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Reported was a 66 year-old male patient complaining of the shortness of
breath on exertion and leg edema, who demonstrated pronounced left axis devia-
tion, grade 1 A-V block and QS-pattern in V, to V; on ECG and asymmetrical
septal hypertrophy on UCG. He developed congestive heart failure which was
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refractory to diuretics and complicated with cerebral appoplexia and pneumonia,
though his clinical course remained rather stationary. In the meantime he died
suddenly from unknown reason and was autopsied.

At autopsy the heart was highly enlarged weighing 620g, in which extensive
deposition of amyloid was present through interstitial blood vessels and connec-
tive tissues from the subendocardium to the myocardium in bilateral atria and
ventricles including the S-A and A-V nodes. Branches of the coronary artery
smaller than the middle-sized in caliber were largely deposited, the lumina of
which were suggested to be narrowed as revealed by coronary angiography for
the postmortem heart. Other autopsy findings included systemic vascular and/or
perivascular deposition of amyloid in various organs, small focal bronchopneu-
monia, right cerebral infarction and others, none of which was assumed to be
attributed to the sudden death.

From these clinical and postmortem findings it seemed most likely that the
immediate cause of death in the present case was from acute cardiac arrest and
that the arrest was resulted from cardiac block or arrhythmia attributable to

the primary and/or secondary injury of the conduction system from amyloid

depostion.
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Fig. 1. Chest X-ray at the Ist admission
disclosing considerable cardiomegaly
without associated pulmonary conges-
tion.
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Fig. 2. ECG at the Ist admission indicat-
ing remarkable left axis deviation,
grade I A-V block and QS-pattern
from V,; to V; leads.

Fig. 3. Echocardiogram at the 2nd admis-
sion showing remarkable hypertrophy
of the IVS and B-B’ step in the mitral
valve. LVD was not dilated, though RVD
slightly dilated.

151. U./1, Al-p 771.U./1, LAP 461. U./1, «-
GTP 41 1. U./1, LDH 4131.U./1, isozyme
LDH,, chol 127 mg/dl, Ch-E 345 I. U./],
Amylase 380 I. U./1, BUN 27mg/dl, Crn 1.5
mg/dl, UrA 5.4mg/dl. S.P. 5.4¢g/dl, Alb
3.6g/dl, Glb 1.8¢g/dl (a;Glb. 5.6, a,Glb.
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Fig. 4. ECG at the 2nd admission show-
ing atrial flutter and an advanced low
voltage of the QRS complex.
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Fig. 5. Coronary dissection of the cardiac
ventricles at a high level showing pro-
nounced hypertrophy in the left ven-
tricular and septal walls
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Fig. 6. Numbers of opaque small nodules
lying in group over the aortic (a) and
mitral (b) valves.
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Fig. 7. Coronary angiograph of the post-
mortem heart demonstrating generali-
zed narrowing and disappearance of
the intramyocardial branches.
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(b)

Fig. 8. Prominent amyloid deposition re-
presenting as black mottled areas all
over the cardiac tissues.

(a) The right side including the atrial
wall (RA), the tricuspid valve (TV)
and the ventricular septal wall (RV).

Congo-red stain after KMnO,-treat-
ment, x15.

(b) The left side including the atrial
wall (LA), the mitral valve (MV)
and the ventricular lateral wall
(LV). Arrows indicating amyloid
deposition in small branches of the
left circumflex artery (CB). Congo-
red stain after KMnO,-treated, x15.
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Fig. 9. (a) The mitral valve disclosing a small

but lumpy deposit of amyloid unde-
rneath the endocardial covering.
Congo-red stain after KMnO,-treat-
ment, x15.

(b) The lateral wall of the left ventricle
revealing diffuse amyloid deposition
through interstices of the endocardium
and myocardium.

Congo-red stain after KMnO,treat-
ment, x15.

(c) The upper most portion of the inter-
ventricular septum illustrating bril-
liant birefringence by amyloid deposi-
tion in the interstitium (white area)
under polarizing microscopy.
Congo-red stain after KMnO,-treat-
ment, x75.
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Fig. 10. (a) S-A node showing considerable
amyloid deposition in the nodal
arteries and fibers(arrow). H.E.
stain, x75.

(b) A-V node demonstrating exten-
sive amyloid deposition in the
nodal artery, fibers(arrow) and
surrounding connective tissues.
Congo-red stain, x30.
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