra vién déu c6 nhip xoang, déu.
> Siéu am tim:
+ Miéng néi TMC duéi voi dng mach nhan tao va miéng ndi DMP véi 6ng
mach nhan tao thdng, khong c6 huyét khéi trong Iong mach nhan tao.
+ Chénh ap qua miéng ndi TMC duéi véi dng mach nhan tao
- Trung binh: 0,71 £ 0,42 (mmHQ)
- Thép nhit: 0,16 (mmHg)
- Cao nhat: 1,94 (mmHg)
3.4.1.5. Tw vong ngay sau mé

02 BN tir vong ngay sau mo chiém 3,28%

>

% BN tha nhat
- Nam gidi; 3 tudi.
- Chan doan: Thiéu san van hai 14, thiéu san tam that trai. Thé
bénh thiéu san tim trai.
- BN tir vong sau mé 17 gio.
- Nguyén nhan tir vong do hoi ching cung luong tim thap.
¢ BN tha hai
- Nam giéi; 3 tudi.
- Chan doén: Thiéu san van hai 14, thiéu san tam that trai. Thé
bénh thiéu san tim trai.

- Tu vong sau mé 15 gid do rdi loan nhip: rung that.
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< Ma@i lién quan giira nhom tudi phau thuat va tir vong

Bdang 3.16: Méi lién quan gi#a nhom tugi va ti vong (n=63)

T vong T vong oz
2. — _ Tong so p
Tuol Khong Co
2 n 17 2 19
) <4 tuol
Nhom % | 2881 100 31,15
tudi .. n 42 0 42
> 4 tudi 0,093
% | 71,19 0,00 68,85
2z n 59 2 61
Tong so
% 100 100 100

Nhan xét: Khéng c6 mdi lién quan gitra nhém tudi phau thuat va tir

vong vai p > 0,05.

< M®i lién quan giira thé bénh va tir vong

Bdng 3.17: M6 td méi lién quan gi#a thé bénh va ti# vong (n=61)

Tir vong Tir vong Tong
Bénh Khéng | C6 ) g
i : [N 22 22
Thiéu san tim phai
% | 37,29 36,07
. ) . n 7 9
Thé bénh | Thiéu san tim tréai
% | 11,86 100 14,75
0,018
, n 30 30
Khong xac dinh
% | 50,08 49,18
. . n 59 2 61
Tong so
% | 100 100 100

Nhan xét: So sanh thé bénh va tir vong sau mé thay c6 su khéc biét co y

nghia thong ké vai p < 0,05.
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Bdng 3.18: Mai lién quan ghép cép thé bénh va ti vong (n=61)

Tir vong Tir vong sém | Téng
Cip thé bénh Khéng | C6 ) P
Thiéu san tim phai & trai 29 2 31
Cip 1 0,492
Khong xac dinh 30 0 30
Thiéu sdn tim phdi & khong
52 0 52
Cap 2 | xdc dinh 0,020
Thiéu sdn tim trai 7 2 9
Thiéu san tim trai & khéng
37 2 39
Cip3 | xacdinh 0,531
Thiéu san tim phai 22 0 22

Nhan xét: Méi lién quan giira thé bénh thiéu san tim trai va tir vong sém
sau mo c6 su khac biét vai cac thé bénh khac co ¥ nghia thong ké vai p < 0,05 .
3.4.1.6. Céc bién ching khac
Bdng 3.19: M td céc bién chizng khac (n=61)

Bién ching n Ty 18 %
Chay mau phai mo lai 4 6,56
Tran dich mang tim, chén ép tim cap 1 1,64
Suy than cap 12 19,67
Tai bién mach néo 1 1,64
Viém xuong uc 1 1,64
Loan nhip 3 4,92
Viém phoi 1 1,64

Nhan xét: Bién chiing suy than cap phai tham phan phlc mac chiém ty

Ié cao nhat
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% Bién chitng suy than cap (n=61)

50

30

NN\
NN\

20 +
10

19

12

Khong suy than

Co suy than

Biéu do 3.11: Phan bo bénh nhan suy thdn cdp sau mé

+ Thei gian thdm phan phic mgc trung binh: 145,75 (gio), ngan
nhat: 8 (gio), 1au nhat: 456 (gio)
Nhan xét: S6 BN suy than cidp sau mo déu phai dat tham phan phuc

mac tuong d6i cao (19,67%).

+ Méi lién quan gid@a bién chizng suy than cap va thé bénh

Bdang 3.20: So sdnh thé bénh va suy thgn cdp sau mé (n=61)

Ton thwong Suy thancap | Téng
Bénh Khéng | Co S6 P
2 . _ n 19 3 22
Thiéu san that phai
% 38,78 | 25,00 | 36,07
Thé » e n 5 4 9
Thiéu san that trai
bénh % 10,20 | 33,33 | 14,75
0,109
, n 25 5 30
Khong xac dinh
% 51,02 | 14,67 | 49,18
Tong so6 n 49 12 61
% 100,00 | 100,00 | 100,00

Nhan xét: So sanh thé bénh va bién chung suy than cap sau mé khdng

thay su khéc biét c6 ¥ nghia théng ké vai p > 0,05.




+ Mai lién quan giira bién ching suy th@n cdp va nhom ap lwe dong

mach phéi sau mé.

Bdng 3.21: So sdnh suy thdn cdp va nhom dp luc dpng mach phoi sau mé (n=61)

Ton thwong Suy thancap | Téng
Ap lve PMP Khong | Co so P

n 34 4 38

Nhom ap =15 (mmHe) % 69,39 33,33 62,30

lwe DPMP 215 (mmHg) n 15 8 23 0.021

% 30,61 66,67 37,70
. n | 49 12 61

Tong so % | 100,00 | 100,00 | 100,00

Nhan xét: So sanh bién chiing suy than cap véi nhém ap luc DMP sau

mo thay c6 su khac biét c6 ¥ nghia thdng ké véi p < 0,05.
3.4.1.7. Tran dich mang phéi sau mé
> Dén lwvu mang phéi (n=61)

® C6 dan luu mang phoi

® Khong dan luu mang phoi

Biéu do 3.12: Phan bé bénh nhan ddn luu mang phoi
Nhan xét: Pa sé6 BN phai dan luu mang phoi 55 (90,16%) BN
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» Thei gian din lvu mang phdi

- Trung binh: 16 ngay
- Ngannhat: 3 ngay
- LAu nhat; 60 ngay

Bdng 3.22: Phan bé nhém bénh nhan dén lwu mang phéi kéo dai (n=55)

Dan luu mang phdi n Ty lé %
Khong 24 43,64
Co 31 56,36
Tong so 55 100

Nhan xét: Trong s6 BN phai dan luu mang phoi c¢6 da s6 BN phai dan

lwu mang phoi kéo dai.

> Mai lién quan giira thé bénh va nhém din lwu mang phoi kéo dai

Bdng 3.23: So sanh thé bénh va nhém ddn liw mang phéi (n=55)

Dan luu mang phdi Nhom din lru mang T8
) on
Bénh phéi kéo dai Y
S0
Khong Co
s . . ln 18 3 21
Thiéu san that phai
% 75,00 9,68 38,18
Thé » . .. |n 0 6 6
Thiéu san that trai 0,001
bénh % 0,00 19,35 10,91
, n 6 22 28
Khong xac dinh
% 25,00 79,97 50,91
2 . n 24 31 55
Tong so
% 100 100 100

Nhan xét: So sanh nhom thé bénh va nhém dan luu mang phoi kéo dai

thay c6 su khac biét véi p < 0,05
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» Moi lién quan giira nhém din lwu mang phéi va nhém ap lwe dong
mach phéi sau mé
Bdng 3.24: So sanh nhom dédn lwu mang phéi va nhom ap lwe dong mach

phéi sau mé (n=55)

DAn luu mang phoi Nhom dan hru
mang phoi kéo dai Téngsé | p
Ap luc PMP Khong Co
n 18 15 33
<15 (mmHg)
Nhém  &p % 75,00 48,39 60,00
lve DMP n 6 16 22
>15 (mmHgQ) 0,046
% 25,00 51,61 40,00
Tong so n 24 31 55
% 100 100 100

Nhan xét: So sanh nhoém &p lyc DMP sau m6 va nhom dan luu mang

phoi kéo dai thay co su khéc biét co ¥ nghia thong ké véi p < 0,05.

3.4.2. Két qua sau md 6 thang

C6 59 (100%) BN con song sau mo dugc kham lai sau 6 thang.

3.4.2.1. Tim méi va ddu chi (n=59)

+ SpO, trung binh: 96,03%
+ SpO, thap nhat: 88%
+ SpO, cao nhat: 100%
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4
(6.56%

BEKhong tim
B Co tim

Biéu do 3.13: Phan bé bénh nhan #im méi va dau chi
Nhan xét: Hau hét BN hét tim moi va dau chi trén 1am sang

> S0 sanh SpO, dau chi trudc md va kham lai

Bdang 3.25: So sanh SpO, trwéc mé va kham lgi sau mé 6 thang (n=59)

A X Trung
Bién so n b léch 95% ClI p
binh
SpO, trudc md 59 82,95 3,35 | 82,07 -83,82

0,0001

SpO, sau mb 6 thang | 59 96,03 2,16 | 95,48 - 96,59

Nhan xét: SpO, sau mé 6 thang cd su cai thién rd rét va khéc biét so voi

trugc md co y nghia thong ké véi p < 0,05
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3.4.2.2. Pé suy tim sau mé (n=59)

36

35
30 - 24
25 1
20
15 -
10 - 1

3] Ay
0 . . .

Do 1 Do 11 Do 111

Biéu do 3.14: Mikc dg suy tim sau mé 6 thang

Nhan xét: Chu yéu BN c6 murc d6 suy tim do | & 11: 98,31%
> So sanh d9 suy tim trudc mo va sau moé

Bdng 3.26: So sanh mikc dd suy tim trwéc mé va sau mé 6 thang (n=59)

Trwéc mo ) i
Tong so p
boll | Bo I
n 13 21 34
bo |
% | 59,09 | 56,76 | 57,63
Sau mo n 9 15 24
bo Il
6 thang % | 40,91 | 40,54 | 40,68
0,738
n 0 1 1
bo 11
% | 0,00 2,70 1,69
X , n 22 37 59
Tong so
% | 100,00 | 100 100
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Biéu do 3.15: So sanh muze dg suy tim trieéc mé va sau mé 6 thang

Nhan xét: So sanh d¢ suy tim trudc md va sau mé 6 thang thay khéng cé
su khéc biét co v nghia thong ké véi p > 0,05, song BN sau mé cha yéu da
chuyén vé muc do suy tim nhe (46 1&11).
3.4.2.3. Siéu am dopper tim

> Chénh ap qua miéng néi TMC dwéi 6ng mach nhan tao (n=59)
+ Trung binh: 0,56 = 0,21 mmHg
+ Thap nhat: 0,2 mmHg
+ Cao nhat: 1 mmHg
Khong cd huyét khéi trong 16ng mach
> Tinh trang cira s6 mach nhan tao va tim nhi

Bdng 3.27: M0 td tinh trang ciza sé sau mé (n=61)

Tinh trang cira so n Ty 18 % Tan so cong don
Khong con dong chay 46 77,97 77,97
Con dong chay 13 22,03 100
Tong so 59 100

Nhan xét: Sau mo 6 thang da s6 khong con dong chay qua cira s6 giira

bng mach nhan tao va tim nhi.
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3.4.2.4. Bién chitng sau mé
Bdng 3.28: Phan bé bién chirng sau mé 6 thang (n=59)

Bién chirng n Ty & %
T vong 0 0
Loan nhip 0 0
Tai bién mach néo 1 1,69
Hoi chang mét protein rudt 0 0
Tran dich mang phoi 2 3,39
Nhan xét:

+ 2 BN bi tran dich mang phoi phai sau mo 6 thang, trong d6 1

BN duoc dan luu mang phoi, 1 BN 6 cin mang phéi phai mo boc 6 can
mang phoi, sau mé BN é4n dinh.

+ 1 BN bij tai bién mach nfo (nhdi méu ndo), BN yéu ntra nguoi trai, SA
ctra s6 ludng thdng phai trai.
3.4.3. Két qua sau md lan kham cuéi cling

Trong tong s6 59 BN theo ddi sau mo, khong cé truong hop nao tir vong
dén thoi diém két thdc kham lai (30/6/2016)

+ Thoi gian kham lai trung binh: 18 + 10,28 thang

+ Thoi gian kham lai ngan nhat: 6 thang

+ Thoi gian kham lai dai nhat: 45 thang
3.4.3.1. Tim méi va dau chi

+ SpO, trung binh: 95,63 + 2,20%

+ SpO, thap nhat: 89%

+ SpO, cao nhat: 100%
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Bdng 3.29: Phan bé bénh nhdn cé tim méi va ddu chi (n=59)

Tim méi va dau chi n Ty 18%
Cé 7 11,86
Khéng 52 88,14
Tong so6 59 100

Nhan xét: BN chu yéu khdng bi tim méi va dau chi
> S0 sanh SpO, dau chi truweéc Mo va kham lai

Bdang 3.30: So sanh SpO, ruéc mé va kham lgi (n=59)

L, Trung
Bien so n . bo léch 95% ClI p
binh
SpO, trudce mo 59 82,95 3,35 82,07 — 83,82 0001
SpO, kham lai 59 95,62 2,20 95,05 - 96,20 ’

Nhan xét: SpO, trudc md so vai khi kham lai thdy su khéc biét ¢ y
nghia thong ké vai p > 0,05
3.4.3.2. Mirc dg suy tim trén lam sang

Bdng 3.31: Phan bé mire dé suy tim trén 1am sang (n=59)

P suy tim n Ty 186% Tan so cong don
bo | 43 72,88 72,88
bo Il 13 22,04 94,92
bo 1 2 3,39 98.31
bo IV 1 1,69 100
Tong sé 59 100

Nhan xét: 2 BN bi suy tim do 111 va 1 BN suy tim d¢ 1V khi kham lai
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3.4.3.3. Siéu am Doppler tim

> Chénh ap qua miéng néi TMC duéi véi 6ng mach nhan tao

(n=59)
+ Trung binh: 0,6 £ 0,26 mmHg
+ Thap nhat: 0,1 mmHg
+ Cao nhat: 1,4 mmHg

> Chirc niing tim that chirc niing
+ 1 BN chiém 1,69% c6 chirc ning co bop giam (EF: 45%)
+ 58 BN chiém 98,31% c6 chuc niang co bop binh thuong
> Tinh trang cira s6 6ng mach nhan tao va tAm nhi

Bdang 3.32: Phan bé tinh trang ci#a sé sau mé (n=59)

Cira S0 n Ty 18 %
Khéng con dong chay 53 89,83
Con dong chay 6 10,17

Tong soé 59 100

Nhan xét: Hau hét BN khdng con dong chay qua ctra s gitta 5ng mach nhan
tao va tam nhi.
> Do hé van nhi that sau mo
Bdng 3.33: Phan bé dé hé van nhi that sau mé (n=59)

P hé van n Ty 18 % Tan s6 cong don
Khong ho 29 49,15 49,15
Ho nhe 27 45,76 94,92
Ho vira 3 5,08 100
H& nang 0 0,00 100
Tong so 59 100

Nhan xét: Cha yéu BN khdng hé van hoic hé nhe sau mo.
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3.4.3.4. Bién chirng sau mé khi kham lai

Bdng 3.34: Phan bé bién ching sau mé (n=59)

Bién chirng n Ty 18 %
Tu vong 0 0
Loan nhip 2 3,39
Hoi ching mat protein rudt 2 3,39
Tai bién mach ndo 2 3,39
That bai Fontan 3 5,08

> 2 BN bi hoi chitng mat protein rudt: 1 BN duoc diéu tri thude don
thuan, 1 BN duoc diéu tri thubc, can thiép qua da dé théng cira sb
mach nhan tao va tim nhi, phiu thuat md lai cira 6 mach nhan tao
va tam nhi.

> 2 BN bi loan nhip sau md: 01 BN bi nhip cham xoang nhung chua
anh huong dén hoat dong thé luc.

> 3 BN thét bai Fontan: 2 BN ¢6 suy tim d6 I11 (1 BN bi tai bién mach
ndo, 1 BN bi hoi chitng mat protein rudt), 1 BN c6 suy tim do IV
(BN bi hoi chitng mat protein ruot).
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Chuong 4
BAN LUAN

Tur trudng hop phau thuat dau tién nam 1968 va cong bd nim 1971, phau
thuat Fontan da trai qua hon 4 thap Ky véi rat nhiéu cac tién bo trong chan
doan, gay mé hdi stc va ki thuat. Nhiéu cai tién vé ky thuat mo tir phau thuat
Fontan kinh dién, phau thuat Fontan voi duong ham trong tim va phau thuat
Fontan vé&i 6ng ndi ngodi tim nhim nang cao chat lugng cudc song caa BN
sau phau thuat, giam thiéu cac bién chiing sau mo.

Tai Viét nam, phau thuat tim bam sinh d4 duoc tién hanh tir nhimg nam
60 cua thé ky trudc. Vao cudi nhimg nam 2000, phau thuat Fontan méi bt
dau duoc tién hanh tai mot sé bénh vién. Tai Trung tm tim mach — Bénh
vién E, tir khi duoc thanh 1ap (nim 2010), ching t6i da tién hanh phau thuat
cac bénh ly dang mot tdm that vai phau thuat Glenn hai hudng, phau thuat
Blalock, phau thuat that hep DPMP. Nam 2012, ching tdi tién hanh phau thuat
Fontan vé&i 6ng ndi ngodi tim bang mach nhan tao cho nhitng BN di duoc
phau thuat Glenn hai huéng [85]. Tir d6 dén nay da c6 61 BN nhi dugc phau
thuat Fontan véi dng néi ngoai tim. Qua nghién ctu két qua caa cac BN nay
ching t6i c6 nhiing ban luan sau.

4.1. PAC PIEM TON THUONG VA CHI PINH AP DUNG KY THUAT
4.1.1. Pic diém chung

Tuoi phau thuat: trung binh 5,95 tudi, tudi thap nhat trong nghién cau
la 2 tudi, trong d6 nhom tudi < 4 tudi chiém 31,15%. Nghién ctu cua
Panagiotis G. Sfyridis do tu6i trung binh I1a 5,7 tuéi trong d6 thap nhat la 3
tudi [95], cua Madhusudan Ganigara c6 tudi trung binh 12 10 tudi, thap tudi
nhat 1a 5 tudi [64]. Nghién ctu cua Ajay J. lyenga & 1071 BN duogc phau
thuat Fontan vé&i tudi trung binh 4,7 tudi, nho tudi nhat 1a 3,4 tudi [54].
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Nghién ciru cia Dietmar A. Bartmus c6 tudi thap nhat 1a 1 tudi [51]. Nhu vay
d6 tudi trung binh cua cac nghién ctu déu > 4 tudi.

Gi6i tinh: c6 35 BN nam chiém 57,14% va 26 BN nit chiém 42,86%. Ty
I& nam gi6i/ nir gidi la 1,33. Nghién cuiru caa Michael G. Earing ty 1€ nam/ni:
1,62 [96], cua Paul Khairy la 1,2 [97], cua G.S. Hass va cong su la 2,75 [98].
Ty 1é nam/nit cua ting nghién ctu ¢ su khac nhau va khdng anh huong dén
két qua phau thuat.

Can niang: 1a mot trong nhitng yéu té quan trong dé chi dinh phau thuat
Fontan véi 6ng ndi ngoai tim do lién quan dén lya chon kich thudc cua 6ng
mach nhan tao [65]. Can nang trung binh trong nghién cau la 17,4 kg, nhe
nhat 12 9,6 kg, 5 (8,2%) BN c6 can ning < 10kg, tinh theo thang diém z can
nang trung binh so véi tudi 1a —1,28 diém. Theo nghién ctu caa Yoshie
Ochiai can nang trung binh la 13,6 kg [57], cua Toshihide Nakano trong
nhém phau thuat Fontan vai 6ng noi ngoai tim 1a 17,9kg [59]. Nghién cau cua
Michelle C. Wallace va cong su vé mbi lién quan giira can nang va tudi theo
diém z, thay rang néu BN co diém z vé can ning < -2 diém thi nguy co tir
vong ciling nhu cac bién ching cao hon nhom BN c¢6 diém z tir -2 dén 0 diém
[53]. Theo Marion E. McRae, can ning BN trudc mo < 10 kg 1a mot yéu té
nguy co nang sau phau thuat do duong kinh dng mach nhan tao nho, miéng néi
nhé do vay téc do dong chay thap, mat nhiéu ning lwong dé van chuyén mau tir
TMC dudi 1én DMP, dong thoi tée do dong chay cham dé hinh thanh huyét khoi
trong long mach [12]. Nghién ctu cua Vladimir Alexi-Meskishivili nén phau
thuat khi can nang tir 12 — 15kg, voi can nang nay thi duong kinh va chiéu dai
cta 6ng mach nhan tao ciing nhu khoang cach tir TMC dudi dén DPMP c6 thé lya
chon bang 80% ciia nguoi truong thanh [59]. Khi phau thuat Fontan sau phau
thuat Glenn hai huéng phai mé lai xuwong tc, do c6 thé cé tinh hudng chay
méu nhiéu phai dit tudn hoan ngoai co thé ngoai vi vi vay néu can ning qua

thap s& rat kho khan dé dat dng BPM va dng TM ngoai vi.
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4.1.2. Pic diém 1am sang

< Suy tim truéc mo

Péi tugng nghién ctiu 13 tré em nén chung toi danh gia muc do suy tim
theo Ross. Ban chit phan d6 suy tim theo Ross 14 cai tién phan do suy tim
theo NYHA (New York Heart Association — Hiép hoi tim New York) dé ap
dung cho tré em [88],[99],[100]. Nghién cuu cé 38 (62,3%) BN suy tim do
I11; 23 (37,7%) BN suy tim d¢ Il, khong c6 BN suy tim do | va d6 IV. Theo
nghién ctu cua Takeshi Hiramatsu c¢6 19% BN suy tim d6 I; 74% suy tim do
Il va 7% suy tim d¢ 111 [101], nghién cuu cua Carlo F. Marcelletti c6 41% BN
suy tim d6 1V; 39% BN suy tim d6 11 va 20% BN suy tim d6 Il [102]. Muc
d6 suy tim cua bénh nhan dang mot tam that khdng chi phu thudc vao bénh
(thiéu san van ba 14, thiéu san tim trai, Heterotaxy...), thé tén thuong (thiéu
san tam that phai, thiéu san tam thét trai, thé khong xac dinh), d6 hé van nhi
that chung ma con phu thudc vao luu luong mau 1én BPMP, mtrc do thiéu & Xy
t6 chirc. Khi BN trusc mo cang tim nhiéu thi do suy tim cang tang do 1am
sang do suy tim danh gia bang hoat dong thé luc va sinh hoat hang ngay cua
BN [103].

< SpO, dau chi

BN truéc mo déu co tim méi va dau chi véi SpO, do dau chi khi tho khi
troi trung binh 13 83%. Tat ca cac truong hop nay déu da duoc phiu thuat
Glenn hai hudng trude d6. Nghién ciru cua S.Ocello ¢ SpO, trung binh truéc
mb 12 83% & nhitng BN da dugc phau thuat Glenn hai hudng [93], caa Ujjwal
K. Chowdhury & nhitng BN da phau thuat Glenn hai huéng dao dong tir 65%
dén 88% [104], cuia Yasuhiro Kotani 12 82% [105]. S di SpO, sau phau thuat
Glenn hai huéng khong cao do van con hién twong mau tron gitra mau cua
TM phoi va mau tir TMC duéi d6 vé tim ¢ tang nhi. Mong muén SpO, sau
phau thut Glenn hai hudng duy tri tir 75% dén 85% dé tranh hién tuong giam
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cung lugng tim do van con mau tir TMC dudi vé tim, dong thoi néu SpO, qua
cao s& gay hién tuong quaé tai caa tdm that chirc nang, néu SpO, thap s& hinh
thanh tuan hoan bang hé chu - phéi, hoic céac ludng thong bat thuong (thdng
d6ng — tinh mach, thong tinh — tinh mach trong nhu mé phéi), céc hién tuong
nay déu gay anh huong dén chirc ning co boép cua tdm that chuc ning [66],
[106], [107].
4.1.3. Pic diém ton thwong ciia bénh tim bam sinh dang mot tam that

Phau thuat Fontan kinh dién ban dau duoc chi dinh cho BN bi thiéu san
van ba 14, sau do6 theo thoi gian véi sy cai tién ki thuat mé c6 nhiéu bénh cé
ton thwong dang mot tdm that dwoc chi dinh phau thuat Fontan, nhat Ia cac
truong hop da dugc phau thuat Glenn hai huéng. Hién tai phau thuat Fontan
dugc chi dinh cho BN ¢6 ton thuong thiéu san mét tam that ciing nhu cac ton
thuong c6 hai tdm that song khdng thé sta chita duoc dang hai tdm thét
(Biventricular repair) [4], [6], [55], [64], [108].

< Bénh tim bam sinh dang mt tam that

Nghién ciru cua ching tdi thiy rang tén thuong dang mot tdm that rat da
dang bao gom 9 bénh véi tan suat nhu sau: 16 (26,23%) that phai hai duong
ra, da0 gdc dong mach, hep phoi; 14 (22,95%) thiéu san van ba la; 14
(22,95%) bét twong hop nhi that ¢ hep phoi; 7 (11,48%) thiéu san van hai I4;
3 (4,92%) kénh nhi that chung ¢ hep phoi; 2 (3,28%) hoi chung Heterotaxy;
2 (3,28%) teo dong mach phdi cd véch lién that nguyén ven; 2 (3,28%) tam
that trai hai duong vao; 1 (1,63%) tdm that phai hai duong vao (bang 3.5).
Nghién cua tac gia trén thé gigi déu thay rang bénh tim bam sinh dang mot
tam that rat da dang, gdm nhiéu bénh khéc nhau [68],[103],[109], [110]

> Thdt phdi hai dwong ra: ching tdi c6 16 (26,23%) BN chan doan that
phai hai duong ra, c6 dao gdc dong mach va hep phéi. Trong d6 9 BN ¢6 16
thong lién that thé biét 1ap (cach xa PMC va DMP), 3 BN c6 thiéu san tam



90

that phai, 4 BN c6 hién tuong bat chéo cua day chang van hai 1a. Nhimg truong
hop nay khéng co chi dinh sira chira hai tam that hodc néu sira chita thi nguy co
phau thuat cao. Nghién cau caa Ajay J. lyengar va cong su ¢6 18% BN thé that
phai hai duong ra [54], cua Harold M. Burkhart la 15,15% [111], cua Yves
d Udekem la 14,6% [7]. Nhu vay ty 1é BN thé that phai hai duong ra cia chding toi
cao hon so véi cac tac gia khac ly do c6 thé do k¥ thuat sira chita dang hai tam
that cho tén thuong nay cta cac tac gia trén tot hon nén ty 18 phai phau thuat
dang mot tam thét it hon. Cac thé ton thuong cua that phai hai duong ra duoc
chi dinh hoac nén phau thuat Fontan do it nguy co rui ro sau mo bao gom: chi
s6 thé tich tdm that khong du dé sira chita hai tam that, tm that phai c6 cau
trdc chi hai thanh phan (Bipartite structure) la phan xoang va phan phéu, 15
thong lién that cach xa hai dai dong mach (Remote Ventricular Septal
Defect), co van nhi that chung, ¢ hién tugng bat chéo day ching van hai la
hoac van ba 14, kém theo mot s6 ton thuong khac nhu thiéu san tam that phai,
hoi chang thiéu san tim trai, hep nang van BMC [112],[113],[114],[115],[116].

» Thiéu san van ba 14: nghién cau caa ching t6i c6 14 (22,95%) BN bj
thiéu san van ba la. Theo nghién ctu cia Ajay J. lyengar c6 31,3% BN thiéu
san van ba la [7], caa Marshall L. Jacobs la 11% [117], cia Carlo Pace
Napoleone 1a 32,3% [118]. Ty I& BN bi thiéu san van ba 14 khac nhau tly
ting nghién ciu. Thiéu san van ba 14 c6 thé & 14 van, vong van, day chang va
cot co, hau qua dan dén thiéu san tdm that phai. Bénh duoc chia 1a hai thé
bénh dua vao c6 dao goc dong mach hoidc khéng, dong thoi dua vao cé thong
lien that, thiéu san dong mach phdi hodc hep dong mach phéi dé chia thanh
du6i nhém [119]
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Bdng 4.1: Phan nhom bénh thiéu san van ba 14 [119]

Nhom Dudi })’éio goc déng mach
nhom | Khéng cé dao goc dong mach
1A Khong thdng lién that, thiéu san DMP
| 1B Thong lién that han ché, thiéu san PMP
1C Thong lién that, khdng hep PMP
d- ddo géc dong mach
2A Thong lién that, thieu san PMP
' 2B Théng lién that, hep DPMP
2C Théng lién that, khong hep, thiéu san PMP

11 |- ddo géc dpng mach

Tat ca BN thiéu san van ba 14 trong nghién ctru déu thuéc nhom 11, c6
dao goc dong mach kém theo, chung t6i khong danh gia duoc dudi nhém do
BN déu d3 dugc phau thuat Glenn hai hudng trude do.

> Bat twong hop nhi thit, dao goc dong mach, hep phéi: nghién cau
c6 14 (22,95%) BN. BN c6 ton thuong PMC va DMP doi vi tri xuat phat
(DMC xuét phét tir tm that phai va DMP xuét phét tir tim that trai) va tdm nhi
VvGi tim that dao vi tri két ndi (tam nhi phai do vao tam that trai, tam nhi trai do
vao tam that phai) goi la bat twong hop nhi that hai lan (Double discordance
hoac Levo-Transposition of the great arteries hoac Congenitally corrected
transposition of the great arteries) [120],[121]. Nghién ctru ctia Hsu c6 41,07%
BN c6 tén thuong nay duoc phau thuat Fontan [122], cia Rutledge 13 8,26%
[123], ciia Hraska la 13,82% [124]. Vi ton thuong nay c6 thé sta chita theo
phuong phap hai tim that song ¢ nhiéu nguy co nhu tir vong sau mo, suy tim,
réi loan nhip tim sau mo6 cao hon so vé6i phau thuat Fontan [120],[125]. Bénh

bat twong hop nhi that c6 dao gbc dong mach duoc chi dinh phau thuat Fontan
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khi BN c6 15 théng lién that rong, khd phan chia thanh hai budng tam that;
thiéu san mot budng tam that; hep duong ra tdm that bén trai hoic nhiing
truong hop BN dd dugc phau thuat thit hep PMP trude do; cac co sé chua co
nhiéu kinh nghiém vé sira chita hai tdm that cho ton thuong nay [126].

> Heterotaxy: thuat ngir nay xuat phat tir tiéng Hy lap, hetero c6 nghia
1a khac, taxis c6 nghia 1a sip xép, nhu vay Heterotaxy duoc hiéu la siap xép
nguoc lai. Mot s6 tac gia sir dung thuat ngir ddng phan (Isomerism) dé chi hoi
chirng Heterotaxy [25],[26]. Nghién ctru cua ching tdi c6 2 (3,28%) BN cé
hoi chung nay, trong ¢6 1 BN dong phan phai (Right isomerism) va 1 BN
ddng phan trai (Left isomerism). Theo nghién cttu caa Ann-Marie Tan 13 9%
[127], cua Kim va cong su la 32% [83], cua Robert D. Stewart la 10,9%
[128]. Theo Kim va cong su da sé6 BN c¢6 hién tugng dong phan déu kho sua
chira hai tam that, trir mot s6 truong hop déng phan trai khong cé bat thuong
tré vé ciia tinh mach hé théng , tinh mach phéi, khong c6 dao goc dong mach.
Tuy nhién ty 1& BN bi suy tim @ huyét do hd van, dac biét 1 van nhi that tréi,
hep dudi van dong mach chii gap ty 1é cao vi vay tac gia khuyén cao nén chi
dinh phau thuat Fontan cho nhitng truong hop nay [25]. Chi dinh phau thuat
Fontan cho hoi chung Heterotaxy bao gom: dong phan phai, cac trudng hop
dong phan trai khong stra duoc hai tam that nhu mot tim nhi chung, mat can
bang cua kénh nhi that (Unbalanced ventricle), bat chéo day chang cua van
nhi that [25],[48],[129]. Nghién ctu cua Peter J. Bartz vé két qua sém va dai
han phau thuat Fontan cho 142 BN Heterotaxy qua 30 nam thay rang nén mo
sém khi van nhi that chua hé nhiéu, su co bop cua tam that chirc nang con tot
thi ty 1é thanh cong ciing nhu bién chung sau mo giam [48].

> Tam that hai dwong vao: nghién cau c6 2 (3,28%) BN c6 tam that
trai hai duong vao va 1 (1,64%) BN c6 tdm that phai hai duong vao. Khéi

niém tam that trai hai duong vao dé md ta bénh tim bam sinh trong d6 tim nhi
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phai va tdm nhi trai déu d6 vao tam that trai, tam that phai thiéu san, mot sb
tac gia goi bénh nay 1 thiéu san van ba 14 c6 dao géc dong mach [19]. Tam
that phai hai dudong vao dé md ta ton thuong dong mau qua van nhi that do
vao tam that phai, tdm that trai nho, day 1a mot bénh tim bam sinh rat hiém
gip [18]. Theo nghién ctu cua Yvesd Udekem c6 16,7% BN that trai hai
duong vao va 14,6% that phai hai duong vao [7], cia lyengar 15% BN ¢ ton
thuong that trai hai duong vao [54], caa Shigehiko Tokunaga 8% BN that tréi
hai dudng vao va 7% BN that phai hai duong vao [130]. Véi ton thuong tim
that hai duong vao chi dinh diéu tri theo huéng bénh tim dang mét tam that.

> Teo dong mach phdi vach lién that nguyén ven: ton thuong bao
gom khong c6 van dong mach phoi va khdng co6 156 thong lién that. Day 1a
bénh tim bam sinh hiém gap khoang 0,0041% tré sinh ra séng va chiém
khoang 1% téng sé bénh tim bam sinh [131]. Nghién ctu caa ching t6i c6 2
(3,28%) BN bi bénh nay. Theo nghién cuu cta Toshihide Nakano c6 11,11%
BN bj teo phéi vach lién that nguyén ven trong tong s 126 BN phau thuat
Fontan [50], caa James S. Tweddell 1a 13% [132], cua Veldtman la 7% [133].
Binh thudng cau tric cia thm that phai gom cé 3 thanh phan gom budng tng,
budng nhan va phan ph&u. Trong bénh teo phdi khdng c6 15 théng lién that c6
thé ton thuong thiéu san cac muc do khac nhau ¢ phan mang hoic phan co
cua duong ra that phai, dong thoi co thé cd thiéu san vong van ba 14, hep dong
mach vanh, rdo DM vanh vao tdm that phai [131],[134]. Chi dinh phiu thuat
Fontan cho bénh teo phoi c6 vach lién that nguyén ven khi: tam that phai
khong du 3 thanh phan hoic co du cac thanh phan nhung kich thudc va thé
tich < 80% thé tich binh thuong theo chi s6 BSA; thiéu san vong van ba I4,
thiéu san tdm that phai; cac truong hop BN c¢6 1o dong mach vanh vao that
phai (BN c6 phu thudc vanh, day 1a cac truong hop cé rat nhiéu diém ro dong

mach vanh vao tam that phai, do ap luc trong tdm that phai luén cao, néu sta
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chita hai tam that dan dén &p luc that phai giam BN s& bi mit mau déng mach
vanh) [131],[134],[135].

> Thiéu san van hai la: nghién cau c6 7 (11,48%) BN thiéu san van hai
14, nhitng truong hop nay déu c6 duong kinh vong van hai 14 nho so voi
duong kinh vong van hai 14 sinh ly theo chi s6 BSA. BN ¢ thiéu san tam that
tréi. Da s6 cac nghién ciru trén thé gici BN thiéu san van hai 14 déu nam trong
hoi chieng thiéu san tim trai (HLHS) nhu nghién ctu cta lyengar 1a 15% [54],
cia Robert L. Hannan c6 5,1% BN thiéu san van hai 14 va 27,7% BN c6 hoi
chung thiéu san tim trai [136], ciia Soo-Jin Kim la 5,5% [83]. BN cua chlng
t6i chi hep van hai 14 va thiéu san that trai, khong c6 truong hop nao trong hoi
chung thiéu san tim trai.

> Kénh nhi that chung, hep phéi: nghién cau c6 3 (4,92%) BN c6
kénh nhi that chung kém theo hep phdi. Theo nghién ciu cua Hideo Ohuchi
c6 11,49% BN c6 ton thuwong kénh nhi that chung [137], cia Toshihide
Nakano la 7,14% [50], caa Ann-Marie Tan la 15,6% [127]. Bénh kénh nhi
that chung cd hep phéi da sé duoc cac tac gia lua chon phau thuat Fontan hon
|4 sira chira hai tim that do nhimg kho khan trong chia hai tim that, déng thoi
khi theo d&i 1au dai sau md cd nhiéu bién chiing (loan nhip tim, hé van nhi
that trai, suy tim) cao hon so v&i phau thuat sira chita dang mot tam that
[8],[55],[128].
4.1.4. Tién sir phdu thuat

Tat ca BN déu dugc phau thuat Glenn hai hudng. Trude khi phau thuat
Glenn hai huéng c6 4 BN duoc that hep dong mach phdi, 5 BN duoc phau
thuat bac cau dong mach chu - dong mach phéi , 2 BN dugc phau thuat thay

van nhi that bang van nhan tao sinh hoc.
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Bdng 4.2: Cac phdu thugt triwéc phdu thudt Fontan ciza mét sé nghién ciu

Phau thuat | BDG shunt | PA banding | B-T shunt | Thay van nhi

T4c gia (n, %) (n, %) (n, %) | that(n, %)
Ann-Marie

212 (100%) | 43 (20,3%) | 97(45,8%) 0
Tan[127]
lyengar [54] 516 (96%) 141 (26%) 0 0

Tokunaga [130] | 73 (73%) | 21(21%) | 57(57%) | 15(15%)

Kim [138] 188 (94%) | 36(18%) | 56 (28%) | 1 (0,5%)
Nakano [139] | 55 (69,6%) | 19 (24,1%) | 36 (45,6%) 0
Ching toi 63 (100%) | 4(6,3%) | 5(7.9%) | 2(3,2%)

So sanh véi cac nghién ctu khac chdng toi thay riang tién st phau
thuat cia BN ciing twong tu nhu cua cac tac gia trén, song ty 1é BN cua
tirng loai phau thuat thip hon nhu phau thuat that hep PMP, phau thuat
B-T shunt c6 thé do BN cua chung t6i dén vién muon do vday ma khong con
chi dinh phau thuat.

Piéu kién dé phau thuat Fontan bao gom nhiéu chi tiéu (10 chi s6 nhu
phan tong quan) trong khi d6 bénh Iy tén thuong tim bam sinh dang mot tam
that rat da dang. BN dén vién co thé trong tinh trang ting 4ap luc PMP chua
thé tién hanh phau thuat Fontan do vay can phiu thuat thit hep DMP
(Banding dong mach phoi), hoiac BN c¢6 tinh trang PMP chua du kich thuéc
can phai lam phau thuat bac cau dong mach chii - dong mach phéi (Phau thuat
Blalock — BT shunt), mot sb truong hop khac BN c6 tinh trang hé van nhi
that nhiéu can phai stra van hoic thay van. Do vay ma tién sir phau thuat tim

ctia BN duoc chi dinh phau thuat Fontan rat da dang.
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4.1.5. Pic diém ton thwong trén siéu Am Doppler tim

Siéu am Doppler tim ngoai viéc chan doan bénh, thé bénh con xac dinh
cac diéu kién dé phau thuat Fontan.

< P9 hé van nhi that: nghién ctu co 55 (90,16%) BN khdéng ho hoic
hd nhe van nhi that, 6 (10%) BN ha vira, khong ¢ BN ho van nhi that ning.
Theo nghién ciu cua Roger phau thuat Fontan giai doan tir nim 2003 dén
2009 c¢6 76,8% BN khong ho van hoac ho nhe, 11,3% ho vira va ¢6 0,8% ho
nang [140]. Nghién ciru caa G.S. Haas ¢ 91,1% khong hé van nhi that hosc
ho nhe, 4,4% BN c¢6 ho vira va 4,5% BN ¢ ho van nhi that nang [98]. Theo
c4c tac gia trén, vai BN ¢6 hd van nhi that nang déu duoc tién hanh sira van
nhi that hoic thay van cuiing thi véi phau thuat Fontan. Nghién ciu ching toi
do k¥ thuat stra van nhi that chua thanh thuc, ciing nhu diéu kién hoi st sau
md con han ché, vi vay nhimg trudng hop hd van nhi that can phai sta van
hoac thay van ching tdi tién hanh phau thuat trude sau d6 mai tién hanh phau
thuat Fontan ¢ 1an mo khéac.

% Chirc ning tim: tat ca BN cua chung t6i déu c6 chtic ning tim trong
giéi han binh thuong véi phan suat tong mau caa tam that trung binh 63%,
trong d6 that nhat 1a 53%. Nghién ctiu ciia Hass c6 chi s6 EF trung binh 1a 60%
[98]. Chirc ning co bop binh thuong caa tdm that chirc nang 1a mot trong 10
tiéu chuan dé phau thuat Fontan. Ngay nay cd nhiéu nghién cau thay rang &
BN c6 chirc ning co bop tdm that giam van cd thé phau thuat Fontan nhu
nghién ctiu cia Kotani: trong 217 BN dugc phau thuat Fontan ¢é 29 (13%) BN
c6 EF < 50%, tac gia thdy rang BN co cai thién vé 1am sang sau phau thuat
song theo ddi 1au dai sau mé thi ty 18 tir vong, loan nhip sau mé ciing nhu phai
ghép tim cao hon nhiéu so voi BN ¢6 chic ning tim binh thuong, do vay chiic

nang tim thap 1a mot yéu tb tién luong ning cua phau thuat [105].
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4.1.6. Pic diém ton thwong trén thong tim

Tat ca BN déu phai thong tim (Chup budng tim) dé xac dinh chinh xéc
cac diéu kién phau thuat Fontan. 61 BN trong nghién ciru déu duoc théng tim
vé6i rat nhiéu ton thuong trén hinh anh théng tim (bang 3.7).

< Miéng nédi Glenn: 60 (98,36%) BN c6 miéng nbi Glenn binh thuong
(khdng bi hep, khdng bi xoan van), 1 (1,64%) BN bi hep miéng néi Glenn,
day 1a truong hop BN duoc phau thuat Glenn hai huéng Iic 5 thang tudi.
Theo nghién ciu caa McMahon, tudi phau thuat Glenn hai huéng < 6 thang
thi nguy co bi hep miéng ndi cao hon & nhém tré > 6 thang tudi [141]. Quan
diém nay ciing giéng nhu trong nghién ciu cua Ar Mott khi nghién cau két
qua sém phau thuat Glenn hai huéng [142], cua Reddy khi nghién ctu két
qua phau thuat Glenn hai huéng ¢ tré < 6 thang [143].

< Hinh dang hai nhanh ddng mach phoi: ching toi c6 44 (72,13%)
BN c6 hai nhanh DMP binh thuong, 11 (18,03%) BN chi hep chac ba BMP, 2
(3,28%) BN hep goc nhanh phai don thuan va 4 (6,56%) BN chi hep gdc
nhanh trai. Nhu vay co 27,87% BN c6 hep PMP. Nghién ctru ctia Nakano co
15,9% cb hep DMP [50], cua Ganigara la 18,18% [64]. Theo nghién ctu cua
Magee c6 71% BN c6 DMP binh thuong, khong bi xoan van hay hep goc
[144]. Nguyén nhan gay hep goc PMP sau phau thuat Glenn c6 thé do cau néi
B-T shunt trude d6, hoac do tai vi tri caa chan dng dong mach té chic bi hep
lai, sau that hep DMP sét vao chac ba PMP, ddng thoi ciing c¢6 thé sau phau
thuat Glenn hai huéng phau thuat vién that thin DMP 1én sat chac ba gay hep
g6c nhanh hoic hep chac ba PMP [35],[36],[144]. Mtrc d6 hep va xoan van
DMP duoc chia 1am 4 d6: do 1 1a khéng bi hep, xoin vin; do 2 bi xoin vin
nhe mot hodc hai nhanh DPMP nhung khéng can phai can thiép; do 3 bi xoan
vin hep ning moét nhanh can phai can thiép; do 4 bi xoan van hai nhanh nang
[144]. Nghién ctu cua chung t6i tat ca BN bi hep chac ba DPMP hoic nhanh
DMP bén phai, bén trai déu & mirc d6 3, 4 can phai mé rong PMP.
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< Ap lwe ddng mach phdi: chi sé nay 1a mot trong céc tiéu chuan va
diéu kién dé phau thuat Fontan. Nghién ciu c6 ap luc PMP trung binh trudc
mo 1a 11,72 mmHg, trong d6 c6 1 BN ¢6 ap luc PMP 18mmHg, truong hop
nay trén hinh anh thdng tim van con nhiéu méu tir tam that 1én trén DMP, khi
phau thuat chlng toi tién hanh that thoAn PMP va do 4p luc DMP (khi chua
chay may tuan hoan ngoai co thé) chi con 13mmHg nén van phau thuat
Fontan. Theo nghién cau cua S. Ocello ap lyc PMP trung binh 1a 11 mmHg
[93], cua Roger la 11,5 mmHg [140], cua lyengar la 11,9 mmHg [54]. Nhu
vay két qua nghién cau cia ching t6i ciing twong dong voi cac tac gia trén.
Khi ap lwc DMP ting cao dan dén mau 18n phdi it s& 1am giam cung luong tim
va tang ap luc cua tinh mach hé théng dan dén mat dich & khoang gian bao.
Nghién ctru vé céac yéu té nguy co anh huong dén két qua sau mo thay rang
khi 4p luc DMP trén 15mm la mot trong nhitng yéu t6 tién luong luong nang
[71,[52],[54],[132],[137]. Nghién cau cua T.Nakanishi: néu ap luc dong mach
phdi > 20mmHg, ty Ié ta vong cta phau thuat téi 9% [36].

< Chi s6 Mc Goon: 1a mét tiéu chuan dé phau thuat Fontan. Nghién
ctru cua ching tdi ¢é chi s6 Mc Goon trung binh 14 2,32 + 0,3, trong d6 thap
nhat 1a 1,8. Theo nghién ctu cua Mendoza c6 chi sé6 Mc Goon 1 2,1[145].
Theo cac diéu kién phau thuat Fontan chi sé Mc Goon > 1,8, song ¢ mét sb
nghién cau thay rang kich thuéc cia PMP khong anh huong nhiéu dén két
qua phau thuat Fontan nhu cia Adachi thay ring két qua trung han & nhém cé
kich thuéc DPMP nho khong cé su khac biét véi nhom ¢o kich thude DMP 16n
[146]. Nghién ctu caa Anja Lehner khi so sanh cac két qua sém sau mé &
nhom ¢é chi s6 Mc Goon > 1,6 va nhdm < 1,6 thay khong co su khac biét co
y nghia thong ké [147]. Ngay nay cé4c tac gia it sir dung chi s6 Mc Goon dé
nghién ctu vé kich thudc DMP ma chi yéu st dung chi sb Nataka dé md ta

kich thuéc DPMP vi mo ta dugc chinh xac hon dién tudi mau cua DMP.
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< Tuan hoan bang hé déng mach cha véi dong mach phdi: tuan
hoan bang hé cha-phdi 1a cac nhanh mach bat thuong ndi gitta DPMC vi
PMP. Trong nghién ctu c6 38 (62%) BN co tuan hoan bang hé chu - phéi,
trong d6 cO 3 (4,76%) BN duoc bit tuin hoan bang hé bang dung cu trude
phau thuat Fontan. Két qua nghién ctru trén ciing twong dong véi nghién ciu
vé su phat trién tuan hoan bang hé cha - phdi sau phau thuat Glenn hai hudng
cua Mc Elhinney 1a 59% giai doan trudc nam 1994 va 71% giai doan tur 1994
dén 1997 [148], cua Triedman va Salim [149],[150]. Tuan hoan bang hé xuét
hién do tinh trang thiéu 6 xy t6 chitc do d6 hinh thanh tuan hoan bang hé,
song sy Xuat hién caa tuan hoan bang hé khdng anh huéng dén két qua cua
phau thuat, dong thoi su xuat hién cua tuan hoan bang hé ciing khong lién

quan dén thoi gian sau phau thuat Glenn hai huéng [148].
4.1.7. Chi dinh ap dung ky thuat

< Lwa chon phiu thuat Fontan véi 6ng néi ngoai tim: qua nhiéu
nam cai tién ky thuat cua phau thuat Fontan tir ky thuat kinh dién dén miéng
ndi trong tim bang duong ham, ky thuat ngoai tim vai ng ndi mach nhan tao
véi muc dich cai thién chat luong cudc séng cua nguoi bénh va giam thiéu
cac nguy co, bién chirng. Dua vao cac nghién ciu cua céc tac gia trén thé gigi
thay duoc uu diém vuot troi cua ki thuat vai 6ng ndi ngoai tim so vai cac ky
thuat khac nhu nghién ctiu lyengar & 1071 BN duoc phau thuat Fontan v6i
cac ky thuat trén thi ty I tir vong sau mé ciing nhu that bai cua phau thuat khi

thuc hién véi dng ndi ngoai tim thap nhat [54].
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Bdng 4.3: M0 td ty | tiz vong sém va thdt bai phdu thudt trong nghién ciu

cra Ajay J. lyengar theo ky thudt [54]

Miéng ndi | Nhi phai voi

dong mach | Trong tim | Ngoai tim | Téng sé

Chi s phoi
n 239 (22%) | 296 (28%) | 536 (50%) 1071
Tu vong 24 (10%) 6 (2%) 7(1,3%) | 37 (3,5%)

That bai phau thuat | 26 (11%) 18 (6%) | 21 (4%) | 65 (6%)

Nghién cau so sanh vé bién chang loan nhip tim sau mo ciing thay rang
ky thuat vai ng ndi ngoai tim c6 ty 18 bi bién ching nay thap hon so véi cac
ky thuat khac nhu nghién ctru cua Jeong Ryul Lee (ty 1€ BN bi loan nhip ¢
nhoém BN thuc hién k§ thuat duong ham trong tim 1a 22,4%, k§ thuat ong nbi
ngoai tim 1a 11,2%) [151], cua Khairy va Poirier thay rang ky thuat véi dng
ndi ngoai tim bj loan nhip tim it hon so véi cac ky thuat khac [56].

Xu huéng phau thuat Fontan trén thé gigi trong thoi gian hién nay 1a ap
dung ky thuat dng ndi ngoai tim véi cac wu diém so véi cac ki thuat khac nhu
la: T6i wu hoa dong mau chay tir TMC dudi 1én PMP do vay ma tiéu hao it
nang luong (Minimizing energy dissipation); khéng cé duong chi trong tam
nhi phai lam giam nguy co rung nhi; tranh gian tdm nhi phai do vay lam giam
nguy co suy nut xoang, con nhip nhanh trén that, hinh thanh huyét khéi trong
tam nhi ciing nhu hep duong tré vé cta tinh mach phéi bén phai; khdng cé vat
liéu nhan tao trong tim; khi can phau thuat mo cta 6 thi ¢ thé phau thuat
khong sir dung may tim phdi nhan tao; khi 6ng mach nhan tao bi hep c6 thé
tién hanh thay dng mach nhan tao [6],[54],[59],[65],[93],[102]. Vi vay chiing
t6i lwa chon phau thuat Fontan véi ki thuat sir dung 6ng néi ngoai tim cho tat

ca BN nghién ctu



101

< Bénh nhan sau phau thuat Glenn hai hwéng: 61 (100%) BN trong
nghién ctu da dugc phau thuat Glenn hai huéng. Nghién cau cua Alberto
Mendoza 100% BN duoc phau thuat Glenn hai huéng [145], cua Ganigara
100% BN di phiu thuat Glenn hai huong [64], cia M.Tan Ia 83% [127].
Nhiéu nghién ciu thay rang phau thuat Glenn hai huéng 1a mét thi phau thuat
dé chuan bi cho phiu thuat Fontan vi né duy tri dwgc mot lugng mau nhat
dinh 1&n trén phdi do vay cung cip 6 xy cho co thé song van duy tri duoc ap
luc DMP thap, khdng gay ra tinh trang cung lugng tim thap ciing nhu gy qua
tai cho tam that chirc ning [145],[152]. Khi phau thuat Glenn hai huéng trudc
c6 thé phau thuat Fontan duoc cho rat nhiéu thé ton thuong dang mot tam that
dic biét & BN tim mot tam that thé khong xac dinh [153]. Nghién ctu caa
Zellers, cia Castaneda déu thay rang ty 1¢ tir vong ciing nhu bién chuang cua
BN di mé Glenn hai huéng trude thap hon so voi BN dugc phau that Fontan
thi dau [154],[155].

< Tudi phiu thuat Fontan: Trong nghién ctu caa ching t6i BN nho
tudi nhat 1a 2 tudi, nhém tudi < 4 tudi chiém 31,15%. Tudi phau thuat 12 mot
trong 10 diéu kién dé phau thuat (> 4 tudi), song nghién ctru caa ching toi khi
so sanh ty Ié tar vong ngay sau mo & nhém tudi < 4 tudi va > 4 tudi khdng thy
su khac biét co y nghia thong ké (bang 3.16). Nghién ctu cua Bartmus phau
thuat Fontan cho 500 BN trong d6 c6 54 (10,8%) BN < 4 tudi thdy rang két
qua sau mé khong cé su khéc biét so véi nhém BN > 4 tudi [51], két qua nay
cling phu hop voi nghién ciru caa Wallace [53]. Tuy nhién khéng nén phau
thuat Fontan vé&i 6ng néi ngoai tim cho BN < 2 tudi do duong kinh TMC dudi
nhé vi vay phai sir dung dng mach nhan tao c¢6 duong kinh nho sé gay hep,
nguy co hinh thanh huyét khdi cao hon.

< Lwa chon 6ng mach nhan tao dé lam cau néi: Nghién cau cua

ching tdi sir dung vat liéu nhan tao 14 dng mach Gore — Tex cua hang W.L.
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Gore & Assiate, Inc, Flagstaff, AZ, USA. Xac dinh duong kinh éng mach
nhan tao st dung cho phau thuat dua vao dudng kinh TMC dudi trén hinh anh
thong tim véi duong kinh trung binh 13 19,67 mm, duong kinh nho nhat 1a
16mm va I6n nhit 12 22mm, chi yéu sir dung 6ng mach c6 duong kinh 18, 20,
22 mm (bang 3.11). Két qua nay ciing tuong ddng véi két qua nghién ciru cua
Y.Ochiai duong kinh éng mach nhan tao sir dung 1am cau néi tir 16, 18, 20,
22 mm [57], cling nhu két qua nghién ctu cua Tokunaga; Krishnankutiyrema
[130],[156]. Theo nghién cau cua Alexi-Meskishvili vé lva chon dudng kinh
cta mach nhéan tao dua vao duong kinh cia TMC dudi cling nhu can nang caa
BN, thuong st dung éng mach nhan tao c6 duong kinh 16n hon 1,2 d¢én 1,5
lan duwong Kinh cia TMC dudi vi mach nhan tao khdng thé phat trién theo su
phat trién caa co thé [59].

Loai 6ng mach nhan tao duogc sir dung dé néi TMC dudi 1én DMP. Theo
nghién ctu cia S.Ocello phau thuat cho 100 BN vai miéng ndi ngoai tim, da sir
dung céc loai 6ng mach bao gom: vat liéu dong loai (Homograft), dng mach
Dacron, 6ng mach Gore-Tex. Tac gia thay rang vat liéu dong loai bi v6i hoa
nhanh va gay hién tugng hep cia ong néi, dng mach Dacron khong dugc dong
déu ¢ trong 16ng mach do vay ma sat trong ldng mach cao gay tiéu hao nhiéu
nang luong caa dong chay tir TMC dui vé phoi, thanh mach khong duoc két
dinh chat ché do vay dé hinh thanh huyét khéi. Ong mach Gore-Tex khac phuc
duoc cac nhuge diém trén, mach Gore-Tex dugc cau tao bai vat liéu Poly Tetra
Fluorethylene (PTFE), mot dang cua vat liéu Teflon, cac 16p polymer duogc sap
xép va dan dang ludi do vay ma 16p ma sét rat thap va dong déu trén toan bo bé
mat caa long mach [93]. Trong long cua dng mach Gore-Tex cé trang mot 16p
mang mong cd tac dung chdng voi hoa, ddng thoi 6ng mach Gore-Tex rat da
dang vé kich thudc, dé dang st dung, khéng chay mau & chan kim khi thuc
hién miéng ndi. Vi nhitng Iy do trén ma mach Gore-Tex duoc st dung rong rai
dé phau thuat Fontan trén thé gisi [57],[82],[110],[157].
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< Mé cira s6 mach nhan tao va tAm nhi

Nghién cau cua ching tdi c6 60 (98,36%) BN duogc phau thuat mo cua
s6 cling thi véi phau thuat Fontan, 01 (1,64%) BN duoc mé cira s6 sau phau
thuat Fontan 03 thang (BN van con nam vién sau phau thuat Fontan), nhu vay
tat ca BN déu duoc phau thuat mé cta s6 kém theo. Phau thuat mo cira s6
(Fenestration) 1 tao 15 thong giita ng mach nhan tao va tim nhi, duong kinh
16 théng khoang 4 — 5mm, tao ludng thdng cua dong mau tir bén phai sang
bén trai. Sau phau thuat Fontan mau tir tinh mach hé thdng tré vé phoi nhiéu,
c6 thé ap luc PMP va stic can phoi ting do d6 mau trao d6i & phé nang bi han
ché 1am cho mau tinh mach phdi tré vé tim it gay ra hoi chang giam cung
lugng tim, phau thuat mo ctra s6 gitp lam ting cung luong tim. Phau thuat
nay duoc Bridges and Castaneda mo ta nam 1988 [79],[80]. Trong nghién ctru
cua Roger ¢ 90,3% BN dugc phau thuat mé cira s6 [140], cua E. Ruiz 1a
92,3% [81]. Vai tro cua phau thuat mo cira so: nghién ctu caa Matthew S.
Lemler phau thuat Fontan cho nhém BN c6 nguy co cao, viéc ap dung k¥
thuat mé cua s6 cai thién két qua khéac biét so véi nhém khéng mé cira s6 ¢
cac chi sb: thoi gian nam phong héi stc tich cuc, thoi gian rit dan luu mang
phdi, thoi gian nam vién [158].

Bdng 4.4: So sanh két qua mé cira sé va khdng mé cira sé

(nghién criru cria Matthew S. Lemler) [158]

] Craso | Khong cira so
Chi so p
(n: 25) (n: 24)
Thai gian hoi stc (ngay) 2 (1-5) 3 (1-26) 0,967
Thoi gian nam vién (ngay) 12 (6-64) 20,5 (5-49) 0,018
Thoi gian rat dan luu mang phoi (ngay) | 10 (5-62) 16 (3-45) 0,007
Tai bién mach no (n) 0 2 0,489
Sp02 (%) 90 (81-96) | 93 (66-98) 0,003
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Nghién ctu cia M. Ono theo ddi sau 20 naim BN phau thuat Fontan &
nhom duoc phiu thuat ma cira s6 thay rang cung luong tim tang 1én, ty 1¢ BN
it bi con nhip nhanh khéc biét c6 y nghia thong ké véi nhém BN khong duoc
phau thuat ma cira s6 [49]. Vé mat ly thuyét khi mé cira s6 & tao ludng thdng
tir phai sang bén trai s& lam giam SpO2 do mau cua tinh mach hé thdng tron
véi mau cua tinh mach phéi ¢ tng nhi, ting nguy co bi tai bién mach ndo,
song nhiéu nghién ciu thay rang khong c6 su khac biét vé nguy co tai bién
mach n&o va SpO2 thap & hai nhém BN c6 va khdng c6 phau thuat mé cia s6
[49],[80],[140],[159].

Hién nay chi dinh m¢ cira s6 Van chua rd rang. Mot s6 tac gia dua ra cac
chi s6 sau dé chi dinh mé ctra s6 trong phau thuat cho nhiing BN ¢6 nguy co
cao [79],[81]

+ Strc can dong mach phéi > 2 don vi Wood

+ Ap luc dong mach phéi > 15mmHg

+ Xoan vin dong mach phoi

+ Ho van nhi that ¢6 4p luc cia dong hé vao nhi trai > 12mmHg

+ Khdng c6 nhip xoang trudc mo

Tat ca BN trong nghién ctu cua chung t6i déu duoc phiu thuat mo cua
s6 do diéu kién cua chiing toi khong do duoc sic can PMP trude phau thuat
d6ng thoi phuong tién hoi siac sau mo con han ché (chua c6 khi NO dé diéu
tri nhitng trudng hop ap luc DMP ting cao sau mo) ciing nhu kho khan trong
viéc trién khai chay ECMO sau phau thuat vi vay chung t6i da tién hanh mo
ctra s6 cho tat ca BN phau thuat Fontan voi dng ndi ngoai tim.

4.2. KET QUA PHAU THUAT
4.2.1. Két qua trong va sau mo
4.2.1.1. Theoi gian chay may tim phéi nhan tgo va cdp déng mach chii
Tat ca BN nghién ctu déu duoc phau thuat dudi tuan hoan ngoai co thé

va cap dong mach chu véi thoi gian chay may trung binh la 98,6 phut; thoi
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gian cap PMC trung binh 59,25 phut. Trong thoi gian dau khi tién hanh phau
thuat thoi gian chay may tim phdi nhan tao va ciap DPMC con kéo dai voi thoi
gian 1au nhat lan lugt 1a 255 phat va 95 phut, sau d6 khi cac thao tac phau
thuat cua ching toi thanh thyc thi thoi gian nay rat ngan dan véi thoi gian
ngan nhat 1a 59 phat chay may tim phéi nhan tao va 5 phat cap PMC. Két qua
cta chung t6i cling trong d6ng nhu cac nghién ciru khac.

Bdng 4.5: Theéi gian chgy tim phdi may nhan tgo va cdp dgng mach chii

Chi s6 | Thoi gian chay may tim Thoi gian cap dong
Tac gia phoi nhan tao (phut) mach chu (phut)
Mosca [160] 84,8 48,2
Tokunaga [130] 133,2 38,5
Burkhart [111] 138 70
Sfyridis [161] 165,8 150,7
Chung toi 98,6 58,25

Mic di nhiéu nghién cau thay rang thoi gian chay may tim phoi nhan
tao va cip DPMC kéo dai khong phai 1a yéu té nguy co sau phau thuat, song
cac phau thuat vién c6 xu hudéng chi cap PMC liét tim khi can phai phau thuat
trong tim dé 1am giam nguy co thiéu mau co tim khi phai cap dong mach chu
va liét tim [104],[137],[162].
4.2.1.2. Thoi gian thé may sau mé

Trong nghién ctru caa ching tdi co thoi gian thd may trung binh 41,17
gio (1,45-360 gio). Nghién ctru caa Tokunaga co thoi gian thd may trung binh
15,1 gio (1-264 gio) [130], cua Ganigara la 8 gio (4-36 gio) [64], cua
S.Ocello 1a 28,9 gio (8,7-78,5 gio) [93]. Nhu vay khi so sanh thoi gian tho
may sau mo trong nghién cau cia chung toi cao hon so voi cac gia trén do
diéu kién ciing nhu trinh do hdi sicc con han ché vi vay ma thoi gian thd may

con kéo dai.
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4.2.1.3. Ap lwe dpng mach phéi sau mé

Ap luc DMP trung binh sau mé 1a 15,26 mmHg (9-21mmHg), trong d6
nhém BN ¢6 &p luec DMP sau md > 15 mmHg chiém 37,2%. Khi so sanh Vi
ap luc DPMP truéc mo thay khdng cé su khac biét ¢ v nghia thong ké. Tt ca
BN sau mé déu duoc sir dung thubc ha &p lec DMP 1a Milrinone véi liéu ban
dau 12 0,2 pg/kg can niang/phit ngay sau khi cho tim dap tro lai. Nghién cau
cua G.S. Hass ¢6 &p luc PMP trung binh sau mé la 13,6 mmHg [98], cua
Tokunaga la 10,2 mmHg trong d6 2% BN c6 ap luc PMP > 20mmHg [130].
Trong nghién cuu cia Chowdhury c6 13,84% BN co6 ap luc DPMP > 15mmHg
[104]. Nhu vay so véi cac nghién ciu trén thi 4p luc DMP sau mé cua ching
t6i cao hon, ddy ciing 1a mot Iy do ma tat ca BN cia chung t6i déu duoc phau
thuat ma ctra s6 mach nhan tao va tim nhi phdi hop. Khi so sanh nhdm cé &p
lyc DPMP > 15 mmHg véi nhom <15 mmHg chiing t6i thay rang ty 1¢ BN bi
suy than cap sau mo ciing nhu tran dich mang phoi kéo dai cao hon cé y
nghia théng ké. Theo nghién ctu cia Chowdhury vé cac yéu té nguy co cua
phau thuat Fontan thi yéu té ap luc PMP > 15mmHg 1a mot yéu td lam ting
nguy co tir vong sau phau thuat cling nhu con nhip nhanh trén that sau mo
[104], cling trong dong véi nghién ctu caa lyengar, Udekem [7],[54].
4.2.1.4. Ty 1¢ song sau mé

Nghién ctu ctia ching t6i c6 59 (96,72%) BN song sau mo, cd 2
(3,28%) BN tir vong tai phong hdi siic sau md. Theo két qua nghién ctu cua
S.Ocello ty Ié séng sau mo 1a 94% [93], cua Tokunaga la 100% [130], cua
Udekem 1a 97% trong tong sé 305 BN nghién ciu song tir sau nam 1990 ty 18
séng 1a 100% [7]. Ty 1é séng sau phau thuat ngay cang cao do c6 su nang cao
chan doan, cai tién vé gay mé hoi stic va ki thuat cua phau thuat Fontan véi

wu diém vuot troi cua ky thuat sir dung dng ndi ngoai tim [50],[54],[55],[163].
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4.2.1.5. Ty |¢ tar vong tai vién

Nghién cttu ¢6 2 BN tir vong sau mo tai phong héi sic sau mo.

+ BN thir nhat: nam giéi, 3 tudi. Chan doan: thiéu san van hai 14, thiéu
san that trai, thé bénh thiéu san tim trai. LAm sang truéc mo c6 suy tim do 11,
tim moi va dau chi, SpO2 86%. Siéu &m doppler tim: van ba 14 h nhe, chic
ning tim trong giGi han binh thuong. Dién tam dd: nhip xoang. Thdng tim c6
chi sé Mc Goon: 2, hinh dang PMP binh thuong, 4p luc PMP trugc md 10
mmHg. BN duoc phau thuat véi thoi gian chay may tim phoi nhan tao 145
phut, thoi gian cap BPMC 85 phut, dudong kinh ong mach nhan tao 20 mmHg,
duoc mé cira s6 mach nhan tao va tdm nhi. Ap luc DMP sau m6 18 mmHg.
BN vé phong hoi stic ¢6 biéu hién hoi chimg cung luong tim thap: mach 180
lan/ phat, huyét ap toi da dao dong 50 — 65mmHg, vo niéu. BN da duoc st
dung van mach, tham phan phdc mac. Tt vong sau mé 17 gio. Nguyén nhan
do hoi chimg cung lugng tim thap

+ BN tha 2: nam gigi, 3 tudi. Chan doan: thiéu san van hai 14, thiéu san
tim trai. Lam sang trudc md cé suy tim do 11, tim moi va dau chi, Sp0O2: 83%.
Siéu am Doppler tim: van ba la khdng ho, chirc nang tim trong gidi han binh
thuong. Pién tam dd ¢ nhip xoang. Thong tim chi sé Mc Goon: 2, ap luc
PMP 11mmHg, hep chac ba PMP. BN dugc phau thuat véi thoi gian chay
may tim phoi nhan tao 92 phat, thoi gian cap PMC 72 phut. Ap lyc PMP sau
md 13mmHg. BN di duoc rat dng noi khi quan sau mé 2,5 gio. Sau mé 15
gio Xuat hién con nhip nhanh trén that, da dugc soc dién, ép tim ngoai long
nguc khdng c6 tac dung, BN tir vong sau md 15 gid. Nguyén nhan tir vong do
rbi loan nhip - con nhip nhanh trén that, ngirng tim.

Nghién ciu cta Yves d Udekem ty 18 tir vong 1a 3%, nguyén nhan gay tir
vong bao gém hoi chimg cung lugng tim thap, soc nhiém trang, viém phdi,
huyét khoéi BDMP [7], caa Ajay J. lyengar cé ty 1é tir vong la 3,5% (37/1071)
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trong d6 giai doan tir ndm 2006 dén 2010 vé&i phau thuat Fontan bang 6ng ndi
ngoai tim ty ¢ tir vong 1a 1,6% [54]. Nghién ctu cua S.Ocello phau thuat
Fontan vé&i 6ng ndi ngoai tim cho 100 BN c6 ty Ié tir vong la 6%, nguyén
nhan 1a suy tim 5 BN va xoian DMP 1 BN [93].

Khi so sanh ty 18 tir vong & 3 thé tim bam sinh dang mot tdm that chling
t6i thdy rang nhém BN thiéu san tim trai nguy co tir vong cao hon so véi
nhom thiéu san tim phai va nhom khong xac dinh c6 ¥ nghia théng ké, diéu
nay ciing phu hop véi nghién cau cua Gaynor, Van Arsdell thdy rang thiéu
san tim trai 1a mot yéu té 1am tang nguy co ttr vong sau mo [162],[164].

Nghién cttu vé nguy@n nhan gay tir vong tai vién sau phau thuat da sé do
giam co bop cua tdm that chic nang, loan nhip sau mo6 dic biét 1a con nhip
nhanh trén that, ho van nhi that chung, thiéu san tim trai, Heterotaxy, PMP bi
X03n van va mét sé truong hop c6 TMC trén hai bén [82],[104],[137].
4.2.1.6. Bién chizng sau mé

< Chay mau sau mo: nghién ctu c6 4 BN chiém 6,56% bi chay mau
sau mo phai mé lai. 3 BN dugc mé lai trong vong 12 gio dau sau md, 1 BN
dugc mo lai sau 24 gio sau mo. Nguyén nhan chay méau bao gom 2 BN chay
mau tir tuan hoan phu & rén phdi bén trong mang tim, 2 BN chay mau tir mat
sau xuong uc. Nhiing trudng hop nay déu duoc khau cam mau. Nghién ciu
cua A. Mendoza c6 3% BN bi chay méau sau mo phai mo lai [145], cia Van
Arsdell 1a 12% [164]. BN sau phau thuat Glenn hai huéng mac du mau Ién
phoi ting song chua nhiéu do vay BN vin c6 tinh trang thiéu 6 xy t6 chic vi
vay s& cO nhiéu tuan hoan bang hé, khi phau thuat c6 thé 1am rach tuan hoan
bang hé gay chay méau sau mo, déng thoi BN duoc st dung thudc chong dong
(Loai thudc chong ngung tap tiéu cau — aspergic), mé lai phai g& dinh do vay

day ciing 1a c4c yéu t6 1am ting nguy co chay méau sau md.
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% Loan nhip tim sau mé: theo nghién ciru cta ching tdi c6 3 BN chiém
4,92% BN bj loan nhip tim sau m, trong 6 1 BN bi con nhip nhanh trén that
khong dap tng véi diéu tri, BN tir vong. 2 BN bi loan nhip nhanh dap (ng voi
thudc ha nhip, ra vién BN c6 nhip xoang. Nghién ctu cia G.S. Haas c6 13%
BN bi réi loan nhip tim tam thdi, diéu tri hiéu qua bang thudc va may tao nhip
tam thoi, khong co trudng hop nao phai dit may tao nhip vinh vién[98].
Nghién cau caa Ujjwal K. Chowdhury ty 1& bi loan nhip tim sau mé 1a 9,2%,
tac gia thay rang ty Ié bi loan nhip tim gap nhiéu hon & nhém BN chan doan
Heterotaxy, nhdm BN c6 hai TMC trén, chiic ning co bop ctia tam that chuc
nang giam [104]. Déi véi phau thuat Fontan bang dng ndi ngoai tim hau nhu
BN it bi ton thuong niit xoang do khong phai thuc hién cac miéng ndi trong
long ctia tAm nhi phai ciing nhu khong gy ting ap luc trong budng nhi vi vay
khong gy chan thuong nat xoang nhi, do 6 hau nhu nhitng réi loan nhip sau
phau thuat chi la tam thoi va dap tng véi diéu tri thudc hoic may tao nhip
tam thoi.

< Suy than cap sau mo: 1a mot triéu chiing cua hoi chimg cung luong
tim thap. Trong nghién ctiu caa ching t6i c6 12 BN chiém 19,67% bi suy than
cap véi biéu hién vd niéu. Tat ca BN nay déu duoc dat tham phan phic mac
va loc mang bung. Theo nghién ctru cua Van Arsdell c6 16% BN phai dat
tham phan phic mac [164], nghién ctu cua Riad B.M. Hosein c6 6,6% BN bi
suy than cap phai tham phan phic mac [165]. Nghién ctiu caa ching t6i khi
so sanh yéu to suy than cap ¢ cac thé bénh thay khong cé su khac biét giira
cac thé bénh, nhung khi so sanh & nhém ¢6 ap luc DPMP >15mmHg thay rang
s6 BN bi suy than cap cao hon nhom c¢6 ap luc PMP <15 mmHg. Khi &p luc
DMP ting cao la biéu hién cia sy tang sirc can mao mach phoi do vay mau
tinh mach hé thong vé phoi khé khan hon dan dén méu vé qua tinh mach phoi

it di, dong thoi &p luc trong tinh mach hé thong ting gay mat dich ra ngoai
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khoang gian bao gay ra hoi ching giam cung lugng tim, s& dan dén thiéu mau
C4c tang trong d6 ¢ than gay suy than cap. Suy than cap sau phau thuat tim &
tré em dac biét nhiing thé bénh tim bam sinh phtc tap 1a mét trong nhing
bién chung ning sau phau thuat, nhiéu nghién ctu thay rang ty 18 tir vong cao
c6 thé tir 30 — 79% [166],[167]. Biéu hién 1am sang BN bj thiéu niéu hoic vo
niéu, xét nghiém c6 nong do kali mau, ure va creatinin mau ting cao. Phuong
phap diéu tri suy than cap bao gém str dung thubc loi tiéu, thudc van mach dé
tang huyét ap cling nhu bu du dich, néu khéng hiéu qua can tham phan phuc
mac. Hién nay chi dinh tham phan phic mac cho BN sau phau thuat tim o tré
em van chua rd rang, thuong dat tham phan phic mac cho cac trudng hop
sau: tang ap lyc tinh mach hé thong va phi mirc d6 ning, BN tiéu it hoic vo
niéu trong 4 gid mic du da st dung thuéc loi tiéu va van mach liéu cao, nong
d6 kali mau > 5.5 mmol/L, toan chuyén hoa (pH <7.3, HCO3 <18 mmol/), do
cung luong tim thap [168]. Uu diém cua tham phan phic mac 14 cé thé thuc
hién dé& dang, sir dung duoc thoi gian kéo dai, khong phai sir dung thudc
chéng dong va khong giy thiéu mau té chicc so véi phuong phap loc mau
bang may chay than nhan tao. BN trong nghién ciru cua ching toi déu duoc
dat tham phan phic mac khi c6 biéu hién thiéu niéu hoic v niéu trong vong
2 gio mic du da diéu tri noi khoa tich cuc.

> Tran dich mang phéi: nghién ciu caa ching tdi ¢ 55 BN chiém
90,16% bi tran dich mang phoi phai dit din lwu mang phoi, da s BN phai dit
dan luu mang phoi ca hai bén (76% BN phai dat dn luu mang phoi). Thoi
gian dan luu mang phdi trung binh 1a 16 ngay (3 — 60 ngay). Trong s6 BN dan
lwu mang phoi ¢6 56,36% (31/55) BN phai dan luu mang phdi kéo dai. Tran
dich mang phoi kéo dai 13 mot trong nhiing yéu té nguy co lam tang ty I¢ tir
vong, ciing nhu thoi gian nam vién caa BN. Nghién ctu caa Gupta thoi gian

dan luu mang phoi trung binh 10 ngay, c6 37% BN phai dan luu mang phoi
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kéo dai [169], cua S. Ocello ty 16 BN dan luu mang phdi kéo dai 1a 33% [93],
trong d6 nghién ctru cua Roger ty 1€ nay la 18% [140]. Nhu vay ty 1€ BN phai
dan luu mang phdi kéo dai cia ching toi cao hon ciia cac tac gia trén. C6
nhiéu cac yéu t6 nguy co 1am tang thoi gian dan luu mang phdi, nghién cau
cta ching ti thay nhém BN bi thiéu san tim trai, &p luc DPMP sau mo > 15
mmHg 1 nhitng yéu té 1am ting thdi gian phai dan lwu mang phdi. Nghién
ctru cua Roger cac yéu té 1a tang thoi gian dan luu mang phoi bao gom thé
tam that chirc ning 13 tam that phai, hoi chang thiéu san tim trai, ap luc DMP
> 15mmHg, dic biét néu ap luc PMP > 18mmHg c6 téi 98% BN phai dan
lvu mang phdi kéo dai [140], con nghién ctu cua Raymond T. Fedderly,
Anuja Gupta, Katrien Franc,ois cac yéu t6 1am ting nguy co dan luu mang
phoi kéo dai bao gom SpO2 trudc mé thap, cé nhiém tring hd hap trudc mo,
kich thudc dng mach nhan tao nho, thoi gian chay may tim phdi kéo dai [169]

Piéu tri tran dich mang phoi kéo dai bao gom cac thudc loi tiéu, bl
albumin, sir dung khang sinh chéng nhiém khuan hé hap. Mot sé truong hop néu
ap luc DPMP > 15 mmHg thi can phai ma cira s6 mach nhan tao va tdm nhi.

> Tai bién mach n&o: nghién ciru cua ching toi ¢6 1 trudong hop chiém
1,64% bij tai bién mach ndo sau md, BN c6 biéu hién yéu nira nguoi tréi, tinh
t4o, trén hinh anh chup cat 16p so ndo cd biéu hién thiéu mau caa ving théi
duong phai. BN hdi phuc hoan toan sau mo 6 thang. Tai bién mach ndo sau
phau thuat tim ho 1a mot trong nhitng bién ching rat nang, cé thé ton thuong
dang xuat huyét ndo hoic thiéu mau néo, trong d6 thé thiéu mau ndo hay gap
hon. Biéu hién 1am sang cd thé hén mé cac mic do, liét cuc bo hoac toan
than. chan doan xac dinh bang chup cat 16p vi tinh hoic chup cong huong tir
so ndo. Theo nghién cau caa Glen S. Van Arsdell c6 7% BN bi tai bién mach
ndo sau mo [164], nghién ciu ctia A. Mendoza 12 9% [145], cua P.G. Sfyridis
12 5,17% [95] . Nguyén nhan tai bién mach n&o ngay sau mé Fontan c6 thé do
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khi gay tic mach ndo, dic biét nhimg truong hop c6 mé cta sé giira 6ng
mach nhan tao va tim nhi thi phai hét sicc cha ¥ dén bién chang nay, néu céc
duong truyén (ngoai vi va trung wong) khong dudi hét khi trude khi truyén
khi c6 thé lot vao dudng tinh mach hé théng qua cira s6 sang bén tAm nhi trai
va dén cac co quan trong co thé theo duong PM giy tic mach tang dan dén
thiéu mau tang.

» Viém xwong uc: chung t6i co0 1 (1,64%) BN bi viém xuwong &C sau
md. BN duoc phét hién toac xuong ¢c sau moé 7 ngay, duoc tién hanh mé lai
lam sach, nao viém va tao hinh xuong wc, cdy to chuc viém cta xuwong GcC
khong thdy c6 vi khuan. Viém xwong Gc 1a mot bién chiing nang cua phau
thuat tim hd noi chung, dic biét véi nhitg truong hop phau thuat Fontan voi
6ng nodi ngoai tim do ¢ vat lieu nhan tao 1a 5ng mach tiép xuc tryc tiép véi to
chtc viém. Trong nghién ctu cua ching t6i tit ca BN déu dugc phiu thuat
Glenn hai huéng truée d6 nén déu phai mo lai xwong tc, do vdy nguy co
viém xwong tc cao do to chuc xwong thudng bi xo hoa & vét md cii, dong
thoi BN str dung thudc chdng dong, tuan hoan bang hé mit sau xuong wc
nhiéu do vay khi cam mau thuong su dung dao dién dé cAm mau do d6 tudi
mau xuong tc kém di 1am cho xwong ¢ kho lién hon, nguy co viém xuong
tang 1én. Pong thoi BN thuong ¢6 hién tuong giam albumin mau, dinh dudng
kém ciing 1am ting nguy co cham lién xuong tc.
4.2.2. Két qua theo ddi sau phiu thuat

Tat ca 59 BN song sau phau thuat déu duogc theo dbi sau phau thuat voi
thoi gian trung binh 13 18, + 10,28 thang, ngin nhat 13 6 thang va dai nhat 1a
45 thang. Tat ca BN déu dugc kham lai va ghi nhan két qua tai thoi diém 6
thang sau phau thuat va thoi diém lan kham cudi tinh dén thoi diém két thuc
kham lai (30/6/2016).
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4.2.2.1. Ty 1¢ séng

Khong c6 truong hop nao bi tir vong trong thoi gian theo dbi, ty 1& song
la 100%. Nghién cau cua S. Ocello theo déi 100 BN sau phau thuat Fontan
véi dng ndi ngoai tim trong thoi gian 39 thang sau mé co ty 18 séng 100%
[93], nghién ctu cua Yves d Udekem vai thoi gian theo ddi trung binh 12
niam thay ty & sbng cua nhém phau thuat Fontan véi dng ndi ngoai tim 1
100%, trong d6 v&i phiu thuat Fontan kinh dién 1a 81% va phau thuat
Fontan véi duong ham trong tim 14 94% [7]. Theo nghién cau cua
Madhusuda Ganigara véi thoi gian theo ddi trung binh 14 thang ty 18 séng
sot 1a 100% [64], két qua nay ciing gidng nhu nghién ctu cia G.S. Hass véi
thoi gian theo doéi trung binh la 64 thang va khong co truong hop nao tu
vong [98]. Nhu vay két qua séng trong thoi gian theo ddi cua chung t6i ciing
twong tu nhu cua cac tac gia trén.
4.2.2.2. Mirc dp suy tim

Két qua kham lai sau 6 thang chi ¢6 1 BN chiém 1,69% suy tim do 111 va
98,31% BN suy tim d6 | va I1. B¢ suy tim & 1an kham cudi cung ¢ 94,92% BN
suy tim do | va 11, c6 2 BN chiém 3,39% suy tim do 11l va 1 BN chiém 1,69%
suy tim do V. Khi so sanh mtrc d6 suy tim trén 1dm sang khi kham lai so vai
truéc mo ching toi khong thay su khéac biét co y nghia théng ké, song ty 18 BN
bi suy tim nang (Do 111, 1V) trong thoi gian theo dbi sau moé da giam dang ké.
Theo két qua theo ddi cua P.G. Sfyridis sau md 62,7 thang c6 98,21% BN suy
tim do | va Ill, chi c6 1,79% BN bi suy tim do I11, khéng c¢6 BN suy tim d6 1V
[95], nghién ctru cua G.S. Haas c6 87% suy tim d6 I, suy tim do Il c6 9% va
4% suy tim do 111 [98]; cua Ujjwal K. Chowdhury c6 88% BN suy tim mac do
| va Il [104], con nghién ctu cua Soo-Jin Kim cé 95,2% BN suy tim do | va
4,8% BN suy tim d6 11 [83]. Nhu vay qua c&c nghién cau thay rang muc do suy

tim sau mo trong thoi gian theo ddi déu cai thién va duy tri & mac do nhe.
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4.2.2.3. Tim méi, dau chi va SpO2

Trong nghién cau c6 88,14% BN khong bi tim méi va dau chi, 11,86%
BN vén con tim méi va dau chi ¢ 1an kham cubi. Chi s SpO2 khi thd khi troi
trung binh 1a 95,63%, thap nhat 12 89%. Khi so sanh SpO2 truéc md va kham
lai thay su khac biét c6 ¥ nghia thong ké. Theo nghién ctu caa Iki Adachi,
SpO2 trung binh la 94% [146], cua G.S. Haas la 97% [98], cua S. Ovroutski
la 95% [170]. Nhu vay két qua nghién ctu cia chung t6i cling twong tu CAc
tac gia trén. Hau hét BN sau phau thuat Fontan déu cai thién tinh trang thiéu
6xy man tinh véi miac d6 SpO2 cao. Nhiing trudng hop SpO2 thap do cia s6
gitta 5ng mach nhan tao va tim nhi con thong do vay con ludng mau tir tinh
mach hé théng sang bén tdm nhi, gy ra hién twong mau tron ¢ tang nhi,
nghién cau caa ching tdi sau mo 6 thang c6 22,03% BN c6 cira s6 con thdng
va dén 1an kham cudi cung chi con 10,17% BN cira s6 con théng, theo thoi
gian hau nhu cira s6 gitta tdm nhi va ong mach nhan tao sé tu doéng néu nhu
khong con hién tuong ting ap luc DMP sau mo. Mot nguyén nhan nita gay ra
hién twong tim moi va dau chi do hién tugng théng cua déng mach va tinh
mach trong nhu md phoi [94].
4.2.2.4. Siéu am Doppler tim

% Chikc néng co bdp tim that chire ning: nghién cau caa ching tdi co
1 BN chiém 1,69% c6 giam co bop cua tdm that chac nang véi chi sb EF:
45%. Pay 1a truong hop BN duoc chan doan bénh 1a Hetetotaxy, dd duoc
phau thuat Glenn hai huéng va thay van nhi that bang van sinh hoc truéc khi
phau thuat Fontan. Hién tai BN phai sir dung thudc trg tim loai ¢rc ché men
chuyén (Captopril) va thubc loi tiéu (Spiromide) dé tang cuong chirc ning
tim. Theo nghién cuu cua Riad B.M. Hosein ¢6 4,7% BN bi giam co bdp cua
tam that chtc ning mirc d6 nang va vira sau mé trong thoi gian theo ddi sau

mb [165]. Theo Sandeep Nayak tit ca BN c6 tuin hoan Fontan déu c6 dap
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ing bat thuong vé tim mach va ho hap khi gang stic. Nhitng BN nay c6 dap
rng tan s6 tim kém hon va kha ning tang thé tich nhat bop khi gang suc sé bi
han ché do rdi loan chiic nang tam that va kho khan trong viée tang tién ganh
[66]. Nghién cau cua Fiona Walker thiy rang sau md 10 nim c6 t6i 70% BN
bi suy giam kha niang co bop cuia tdm that chic ning va day 1a mot trong
nhitng yéu té that bai cua phau thuat Fontan. Tam thét bi gidn, phi dai va
giam kha nang co bop lam giam ca chitc nang tdm thu va tdm truong
[66],[171]. Nhimg trudng hop nay can st dung céc thudc ha &p luc DPMP dé
lam tang tién ganh va viéc sir dung céac thudc ting co bop, thude gidn mach va
thudc chen thu thé beta giao cam s& c6 rat it tac dung.

< Dj hé van nhi that: nghién cau c6 94,92% BN khong ha hoic ho
van nhi that nhe, 5,08% hd van nhi that vira sau mo, khong cé truong hop ho
van nang. 2 BN dugc thay van nhi that bang van sinh hoc truéc khi phau thuat
Fontan, tinh trang van mém mai, déng va mo van tot, khéng bi hep va ho van.
Theo nghién cutu cua Anthony Azakie theo ddi sau mo 3,4 nam co 88,46%
khong bi ho van nhi that hoic hd mtc do nhe, 11,54% BN bi ho van nhi that
mtc d6 vira [172], nghién ciu cua Nakano va cong su sau mo 8 nam co
95,9% BN khong hd hoic hd van nhi that nhe, 4,1% nhd van nhi tht vira
[139]. Nguyén nhan hd van nhi that sau mé chi yéu la do gidn tam that chuc
nang lam gian vong van gay hé van, do vay dé han ché mac do hé van nhi
that can duy tri diéu tri duy tri tot chirc nang cua tdm that bang thudc ha ép
luc DPMP, bit tuan hoan bang hé chu-phai...dé 1am giam qua tai cho tam that
chirc nang [68].
4.2.2.5. Céc bién ching trong thoi gian theo doi

< Tran dich mang phoi: theo ddi 6 thang sau mo c6 2 BN chiém
3,39% bi tran dich mang phdi sau mo. Trong d6 ¢6 1 BN tran dich mang phoi

bén phai don thuan dugc diéu tri din luu mang phoi, BN ra vién sau dan luu 6
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ngdy. 1 BN tran dich mang phdi trai, dwgc dan luu mang phdi trai, sau dan
lwu 5 ngay chup lai Xquang nguc thang van con hinh anh tran dich mang
phdi, tién hanh chup cat 16p vi tinh 16ng nguc dugc chan doan 6 cin khoang
mang phdi trai, BN duoc tién hanh boc 6 can khoang mang phdi trai, sau mé
BN 6n dinh ra vién, kham lai sau 1 thang phoi trai no tét. Tran dich mang
phdi trong thoi gian theo ddi sau md 1a mot trong nhiing bién ching hay gap
sau phau thuat Fontan dac biét & nhitng BN da duoc dan luu mang phoi kéo
dai, BN c6 hién tuong giam nong do6 Albumin mau, do vay nhitng trudng hop
nay can sir dung thudc tro tim, thudc loi tiéu cling nhu ting cudng dinh dudng
cho BN khi vé nha.

< Huyét khéi va tai bién mach ndo: nghién ciu cua chung toi c6 2
(3,39%) BN bj tai bién mach néo trong qué trinh theo d&i (1 BN sau mo 6
thang va 1 BN sau md 11 thang), trong d6 1 BN siéu am cira s6 giira 6ng
mach nhan tao va tim nhi con thong, mot BN cira s6 da dong. Hinh anh chup
cit 16p vi tinh so ndo déu ¢d hinh anh nhdi mau ndo. Biéu hién 1am sang cé
liet khéng hoan toan nia ngudi. Puge diéu tri phuc hdi chirc nang, hién tai 1
BN d3 hoi phuc hoan toan, 1 BN chua hoi phuc hoan toan. Theo nghién cau
cua Soo-Jin Kim ¢6 6,5% BN bi tai bién mach ndo trong d6 chu yéu xay ra &
nam dau tién sau mo [83], nghién cau cua Ujjwal K. Chowdhury ty 18 bi
huyét khéi 1a 4,6% [104], cia Marrone C trén 1075 BN duoc phau thuat
Fontan voi miéng ndi ngoai tim thay ty I1& bi huyét khéi 1a 5,2% trong thoi
gian theo ddi tir 2 thang — 144 thang [173]. Huyét khdi sau phau thuat Fontan
la mot bién chung niang dan dén nguy co tir vong cao cling nhu tai bién mach
ndo[69],[70]. Bién chung nay dugc md ta lan dau tién tir ndim 1978, song dén
ngay nay cac diu hiéu dé phat hién som hinh anh huyét khdi rat khé khan
[174],[175]. Tat ca BN cuaa ching t6i khi kham lai trén hinh anh siéu am
Doppler kiém tra khong thay hinh anh huyét khéi trong 6ng mach nhan tao,
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DMP ciing nhu trong tim, chénh 4p qua miéng ndi thap, ching tdi chi phat
hién duoc tai bién mach ndo khi BN ¢ biéu hién 1am sang va hinh anh thiéu
mau ndo trén hinh anh cét 16p vi tinh so ndo. Theo M.L. Jacobs huyét khdi
sau phau thuat Fontan c6 hai dang: mét 1a huyét khéi hinh thanh trong éng
mach nhan tao, TMC va DMP, dang huyét khéi nay cé thé nam tai chd gay ra
can tré dong chay tir TM hé thdng 1én DMP, ciing c6 thé né di chuyén qua
ctra s6 sang bén tuan hoan hé théng gay tic mach tang; dang th hai 1a huyét
khdi hinh thanh trong budng tim, dac biét 1 tdi cing cua than PMP khi phiu
thuat Fontan thuong cat hoic that than PMP sat chac ba PMP do dé hinh
thanh tdi cing ¢ than DMP d& gay hinh thanh huyét khdi [176]. Bé phong
ngira bién chung huyét khoi sau mo, nén si dung thudc chong dong. Tat ca
BN cioa chung to6i déu dugc sir dung thuéc chong ngung tap tiéu cau
(Aspergic) va duy tri lién tuc. Mot sé nghién ctu thay rang ty 16 BN bi huyét
khoi sau phau thuat Fontan vai 6ng ndi ngoai tim tir 20% dén 23% néu khong
duy tri thuéc chéng dong [174],[175], chinh vi vay mét s6 nghién cau khuyén
c4o nén duy tri thuéc chdng dong sau md [83],[95],[175].

< ROoi loan nhip tim: céc roi loan nhip tim sau phau thuat Fontan bao
gém con nhip nhanh trén that, rung nhi nhanh, suy nut xoang, nhip bo néi. ..
Pay 1a mot trong nhitng nguyén nhan cha yéu gay ta vong khi theo di 1au
dai. Nghién ctu cua ching t6i c6 2 BN chiém 3,39% bi roi loan nhip tim
trong qué trinh theo déi, 1 BN bi suy ndt xoang, 1 BN bi nhip bo néi, ca 2 BN
ndy déu duoc chan doan trén dién tdm do, va trén Holter dién tim 24 gio.
Nghién cau cua Jeong Ryul Lee ty 1¢ nay la 11,2% & nhdm BN phau thuat
Fontan véi 6ng ndi ngoai tim [151], caa Soo-Jin Kim ty 1¢ nay 1a 16% [83],
trong nghién ctu cta Azakie va cong su ty 1€ nay 1a 13% [177]. Nhu vay ty 1€
BN bj loan nhip tim cua chdng tdi thip hon cta c4c tac gia trén boi vi thoi

gian theo d@i sau phau thuat cua ching tdi con ngan. Mot s6 nghién cau thay
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rang ty 1&6 BN bi loan nhip sau 10 nam theo ddi co thé téi 40% [66],[46]. Diéu
tri réi loan nhip tim sau phau thuat Fontan tly thudc vao tung thé rdi loan
nhip tim, ca 2 BN cua chiing t6i duoc diéu tri thuéc va theo ddi dinh ky do
chua anh huéng dén hoat dong thé luc ciing nhu chirc ning tim, trong truong
hop khong dap tng véi thude can phai dat may tao nhip vinh vién [101].

< Hoi chitng mat protein rudt: mat protein rudt (Protein-Losing
Enteropathy) 1a mét bién ching ning va diéu tri khé khian sau phiu thuat
Fontan, tan suat c6 thé gap tir 5% dén 15% va nguy co tir vong cao téi 50% &
BN duogc chan doan hoi chimg nay sau 5 nam [72],[74],[75]. Do &p luc caa
TM hé thong ting cao dan dén ting ap luc trong hé thong bach mach lam mat
protein nhu 13 albumin, immunoglobin, cac yéu té dong mau & hé théng
duong tiéu hda. Do mat protein gay ra hién tugng phu ngoai vi, tran dich da
mang (mang bung, mang phoi, mang tim...), sut can, tiéu chay kéo dai va hoi
chung kém hap thu [178]. Nghién ctu cua ching t6i c6 2 (3,39%) BN c6 hoi
ching mat protein rudt xuat hién sau mé 12 thang va 16 thang. Cac triéu
ching bao gom: phu 2 chi dudi, tran dich mang bung, xét nghiém albumin
méau cta BN 1a 22 g/ L va 20 g/L. Nghién ctru cta Y. C. LSK KWOK trong
114 BN duoc phau thuat Fontan, theo ddi sau 10,9 nim c6 5,5% BN c¢6 hoi
chung mat protein rugt (100% bi phl, 60% tran dich mang phoi, 60% tran
dich mang tim va 20% bi tiéu chay man tinh) [74]. Nghién ctu cta Luc
Mertens tai 35 trung tdm vé&i 3029 BN phau thuat Fontan c6 114 (3,7%) BN
c6 hoi ching mat protein rudt. Tudi trung binh sau phiu thuat Fontan la 8,2
nam, tudi trung binh bi hoi ching mat protein rudt 1a 11,7 ndm. Biéu hién
79% BN bi phu va 75% BN c0 tran dich da mang[72].

Piéu tri hoi chang mét protein bao gom 3 phuong phap: mot 1a diéu tri
bang thudc bao gdom thudc (loi tiéu, thudc tro tim, corticoid) két hop vai ché

d6 an giam chat béo va tiang chat dam, truyén protein; hai 1a phau thuat (mo
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ctra $6, m& vach lién nhi); ba 1a can thiép tim mach (m& cira s6 mach nhan tao
va tdm nhi, nong rdng vach lién nhi, bit tuan hoan bang hé) [72],[178],[179].
Trong nghién cau cta ching t6i ca 2 BN déu duoge diéu tri bing thudc trong
d6 1 BN dap tng tot, BN hét phu, ham luong albumin tiang va duy tri & mac >
25 g/L; 1 BN diéu tri bang thubc that bai da duoc tién hanh can thiép qua da
duc ctra so giita mach nhan tao va tdm nhi song mot thoi gian hoi ching mat
protein ruot lai tai didn. BN duwoc mé tao lai cira s6 mach nhan tao va tim nhi,
hién tai triéu chiang phu toan than, mat protein van tién trién, BN van phu
thudc vao truyén albumin. Theo nghién ctu cua Mertens 45,6% BN bi hoi
ching nay duoc diéu tri bang thudc, 45,6% diéu tri bang phau thuat va 8,8%
diéu tri bang can thiép qua da. Két qua trong nhom diéu tri bang thudc cé
25% BN hét triéu chiang 1am sang va can 1am sang, 28,8% BN co cai thién
triéu chiing 1am sang va can 1am sang, 46,2% BN bi that bai va tir vong. Vi
nhoém phau thuat co téi 61,5% BN tir vong sau phau thuat trong d6 chu yéu
xay ra trong vong 3 thang sau phau thuat (81% sb BN tir vong). V&i nhom
can thiép qua da céc triéu ching cé cai thién song khong triét ¢é [72]. Nhu
vay diéu tri hoi chang mat protein rudt con rat nhiéu kho khan, véi cac BN
khi da diéu tri bang cac phuong phap trén khéng hiéu qua thi phuong phap
cudi cung dé diéu tri 1a ghép tim [72],[73],[74],[178].

< That bai Fontan: duoc dinh nghia gdm cac truong hop tir vong, cac
truong hop phai mé lai co lién quan dén 6ng mach nhan tao hoic phai lam
thém cau ndi chu - phoi (Taken down Fontan procedure), cac truong hop phai
ghép tim, BN c6 suy tim d¢ Ill, 1VV. Theo nghién cuau cua chdng toi co
3(5,08%) BN bi that bai Fontan trong qué trinh theo ddi, 2 BN ¢6 suy tim do
111 (1 BN bi tai bién mach néo, 1 BN bi hoi chitng mat protein ruét), 1 BN bi
suy tim d6 1V (BN bi hoi chitng mét protein rudt, da duoc diéu tri song khong

hiéu qua, c6 chi dinh ghép tim). Theo nghién ctu caa Yves d Udekem ty 1&
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BN bj that bai Fontan sau 8,5 nam 1a 13,77% [7]. Theo Marion E. McRae khi
nghién ctu vé két qua 1au dai caa phau thuat Fontan thay rang bién chiing nay
do nhitng tic dong nguoc caa sinh ly tuan hoan bénh tim dang mot tam that,
gay ra tinh trang tang 4p luc cia TM hé thdng ciing nhu seo & trong ndi tam
mac dan dén tinh trang that bai Fontan [12]. Dé chan doan thit bai Fontan
khong chi biéu hién cac triéu ching do ton thuong tim ma con c6 biéu hién
ctia cac co quan khac. Ngay nay van chua c6 cac tiéu chuan cu thé dé chan
doan that bai Fontan song c6 thé dua vao c4c tiéu chi sau: suy tim ning (do
111, 1V), hd van nhi that vira hodc nang c6 triéu chiang 1am sang, tim nang moi
va dau chi, tang ap luc DMP, cac triéu chiing cua ting ap luc tinh mach cua,
xo gan [12],[94]. Piéu tri phu thudc vao nguyén nhan cua that bai cd thé s
dung thubc (loi tiéu, van mach, ha ap luc DMP), stra van hodc thay van nhi

that, g& bo phau thuat Fontan (Taken-down Fontan), ghép tim [94].
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KET LUAN

Qua nghién ctu 61 trudng hop tim bam sinh dang mot tdm that dugc
phau thuat Fontan véi 6ng ndi ngodi tim bang mach nhan tao tai Trung tam
tim mach — Bénh vién E trong thoi gian tir thang 8/2012 dén thang 12/2015,
chang t6i rt ra duwoc mot s6 két luan nhu sau:

1. Pic diém ton thwong va chi dinh 4p dung k¥ thuat

« Tubi trung binh 1a 5,95 tudi (2-14 tudi), Nam/nit 1,33.

¢ 100% BN c6 tim moi va dau chi véi SpO2 dau chi trung binh 1a 83%
(75-90%).

©39,34% BN suy tim d¢ llva 60,66% BN suy do IlI.

e Cac bénh tim bam sinh dang maot tam that: 26,23% that phai hai duong
ra, da0 goc dong mach, hep phoi; 22,95% thiéu san van ba 14; 22,95% bat
tuong hop nhi that c6 hep phoi; 11,48% thiéu san van hai 1&; 4,92% kénh nhi
that chung c6 hep phoi; 3,28% hoi chung Heterotaxy; 3,28% teo dong mach
phdi c6 véch lién that nguyén ven; 3,28% tam that trai hai duong vao; 1,63%
tam that phai hai duong vao.

e Chi dinh 4p dung k¥ thuat Fontan vé&i dng ndi ngoai tim bang mach
nhan tao

+ Bénh nhan da dugc phau thuat Glenn hai hai huéng 100%
+ Tudi phau thuat > 2 tudi: 100%

+ Ap luc dong mach phéi < 15 mmHg: 98,36%

+ Chi s6 Mc Goon > 1,8: 100%

+ Khdng hé van nhi that hoic hd van nhe: 90,17%

+ Chirc nang tim trong gidi han binh thuong: 100%

e Phau thuat mé cira s6 mach nhan tao va tam nhi cho tat ca bénh nhan



122

2. Két qua phau thuat
2.1. Két qud sém

Ty I& sbng sau mo 96,72%

*SpO2 dau chi sau md trung binh 96,34% (88-100%)

¢ 100% bénh nhén ra vién cé nhip xoang

eBién chang ngay sau mo: chay mau phai mé lai cam mau 1a 6,56%; suy
than cp phai dit tham phan phic mac 1a 19,67%; tran dich mang phéi phai
dat dan luu khoang mang phoi 12 90,16%; tai bién mach ndo la 1,64%; loan
nhip tim sau mé 1a 4,92%; viém xuwong ¢ phai mo lai 1a 1,64%
2.2. Két qud trung han

Ty 1& bénh nhan duoc theo ddi sau mo 1a 59/59 (100%). Thoi gian theo

ddi trung binh 18 thang (6-45 thang).

e Khong c6 bénh nhan tir vong muon sau mo

e D6 suy tim: ¢6 94,92% suy tim do | va Il, 3,39% suy tim do 11l va

1,69% suy tim do IV

e Loan nhip tim sau mé: 3,39%

e Huyét khéi va tai bién mach ndo: 3,39%

e Hoi chitng mat protein ruot : 3,39%

e That bai Fontan: 5,08%
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KIEN NGHI

Cin ctr vao két qua thu duoc trong nghién ciu nay ching toi co kién
nghi sau:
> Trong gian doan hién nay phau thuat Fontan nén thyc hién véi ki
thuat dng ndi ngoadi tim bang mach nhan tao va phau thuét thuc
hién trén cac bénh nhan di dugc phau thuat Glenn hai hudéng
> Tudi phau thuat c6 thé tién hanh > 2 tudi
» M¢ cira s6 mach nhan tao va tdm nhi nén tién hanh cho tat ca bénh

nhan vai ki thuat ndi bén —bén.
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Phu luc 1
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46. |PSANhT 3 |Nam| Nam binh |2015009485 | 18/08/2015
47. |Pao Ha Ph 4 |Nam| Ninh Binh |2015006780| 20/08/2015
48. |NguyénQuy QuangH | 7 |Nam| PhiTho |2015006658| 21/08/2015
49. |Nguy@n Bao Ng 4 | N | PhGTho |[2015006742| 24/08/2015
50. |Vii Thi Huong L 11 | Nit | Bac Ninh |2015006605| 04/09/2015




51. |Giang Hong S 4 |Nam| YénBai |2015008894| 28/09/2015
52. |Pham Thi Phuong Th | 2,5 | Ni&r | Hai Phong |2015008215| 06/10/2015
53. |Pham Thu Th 3 | Nt | Hai Phong |2015009441| 15/10/2015
54. |Cht ThiH 5 | N | PhaTho [2014013244| 30/10/2015
55. |Hoang Van M 4 |Nam| Nghé An |2015009885| 27/11/2015
56. |Lai Anh T 4 |Nam| HaNam |2015011761| 25/12/2015
57. INg6 TriC 4 |Nam| Bac Ninh |2015011834| 30/12/2015
58. |Nguyén Gia Th 4 |Nam| HoaBinh |2015014309| 06/01/2016
59. | Vi Ngoc B 3 | Nit | BacNinh [2015012180| 13/01/2016
60. |Nguyén Khanh L 3 | Ni&r | Hai Phong |2015015968| 15/01/2016
61. |Trinh Quéc T 3 |Nam|Thai Nguyén|2015016486 | 20/01/2016

Xéac nhan caa

Thay hwéng dan

PGS.TS. Poan Quoc Hung

Ha Ngi, ngay 01 thang 07 nam 2016
X&c nhan caa
Phong KTHH TTTM - Bénh vién E




