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Situs Inversus Viscerum Totalis, Accompanied by Tetralogy of Fallot,
Localized Endocardial Fibrosis, and Nephrosclerosis with Hypertension
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Pathological Diagnosis

Multiple congenital anomalies of viscera
Situs inversus viscerunm totalis, including
Dextrocardia
Tetralogy of Fallot:
1. Pulmonary stenosis, infundibular type, with
hypoplasia of pulmonary artery.
2. Interventricular septal defect, at pars
membranacea.
3. Sinistro-position and over-riding of aorta.
4. Hypertrophy of left-sided right ventricle
(venous ventricle).
Endocardial fibrosis, right-sided left ventricle
(arterial ventricle), localized.
Fenestration of aortic valve leaflets.
Dilatation of bronchial arteries, bilateral.
Aberrant parathyroid gland, trachea.
Generalized passive congestion of viscera.
Clubbed fingers and toes, marked, bilateral.
Atherosclerosis, and its large

marked, aorta

branches.

Arteriolar nephrosclerosis, mild, bilateral, with
hypertension.

Tuberculosis, partly calcified, upper lobe, right
lung.
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Situs Inversus Viscerum Totalis,
Accompanied by Tetralogy of Fallot,
Localized Endocardial Fibrosis, and
Nephrosclerosis with Hypertension

<Report of an Autopsy Case>

Sung Soo Lee. Dae Il Lee.Yong Il Kim
Young Kyun Lee-Dong Woon Ju. Chang Yee
Hong Chong Sul Kim-Byung Mu Chol

College of Medicine,
Seoul National University

A twenty-two year old Korean male was diagnosed
to have situs inversus totalis including dextrocardia,
and tetralogy of Fallot.

A surgical palliation was tried, but it was found to
be of little avail. Post-mortem examination revealed
the following:

All thoraco-abdominal viscera and vessels were in
the mirror-image position of the normal.

The heart was in the right hemithorax in the mirror
-image position of the normal, the cardiac axis direc-
ting right-lateralwards. The heart was globular in
shape, enormously large, and weighed 500 gms. On
section, the heart revealed tetralogy of Fallot in
dextrocardiac position, including marked pulmonary
stenosis of infundibular type with hypoplasia of pul-
monary artery, marked hypertrophy of left-sided right
ventricle (venous ventricle), large interventricular
septal defect at the pars membranacea, and sinistro-
position and over-riding of the aorta.

There was a large 6Xx3cm. localized elongated-
rhomboid area of endocardial thickening in the right-
sided left ventricle(arterial ventricle), that revealed

microscopically markedly increased noninflamed loose

fibrous connective tissue with some elastic fibers ex-
tending into the adjacent and underlying myocardium.
Multiple small fenestration of the aortic valve lea-
flets and marked dilatation of bilateral bronchial ar-
teries in the mirror image position were observed,
An aberrant parathyroid gland was observed over

the trachea, 1.5 cm. distal to the right lower pole of
the thyroid gland,

The right and left kidneys weighed 120 gms, and 100
gms, respectively, and showed bilateral diffuse but
mild arteriolar nephrosclerosis. Clinically this patient
had mild hypertension. The aorta and its main branches
showed marked atherosclerosis.

There were moderate generalized passive congestion
of all viscera and clubbed fingers and toes.

A small confluent nodular lesion of fibrocaseous
tuberculosis that was partly calcified was observed in
the right upper lobe of the lungs.

This is believed to be the first autopsy case of

congenital anomaly of the heart of this type reported
in the Korean literature.
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Legends for Figures

Fig. 1. Schematic diagram of the left-sided right
ventricle (venous ventricle), showing marked pul-
monary stenosis of infundibular type with hypoplasia
of pulmonary artery and interventricular septal
defect.

1. Aorta, arising from the right-sided left ventricle,
that is normal in anteroposterior and cranio-
caudal relationships.

2. Hypoplastic pulmonary artery, showing post-
stenotic dilatation above the narrow subpulmonary
tract.

Interventricular septal defect at the pars memb-

ranacea.

4. Marked hypertrophy of the left-sided right ven-

tricle.

5. Part of the right-sided left ventricle.

Fig. 2. Schematic diagram of the right-sided left
ventricle (arterial ventricle) and aorta.

1. The sinistro-positioned and over-riding aorta with
right-sided aotic arch, of which intima shows
marked atherosclerosis.

Pulmonary artery.

L

2.
3, Interventricular septal defect at pars membranacea.

4, A large localized elongated-rhomboid area of end-

ocardial thickening in the right-sided left ventricle.

5. Ostium of the left-sided right coronary artery,
that is located distally from the sinus of Valsalva.

6. Right-sided mitral valve leaflets.

7. A round elevated patch of endocardial thickening
at the inner margin of anterior leaflet of the
mitral valve.

8. Left-sided innominate artery arising from the
right-sided aortic arch.

9. Right-sided left common carotid artery.

10. Right-sided left subclavian artery.
11. Fenestration of aortic valve leaflets.

Fig. 3. The left-sided right ventricle or venous ven-
tricle, showing narrow subpulmonary tract, marked
hypertrophy of myocardium and interventricular
communication through the large septal defect.

Fig. 4. The sectioned right-sided left ventricle with
over-riding aorta. Arrow () shows a large inter-
ventricular septal defect below the over-riding aorta.
Arrow(X) shows right-sided aortic arch, with mar-
ked atherosclerosis of the intima.

Fig. 5. Photograph of thoraco-abdominal viscera that
are totally inverted to mirror-image position of nor
mal.
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