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Fig. 1 An electrocardiogram (a) shows sinus tachycardia when he was first admitted to the hospi-
tal in February 2005. Marked ST elevation is seen in the I, II, II, aVf and especially in the V3-V6
leads 2 weeks later (b). Sixteen days after the onset of ampulla cardiomyopathy, the T-waves be-

came inverted in these leads. However, no abnormal Q waves were seen (c).
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Fig. 2 Echocardiography was performed at the onset of ampulla cardiomyopathy (a) and 2 weeks

after the treatment (b).

S: systolic phase D: diastolic phase. LV: left ventricle LA: left atrium

a: Note the diffuse hypokinesia of the left ventricle (small arrows) except in the basal portion (large

arrows). The ejection fraction was 29% at this time.

b: Wall motion of the left ventricle improved 2 weeks later. At this time, the ejection fraction was

73%.
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Fig. 3 Pathological findings of the heart.
a: The apical portion of the endocardium side of the heart shows scattered fibrotic foci in the myocar-
dium (Hematoxylin-eosin stain.).
b: Vacuolar degeneration and patchy interstitial fibrosis are also seen in the myocardium
(Hematoxylin-eosin stain.).

Fig. 4 Pathological findings of the brain and spinal cord.
a: In the hypoglossal nuclei of the medulla oblongata, the neuronal cells decreased in number. The re-
maining neuron has a Bunina body (arrow) (Hematoxylin-eosin stain).
b: Ubiquitin-immunostaining shows skein-like inclusions (arrow) in the cell body of the hypoglossal

nuclei.

c: A transverse section of the thoracic spinal cord at Thl level shows no apparent loss of myelin in
the lateral corticospinal tracts and posterior columns (Kliver-Barrera stain).

d: mild macrophage permeation in the corticospinal tract of the thoracic spinal cord is demonstrated
by CD68 immunostaining.
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Abstract
An autopsy case of amyotrophic lateral sclerosis with ampulla cardiomyopathy

Yumi Matsuyama M.D."?, Naokazu Sasagasako M.D.", Akihiro Koike M.D?,
Masashiro Matsuura M.D.”, Takaomi Koga M.D.”, Masakazu Kawajiri M.D.",
Yasumasa Ohyagi M.D.", Toru Iwaki M.D."” and Jun-ichi Kira M.D."
"Department of Neurology, Fukuoka Higashi Medical Center
“Department of Cardiology, Fukuoka Higashi Medical Center
“Department of Pathology, Graduate School of Medical Sciences, Kyushu University
“Department of Neurology, Graduate School of Medical Sciences, Kyushu University
“Department of Neuropathology, Graduate School of Medical Sciences, Kyushu University
“Department of Neurology, Hamanomachi hospital

We herein report an autopsy case of a 63-year-old man with amyotrophic lateral sclerosis (ALS) who devel-
oped “ampulla cardiomyopathy.” At the age of 56, he noticed a progressive weakness in his right upper extremity.
One year later, a progressive weakness of the left upper extremity began. Dropped head and progressive weak-
ness of the lower extremities emerged at the ages of 61 and 62, respectively. Intravenous immunoglobulin and
plasma-exchange therapies did not improve his weakness. At the age of 63, one month before his death, he was
hospitalized due to aspiration pneumonia. A tracheostomy was performed to secure his airway. Four days after
the operation, an ST elevation of his electrocardiogram was incidentally found on the ECG monitor. An echocar-
diogram revealed diffuse hypokinesia of the wall of the left ventricle except in the basal portion, which is the typi-
cal finding of “ampulla cardiomyopathy.” Wall motion of the left ventricle improved and his circulatory condition
was stabilized after treatment, but his condition thereafter worsened again and he died 3 weeks later. An autopsy
examination revealed diffuse fibrosis and degeneration of the cardiomyofibers. Neuropathological examination re-
vealed neuronal cell loss, Bunina bodies and skein-like inclusions in the hippoglossal nuclei. In the thoracic spinal
cord, degenarated anterior horn cells were seen and macrophage permeation in the corticospinal tract were
shown by CD68 immunostaining. Therefore, the final neuropathological diagnosis was ALS. This report is the first
autopsy case of ALS complicated with “ampulla cardiomyopathy.”

(Clin Neurol, 48: 249—254, 2008)
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