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Situs solitus Situs inversus
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Plastic bronchitis

Cerebralthromboembolism

(Nishant Shah et al. Prior Med J) Plastic bronchitis

Fontan Associated Liver Disease (FALD) Pleurai effusion
Pulmonary AV shunt  Arrhythmia
Systemic venous collateral -~ AV valve regurgitation
channels  Heart failure
Cyanosis
Thromboembolism
Liver cirrhonctious endocarditis
Early onset diabe umococcus sepsis
Protein losing enteropathy
Renal dysfunction
(Daniels CJ et al, JACC 2017.) Menstrual/disorders
Sub-fertility
Liver cirrhosis Liver carcinoma

Systemic edema
Venous thrombosis

(Shiraishi I, Circ J 2012;76:2066-2075))

(Wallihan DB et al., Pediatr Radiol 2013) (Ghaferi AA, et al., JTCS 2005) wWww.ICRweb.jp
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BMP Nkx2.5
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GATA4: LERICHREMN A Zn fingerBEr B X F
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Situs solitus
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(AV concordant) (AV discordant)
Pl _ -
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Situs solitus
(MO E IESRLD)

Apex Levocardia
()
AV AV concordant
relationship  (BZE—%)
CHD 1%
incidence
Synonym Normal heart (IE&)

Levocardia,
Mesocardia

95% (L-TGA)

Situs inversus

BELR— BE—X
(AV discordant) (AV concordant)
kB R kB
aE
R k2 Az

Dextrocardia,
Mesocardia

AV discordant
(BET—)

100%

AV discordance
(BET—2)

Situs inversus

(POl D B i)

Dextrocardia

(G

AV concordant
(BE—)

3-5%

Mirror image ($51%)
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Levocardia Mesocardia Detrocardia
Normal levocardia Levocardia with Dextrocardia Dextrocardia
Situs solitus dextroposition (dextroversion) Situs inversus

Situs solitus Situs solitus
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Normal hea PTA TOF

PDA

Leftward shift of conal ostiu Deficiency of conal and Anterior deviation of
Spiral formation of conal and AP septum conal and AP septum
AP septum
D E DORV F DORV
TGA (Non-committed VSD) (Subaortic VSD)

()
(&

Straight formation of Incomplete leftward Incomplete spiral
conal and AP septum shift of conal ostium formation
of AP septum
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Closure of primary foramen
Mesenchymal cap
Perforation of ) Secondary
Primary septum Primary foramen
foramen Secondary;
Primary atrial septum Superior at”?'
AV cushion septum
Mesenchymal

cap Prima

septum

A4

Vestibular

/

Dorsal Dorsal spine Vestibular
mesocardium Mesocardium ! _ o spine
protrusion Inferior - Fusion of inferior and
AV cushion superior AV cushions
Secondary

common PV

Secondary septum nfolded superior rim
Dorsal mesocardium foramen
Pulmonary veins
Systemic Mesenchymal cap Primary ;
venous foramen Opening of
sinus @

N
| Dorsal Vestibular
Dorsa Mesenchymal spi
. yma . pine
mesocard protrusion Ve-stlbular
spine Lt. Lateral
AV cushion
Mitral
feri Tricuspid valve
nferior
: Rt. Lateral valve
AV h
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Mesenchymal

cap
Fusion of inferior and

superior AV cushions

www.ICRweb.jp



@
(@}
o
m

Fos ov&@
A SAN Atrial X
appendage (\
\\_/
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(Central type)
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Septum secundum defect Septum secundum defect Sinus venosus defect Sinus venosus defect
(upper rim defect) (lower rim defect) (SVC type) (coronary sinus type)
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Infundibular septum

Membranous
septum

Membranous
septum

Perimembranous VSD
1. inlet extension

2. muscular extension
3. outlet extension

MV

Inlet septum
septum
Apical trabecular septum
Juxta-arterial VSD
Muscular VSD
1. Outlet
2. Inlet
3. apical PA PA Ao
RV LV
Simple defect Malalignment VSD Malalignment VSD
(anterior deviation) (posterior deviation)
TOF, DORYV etc CoA, IAA, subaortic AS etc
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Cor Triatriatum PV Atresia
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KINE DA (Edwardnigt®)

6 weeks 7 weeks At birth
RCCA LCCA
Aortic sac
Truncus arteriosus
LSA
Dorsal aorta Pharyngea RSA
| arch
arteries NA
Right 8th PA
- segment aho dho
Intersegme
ntal
arteries IAA type A IAA type B IAA type C

Normal Heart
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Angioblast
. rd \
Dll4 Dll4
VEGF VEGF
Nrpl Notch Notch
VEGF-R2 VEGF-R2
% —> ERK1/2. p
'4/ BRG1 P N &
v 3
Notch Pathway T —
Foxc1/2 \ COUP-TFII PI3K/Akt
Arterial Identity =P *. . <+ Venous ldentity
Heyl/2 l Hey1/2 VEGF
VEGF-R3 l '
Ephrin B2 EphB4 p
5 \ COUP-TFII
Sox18 —> Prox1

Kume, Histol Histopathol

'S

Lymphatic Identity

v

2010;25:637. &L Oiktm

VEGF-R3
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Early Specification Theory
E8.5 E10.5-12.5

Prenatal
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