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1 Gidi thieu & Chan doan sau sinh.
1 Theo d&i & Diéu tri sau sinh.

1 Cac dang trong bao thai.

1 Chan doan trong bao thai.

1 Chan doan bang siéu am tim thai.

1 Cac dac diém hinh thai hoc cua déng
dang ¢ thai nhi.

1 Diéu trj va dién bién.




|. Gi&i thiéu va chan doan sau khi sinh :

“Situs solitus” twong wng voi dinh vi
tam nhi va phu tang binh thwdng.

* Situs Inversus” twong wng vol dinh vi
tam nhi va phu tang ngwoc lai véi situs
solitus.

Bat c& suw dinh vi ndo khac vai “ situs
solitus” & “ situs inversus” gol la “ situs
ambigus”

Ti 1é gap 4-10% tré bj TBS
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Anomalies of situs

Right side Left side

3 lobes




Anomalies of situs
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Situs solitus Situs inversus Heterotaxia

Midline liver
Midline stomach
Asplenia/Polysplenia




Situs viscéral bronchigue et
pulmonaire

Situs solitus Situs inversus Situs ambiguous

Bilateral right morphology Bilateral left morphology

Khi quan phai = trén BM ; Khi quan trai =

Bilaterally trilodwed Bilaterally hilobed

Poumon droit = 3 lobes ; Poumon gauche = 2 lobes
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Figure 19-1 Diagram of a normal inferior vena cava. A: Frontal view showing normal drainage of
the inferior vena cava (IVC) into the right atrium. B: Transverse view shows only a single vessel
posterior to the heart, representing the aorta. R = right; L = left. (From Sheley RC, Nyberg DA,
Kapur R: Azygous continuation of the interrupted inferior vena cava: A clue to prenatal diagnosis of
the cardiosplenic syndromes. J Ultrasound Med 1995; 14:381—387.)
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Figure 19-2 Diagram of an interrupted inferior vena cava (IVC) with azygous continuation.

A: Frontal view shows interruption of the inferior vena cava. Collateral flow through the azygous
vein drains into the superior vena cava. B: Transverse view shows both the aorta and the dilated
azygous vein posterior to the heart. R = right; L = left. (From Sheley RC, Nyberg DA, Kapur R:
Azygous continuation of the interrupted inferior vena cava: A clue to prenatal diagnosis of the
cardiosplenic syndromes. J Ultrasound Med 1995: 14:381-387.)




Cardiac
ventriculozeptal defeds
hilateral superior verae cavae
endocardial cushion defeds
partial anomalous pulmonary senous retum
lett ventricular outfiow obatrudion
atrial septal defed
hilateral left srium
doulle outlet right vertricle
pulmonary stenosis
intermption of the inferior vena cava with szygous continuation
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Lungs
bilateral hilobed lungs

hilateral hysxateral bronchi

bronchi with a left-sided morphol ooy

Gastrointestinal

midline, ymmetrical liver with absent gallbladder
abdominal heterdaxia

right- or left-zided sgtomach

gasrontestinal malrotation

polysplenis

Others
Carpenter syndrome



Interrupted IVC




Left-isomerism

Bilateral superior vena cava ¥ ' . Bilateral hyparterial bronchi
Anomalous pulmonary - /
venous return
Atrial septal defects
Ventricular septal defects
Atrioventricular septal defects |} /
Double outlet right ventricle & Bilateral bilobate lungs
Left-outflow obstructions : :
Pulmonary stenosis

Midline symmetrical liver
without gallbladder

Interruption of inferior vena cava
with azygos continuation

Right or left-sided stomach

Polysplenia

Gastrointestinal malrotation
Abdominal heterotaxia




Aorta and azygos vein side-by-side:

In the abdomen At the 4-chamber view
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Table 19-1 Incidence of cardiovascular
abnormalities in asplenia and
polysplenia syndromes

Asplenia  Polysplenia

Atrial septal defeci— 90% 80%
common atrium

Aftrioventricular septal 83% 40%
defect

Absent inferior vena Rare 70%
cava

Bilateral superior vena 50% 40%
cava

Dexftrocardia 40% 40%

Double-outlet right 80% 40%
veniricle

Left pulmonary Rare 60%
isomerism

Right pulmonary 70% 10%
1SOMerism

Partial anomalous Rare 40%
pulmonary venous
connection

Total anomalous 70% Rare
pulmonary venous
connection

Pulmonary stenosis, 80% 30%
pulmonary atresia

Single ventricle 50% 10%

Subaortic stenosis Rare 40%

Transposition of the 80% 30%

areat arteries

Data from Gutgesell HP: Cardiac malposition and
heterotaxy. In: Garson A, Bricker JT, McNamara DG
(eds): The Science and Practice of Pediatric
Cardiology, volume II. Philadelphia, Lea & Febiger,
1990, p 1292




Table 19-2 Conditions associated with asplenia and polysplenia

Asplenia ] Polysplenia
Cardiac Noncardiac Cardiac Noncardiac
Aortic stenosis Absent spleen Aortic stenosis _ Polysplenia

Aortic atresia

Atfrial septal defect
Atrioventricular septal defect
Coarctation

Common atrium

Bilateral trilobed lungs
Duodenal atresia
Esophageal atresia
Malpositioned inferior

Vena cava
Cor triatriatum Malpositioned superior
Dextrocardia vena cava

Midline liver
Gut malrotation

Double-outlet right ventricle

Hypoplastic left heart
syndrome

Mitral stenosis

Partial anomalous pulmonary
connection

Pulmonary stenosis

Pulmonary atresia

Right atrial hypoplasia

Right atrial isomerism

Total anomalous pulmonary
venous connechon

Transposition

Tetralogy of Fallot

Truncus arteriosus

Univeniricular heart

Ventricular septal defect

Aortiic atresia

Atrial septal defect

Coarctation

Common atrium

Cor triatriatum

Complete heart block

Double-outlet right
ventricle

Hypoplastic left heart
syndrome

Right aortic arch

Truncus arteriosus

Transposition of the great
arteries

Univentricular heart

Bilateral bilobed lungs
Azygous drainage of
inferior vena cava
Atrioventricular septal
defect
Absent gallbladder
Biliary atresia
Central nervous system
anomalies
Genitourinary anomalies
Dextrocardia
Mesocardia
Malpositioned stomach
Gut malrotation
Skeletal anomalies







Gene trong «l6i dinh bén»

1 Rat nhién gene
—inv
— v
1 ZIC3 : heterotaxies et transpositions
1 CFC1 : Transpositions complexes
I mutants murins : perlecan

1 di- tri- multigéniques?










DEXTROISOMERISME




Il. Cham s6c¢ & Piéu tri sau sinh :

* Dlen tién tw nhién va dé nang cua céac tén thwong
quyét dinh cach diéu tri cha tré bi dong dang nht.

* Ti & tl vong cao khi diéu tri PT tré dong dang nhi
pha| c6 BTBS phurc tap, dac biét khi cé biéu hién
so'm trong giai doan so sinh

* Trong 16 nghién ctru cua Sadlq & cong sw, ti [é tw
vong lén dén 88% & nhom can mé trong thang dau,
giam xuodng cén 22% khi phau thuat sau giai doan so
sinh.

* Trong 94 TH do Hashmi & cs bao céao ti lé tr vong
Khi can phau thuat & giai doan so sinh la 75% va con
51% khi phau thuat sau dé




Ill — Cac dang bao thai :

Trwong hop bat thworng thai nhi kém dong dang nhi dwgc cong bod
lan dau tién b&i Henrion & Aubry vao nam 1979. Chan doan hoi
chirng Ivemark lic té thiét.

Vé&i su tién bo ki thuat hinh anh , c6 thé chan doan dong dang nhi &
gia doan bao thai.

Bat thwong nay chiém 5,8% & nhom thai co bénh tim tai bénh vién
Guys, London. Trong 10 nghlen clru cda Sharland, déng dang trai cé
ty 1& gap déi dong dang phai.

O thai nhi co dong dang tiéu nhi thwong co sy mat twong hop gitra
vi tri tim va da day va BMC xudng hoac cung BMC. O 60% thai nhi
trong nhom nghién ctru Sharland | tim va da day pam doi bén, voi
sw mat twong hop gap nhiéu hon & thai nhi c6 dong dang phal
(80%) hon dong dang trai 50%. Khoang 18% tim va da day nam bén
phai va dau hiéu nay cha yéu gap ¢ dong dang trai. Céc dau hiéu
nay néu canh bao cho bs SA san khoa dé c6 thé chan doan dong
dang nhi. Tuy vay, da so0 TH dwoc phat hién do c6 bat thworng tim
kém theo, ma cd thé nhan ra & mat cat 4 budng.




IV - Chan doan bao thai

1 a — Dong dang trai :
v Truc tim léch phai hoac chinh gitra hon so binh
thwong.

v TMCD khéng thay & vi tri binh thuwong & “bung
trén”.

v Tinh mach gan dé truc tiép vao nhf.
v Kénh nhi that thwong gap.

v CO thé két hop BAV .

v Tim I&n va phi dai néu c6 BAV IlI.

v VLN c6 thé bat thwong lam hoi lvu tinh mach
phol bat thwong.




1 b- Dong dang phai

v"Mom tim va da day khong cung bén.
v TMCD & DMC nam cung bén cot song.
v TMCD nam ngay phia trwuéc DPMC & bung

trén.
v Thuwong lien quan
trong tim,vi du kén

mat can doi) kém t
hep / khéng 16 van

v Bat thuwdng két noi

hat thuwong phire tap
N nhi that (dac biét thé

hat phai 2 duwong ra va
bMP

TMP.




Cac khac bhiét
Q0 Nhan dién & tiéu nhi
Q Két ndi tinh mach
0 Khiém khuyét trong tim:
1 *Vach: CAV (80%)
1 *That — Dai PM: Trong 63% thai nhi dong

dang trai c6 suw twong hop nhi that , trong khi dé
90% thai nhi déng dang phai c6 bat thwong két
noi that dai ddng mach.

1 *Hinh dang that : Kham nghiem vé hinh dang
hodc xoay cua that cho thay gan 50% thai nhi
dong dang phai cé that bat thwong, trong khi do
ty 1& nay thap hon & déng dang trai (20%).




1 *Bat thwong hé thong dan truyén: BAV
Il gap 60/87 TH (68 %) co dong dang trai.

]

AdCac lien quan ngoai tim:

1 Ty lé nam/ni: Phai = 2/1; Trai =1/2

1 Bat thwdng ndi tang khac: Phoi, Lach,
xoay rudt bat toan




Right-isomerism  Left-isomerism

Asplenia Polysplenia

Bilateral right-sidedness Bilateral left-sidedness

Boys more than girls (2:1) Boys = girls

More severe Less severe

Cardiac anomalies: Cardiac anomalies:
Single atria or ventricle Common atrium
Atrioventricular septal defects L eft-to-right shunts
Double outlet right ventricle Azygos continuation

Pulmonary atresia / stenosis Absence of the gallbladder
Anomalous pulmonary venous return Complete heart block




V — Diéu tri va dién tien :
1 Khi c6 chan doan HC ddng dang viéc diéu trj va

tham van cap vo chéng phu thudc vao dd nang
ton thwong.

1 Trong TH dong dang nhi phai thuwgng lién quan
tat nghén dwong ra that phai va hoi lwu TMP bat
thworng toan phan, nhiéu TH co that wu thé.

1 Trong dong dang trai thwong lien quan BAV Il

1 V& ca 2 dang dong dang cq BTBS phtrc tap,
chan doéan trwdc 24 tuan tudi , viéc cham dut
thai ky Ia 1 lwa chon can thao Iuan VOl cap Vo
chong.




1 Trong 1 nghién ctru 121 TH HC déng
dang thai nhi, déng dang T gap déi dong
dang P (82:39 TH). Dién tién : 52 % cap
vo' chéng chon cham dwt thai ky , 10%
chét trong bao thai, 13 % chét sau sinh va
19% sbng sot. Ty 1& sdng sot khi tiép tuc

mang thai la 40%.




