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l. GIO| THIEU

e BTBS : chi co mot tAm that hodc mét that
troi va mot that nho

e Diéu tri: dat dwoc oxy bdo hoa cao trong
mau tuan hoan

e \Vai tro sieu am tim: do chinh xac phat
hién bénh - gia tri tien doan am tinh cao
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. DINH NGHIA

e BTBS phurc tap, do bat thwérng phan chia
va tao vach.

e Tim mot budng that chirc nang - cap mau
cho ca tuan hoan phdi va tuan hoan hé
thong

e Hau hét co hai that ;1 that rat nhé .

e “Univentricular heart”, “single ventricle”,
“‘common ventricle”




GIAI PHAU HOC

L0 bau that

Budng phu teo nhd

Budng chinh




Single Yentricle

Single Yentricle




GIAI PHAU HOC
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lll. TAN SUAT - BENH NGUYEN

o UHV: 1% - 2% / BTBS

e Yéu t6 gia dinh bat thwéorng gien
($ holt-oram, noonan, trisomy 21)

e Yéu to da gien

e Nguy co bénh & con chau hoac gilra anh
chi em rubt: 2% - 5%




IV. HINH THAI HOC — PHAN LOAI




1. Dién tien phdi thai:

Hai thuyét:

= Bat thwdng ndi két hanh that va vach lién
that
= Do khiém khuyét khi tao vach lién that sau




2. Giai phau hoc

e Khao sét theo hé thong

= 4 tang: tinh mach — nhi — that — dai déng
mach

= NOi két cac tang:
— tinh mach — nhi
—  Nhi — that
— That — dai ddng mach

= “Markers” dinh dang

e Sang thuong két hop khéac




Vi tri cua tim: Levocardie, dextrocardie,
mesocardie, ectopia cordis

Situs nhi: Solitus, Inversus, ambigus (left /
right isomerism)

> Kiéu ndi lién nhi that: double, common ,
absent (right/left AV - Tricuspide or Mitral
atresia)

Pinh dang that; twong quan vi tri gitra budng
that chinh va that phu

Kiéu ndi tam that — dai DM: concordant,
discordant, double/ single outlet
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AV conneclion

Classification of UHV are
classified on the basis of their
atrial arrangement (IVC
insertion and appendages
morphology), type of AV
connection (absent right,
double-inlet or absent left),
ventricular morphology
(dominant LV, dominant RV
or indeterminate single
ventricular) and ventriculo-
arterial connections (normally
related vessels or transposed
great arteries)




Tén thwong phdi hop: chi yéu & van nhi that va
tac nghén BBM.

> Van nhi that 2 manh hay teo nhd

» Van cOl ngwa hay co ké van

> H& van Nhi that

> Bat thwong tré vé TM hé thong hay TM phdi/
Isomerism

> Hep van DMP- phéu

> Hep / khdng c6 16 van DPMC- CoA- I1AA

> Bat thworng dworng dan truyén / UHV dang that trai




3. Ton thwong dac biét

Khéng 16 van ba la : twong quan that — BBM
kKich thwée VSD va mirc hep BDPMP - bénh
canh |lam sang.

Type | (70%) : TA + VSD/ twong hop that - DBM

Type 1l (30%): TA+ VSD/ bat twong hop that -
PDDM

Type lIl: Phirc Hop TA + nhirng bat thwérng khéac
(CAVin, RVPA...)

Double - inlet left ventricle (DILV)

Double — inlet (DIRV) and common - inlet right

ventricle.

Criss,— cross heart and superio — inferio
ventricle







V. MUC TIEU SIEU AM (1)

e Thuc hién cho thai cé nguy co cao : tién
can gia dinh, d6 mo da gay cao, bénh &
me, thudc gay quai thai.

e Thai nguy co thap: khi SA nghi ng® cé
bénh ly tim mach




V. MUC TIEU SIEU AM (2)

. Vi thé tang

. Tinh mach hé thong va tinh mach phoi

. Vach lién nhi/ case nghi ngo co thiéu
san hoac khéng co 16 van hai 14, ba

la,DMC, BDMP hoac c6 hoan vi dai bM
. Van nhi that, van ban nguyét:
khéng c6 hay thiéu san / nhiéu mat cat
dwong kinh, kich thwéc van — so sanh chi
sO binh thwong (z — score)

chirc nang cua van: hep, ho / doppler mau
va xung




V. MUC TIEU SIEU AM (3)

5.

Cung DMC/ mat cat doc: DMC Ién,
ngang, xuéng — ong bM — bMP

Mat cat ngang trén trung that (3 mach
mau): DMP — DM chu lén - TMC - A
bat thwong dwong thoat that va twong
quan DbM.

. Ton thuwong phoi hop : CIA, CIV, CAV.
. Ton thwong ngoai tim: polysplenia,

asplenia, polysyndactyly




The five
short-axis
views
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Figure 16.20

Summary of the four typical findings in the upper abdomen in situs solitus (top left), situs inversus (top right), right isomerism
(hottom left), and left isomerism (bottom right). The inferior vena cava (blue) and its position relative to the aorta (red) are main
landmarks.
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weAtricle ghambar

atresia of one atrioventricular
valve

double inlet single ventricle




Figure 24,14

Double-outlet right ventricle in right isomerism. Ventricular
outflow tract view shows that both the aorta (A) and the
pulmonary artery (p) arise from the right ventricle (RV).

A common atrioventricular valve (CAVY) i1s seen in the right
ventricle. The pulmonary artery is smaller because of stenosis.
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Transverse view across the upper thorax showing the so-called
three-vessel view (VCS, superior vena cava: AD, aorta; TP,
pulmonary trunk). In this fetus with left isomerism the (dilated)
azygos vein is seen to connect to the superior vena cava.
Furthermore, to the left of the pulmonary trunk, there is a
fourth vessel, which is the lett persistent superior vena cava
(LVCS).
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Figure 16.12

This fetus was referred at 14 weeks
because of nuchal edema (and
beginning hydrops) associated with
bradycardia. We found a heart block,
a stomach (5t} on the right side (left)

and levocardia (H) with a heart
defect. The heart showed a

univentricular atrioventricular
connection with a small (v) and a
dilated ventricle (V) connected by a
ventricular septal defect (*). The liver
lay centrally. After termination of
pregnancy hecause of suspected

left isomerism, the diagnosis

was confirmed at autopsy

(see Figure 16.13).




Figure 16.18

Fetus with right isomerism. Owing to
the inferior vena cava connection the
atrium on the left is recognized as a
right atrium and the atrium on the
right receives the (abnormal)
connections of the pulmonary veins.
There 15 a umiventricular
atrioventricular connection to one
ventricle (V). The outflow tract
evaluation revealed pulmonary atresia:
color Doppler demonstrates a normal
antegrade flow through the aorta (AQ)
and retrograde flow across the ductus
arteriosus (DA) into the pulmonary
trunk (TP). Univentricular hearts and
right-sided obstructions are more
represented in right isomerism

(see text).







VI. SINH BENH HOC - BIEU TRI




1.

SINH BENH HOC

Mau tron tir TMP va TM hé thong

Mau Ién PMC va BMP dwoc xac dinh /
hep- giam san 1 trong 2 DM va khang lwc
giwvong mm

Lwong mau lén chd hodc phdi xac dinh
thé 1am sang/ tré so sinh cé UHV:
Khéng hep phdi = suy tim
Hep/ khdng 16 van DPMP- tim (mdrc d6 )
Nghé&n tac DM hé thong = triéu chirng gidm
cung lvong tim
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2. PIEU TRI (1)

Tuy vao sinh bénh hoc.

o Prostaglandlne duy tri OE)M trong thoi glan cho

phau thuat ndi théng chl phdi hay chd stva chiva
tac nghén BMC.

e Phau thuat siva chira tam thoi : 0 — 6 thang
= Xiét bot DMP khi mau Ién phdi qua nhiéu
= NOi théng chl phdi khi hep phdi ndng
= Cat ndi eo DMC khi nghén dwdng ra DPMC
= Nong cat vach lién nhi khi nghén mau vé that




2. PIEU TRI (2)

e Phau thuat hoan toan : phan chia tuan hoan hé
thong va tuan hoan phoi.
= Tao vach that : t& vong # 30%, tao bloc dan truyén->
it thwe hién

= Fontan: t&r vong 5%, song 15 nadm t 60-70%
e tam that ddc nhat bom mau vao tuan hoan hé thong.
e Mau tr TM hé thdng tré vé DPMP khéng qua that.

2 thi: - Phau thuat Glen: 4-8 thang
- Phau thuat Fontan : 1-5 tudi
= Ghép tim: t&r vong 10-15%.
Khi qua chi dinh Fontan.




VII. TIEN LUONG - TU’ VAN




TIEN LUONG

e KhoOng can thiép:
= >7% tw vong trong 1 thang sau sanh

= S0 bn sdng con lai do cé hep phdi @ mire
trung binh

UHV c6 that dang L-loop = BAV Il dat
may tao nhip

H& van nhi that ndng - roi loan chirc
nang that

Heterotaxy- thé phtrc tap : T xau, >50%
khéng sdng qua 6 thang tudi.




TU VAN

Trwde 20 tuan: xem xét bd thai ( kém bat
thwong nst)

Tat ca case UHV ( antomy/ function) can dwoc
gioi thieu dén BS chuyén khoa tim mach nhi
c6 kinh nghiém SA - tién lwong va cham soc
khi chuyén da.

C6 nhiéu muc tiéu diéu tri cho thaj bi UHV>
nén sanh trong BV co diéu kién hoi surc so
sinh va can thiép s&m néu can thiét.

Pé co két qua tdi wu > can nhiéu chuyén
nghanh tw van ( chuyén khoa TM nhi, phau
thuat tim nhi, san, so sinh, ...).
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