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S10-1
Management of Heart Failure in Acute Myocarditis
TAKAYUKI INOMATA

Department of Cardic-angiology, Kitasato University School of Medicine,
Kanagawa, Japan

Myocarditis causes myocardial necrosis and inflamimation, leading to cardiac dys-
function and failure. Myocarditis is, therefore, treated as following intervertion: 1)
to eliminate the cause, 2} to improve hemodynamic compromised, and 3) in cardiac
dysfunction. For patients with heart failure in the acute phase, use of catecholamines
or carperitide is recommended, In cases who do not respond to treatment, known as
fulminant myocaxditis, mechanical circulatory support including intraaortic balloon
pump, percutaneous cardiopulmonary support and ventricular assist device should
e used. If the persistent inflammation is recognized without signs of hemodynamic
improvement, shori-term treatment with large doses of corticosteroids or immuno-
globulin may be considered In the recovery phase, treatment of angiotensin convert-
ing enzyme inhibitors and angiotensin II receptor blockers can be performed to
protect the myocardium. The prognosis of myocarditis vacies depending on the path-
ogenesis and type of disease.

510-2

Heart Failure in Cardiac Sarcoidosis
YASUCHIKA KATO, SHINICHIRO MIRIMOTO
The Department of Cardiology, Fujita Health University, Toyoake, Japan

Sarcoidosis is a systemic granulomatous disease of unknown etiology characterized
by enhanced cellular immune responses. The pathologic hallmark of this discase is
the noncascating granuloma. This granuioma develops in various sites in the heart,
resulting in a variety of clinical signs including conduction disturbances, ventricular
arrhythmias and congestive heart failure. But, in cardiac sarcoidosis the rate of his-
tological diagnosis achieved with endomyocardial biopsy is low, only 19% as
a whole, especially, 7% in patients in whom have conduction disturbances as the
major clinical feature and normal left ventricular ejectien fraction, only 36%
even in patieats who exhibited a dilated cardiomyopathy-like clinical picture.
Therefore, antemortem diagnosis of cardiac sarcoidosis remains difficult, and often
cardiac involvement is not revealed until autopsy or extraction at heart transplant in
patients diagnosed with dilated cardiomyopathy. Previously, we reported corticoste-
roid therapy is effective for prevention of deterioration of the left ventricular ejec-
tion fraction in the patients with cardiac sarcoidosis presenting with atrioventdcular
block and normal cardiac function. Some reports demonstrated that in the patients
with highly-impaired left ventricular ejection fraction corticosteroid therapy did not
improve the cardiac function and prognosis. So, in cardiac sarcoidosis early diag-
nosis and beginning of the treatment from the early stage is essential. The clinical
picture and treatment of heart faiture due to cardiac sarcoidosis followed-up in our
instituie will be reviewed.

510-3

Peripartum Cardiomyopathy in Japan -Results from the Nationwide Survey-
CHIZUKO KAMIYA

Department of Perinatology and Gynecoiogy, National Cerebral and Cardiovascular
Center, Osaka, Japan

Peripartum cardiomyopathy is a rare disease that occurs in the last stage of preg-
nancy up to 5 months postpartum in previously healthy women. Although this is
fife-threatening cardiomyopathy, little was known about the characteristics of this
disease in Japan. We performed a nationwide questionnaire survey of cases in
2007 and 2008. In total, data were received for 102 cases from 1048 hospitals
which covered 73% of total hospitals surveyed. Mean age was 327 & 4.2 years
old and 53% were in their first pregnancy. The incidences of PPCM were 2.0
and 9.6 per 100,000 births in pregnant women aged 20-24 and 35-39 years old, re-
spectively. A history of hypertension was found in 10% and 37% were complicated
with pregnancy induced bypertension. Fifteen percents bad multiple births, and
14% were received tocolysis. Most patients complained about dyspnea and initially
consulted obstetricians. Their mean initial ejection fraction (EF) was 31.6 =
12.0%. Four patients died and 2 patients needed left ventricular assist device to
wait heart transplant, The average EF after 9.9 = 6.6 months was 53.6 = 14.1%
and 66% of patients improved theiv EF > 50%. In conclusion, peripartum cardio-
myopathy is still life-threatening disease in severe cases, and we have to cautiously
treat pregnant women with aged over 35 years old, hypertension, multiple birth,
and tocolysis.

510-4

Heart Failure due to Fabry Disease

KOJ HIGUCHI', TOSHIHIRO TAKENAKA'. MAKOTO YOSHIMITSU',
CHUWA TEI"?

'Division of Cardiac Repair and Regeneration, Kugoshima University, Kagoshima,
Japan, chpar(mcm of Cardiovascular, Respiratory and Metabolic Medicine,
Kagoshima University, Kagoshima, Japan

Fabry disease is a Jysosomal storage disorder caused by a deficiency of o-galactosi-
dase A and this enzymatic defect leads to the systemic accumulation of glycosphin-
golipids resulting in cardiac, renal and cerebrovascular disease. In cardiac Fabry
disease, which is an atypical variant of the disease reported in 3-4% of patients
with left ventricular hypertrophy (LVH), manifestations are confined to the heart.
In the initial-stage of the discase, concentric LVH with diastolic dysfunction is
seen. Electrocardiographic abnormalities including arrhythmias can also be seen.
As the discase progresses, patients begin to suffer from heart failure due not only
to LV diastolic dysfunction but also (o systolic dysfunction. Some patients in this
stage of the disease have disappearance of basal posterior bypertrophy. Fatal arthyth-
mias also develop in the end-stage of the disease. We have reported that the prognosis
of patients with Fabry disease is poor after the onset of NYHA class IIf heart failure.
Recent study has demonstrated that early enzyme replacement therapy (ERT) inter-
vention for Fabry disease is effective for a reduction in LVH and improvement in car-
diac function. Thus, it is important for cardiologists to consider Fabry disease as
a differential diagnosis of patients with LVH. To diagnose the disease at early stage
and to start ERT before the occurrence of irreversible cardiac damage may provide
better outcome for the patients.

i

§510-5

"[riglyceride Deposit Cardiomyovasculopathy. A Novel Clinical Entity Found
Out Cardiac Translant Recipients in Our Country

KEN-ICHI HIRANO )
Department of Cardiovascular Medicine, Osaka University Hospital, Osaka, Japan

Congestive heart failure (CHF) is a medical and financial burden worldwide. It is of
importance to elucidate molecular mechanism underlying CHF and develop specific
treatments, particularly in our country with increasing elderly population, where
numbers of cardiac transplant (CTx) donors are deficient. We recently reported
a unique patient suffering from severe CHF and needing CTx. Massive accumulation
of triglycerides was observed in coropary atherosclerotic lesions as well as in the
myocardium, while plasma triglyceride levels were normal. We suggested that this
phenotype was a novel clinical entity and named it “Triglyceride deposit cardiomyo-
vasculopathy™ (TGCV) (N Eng!l J Med. 2008), or simply “Obesity of the heart” (J°
Atheroscler Thromb, 2009). The patient was identified as homozygous for a genetic
mutation in the adipose triglyceride lipase (ATGL), an essential molecule for hydro-
lysis of intracellular triglycerides. In 2009, we have launched the Japan TGCV study
group supported by the Ministry of Health, Labor, and Welfare. Our mission is to
overcome this intractable disease as soon as possible, a day or even an hour. We
have collected the information about TGCV from Japan and other countries. In
this Symposium, I would like to present clinical profiles, pathological characteristics,
pathophysiology, and diagnostic criteda of primary TGCV with ATGL mutation.
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Central hemodynamic changes in 10 normal nulliparous women between 35 and 38 weeks'
gesuatxo'x and again wheu 11 to 13 weeks' postpamm

Factor
PHFEIRE. (mean arterial pressure) (mmHg) 906 86+ § BlhAiL
HHENERERALE (pulmonary capillaxy wedge pressure : PCWP) (mmHg) 8+2 6x2 Bl L
ALUERRIE (central venous pressure) (mmilg) 443 43 I AL
Ol (heart rate) (beats/min) 83+ 10 71+ 10 £17%
DR (cardiac output) (L/min) 6.2+ 10 4309 +43%
{RIEEPL (systemic vascular resistance) (dyne/sec/cm™ ) 12104266 1,530 520 - 21%
SRR (pubmonary vascular resistance) (dyne/sec/cm™?) 78 + 22 119 + 47 —~ 34%
AR um (serum colloid osmotic pressure) {(mmHg) 18.0 £ 1.5 20.8 £ 1.0 - 14%
COP — PCWP ¢ gradient (mmHg) 105 + 2.7 - 28%
Left ventricular stroke work index (g/m/m®) 48+ 6 ER A

COP : colloid osmotic pressure {[BEEH
PCWP : pulmonary capillary wedge pressure (BHESIRIEA L)
{HIBAAT I C B R
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4. DEEIRE (electrocardiogram : ECG)
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BLTOREHERREY
(mGy) (mGy)
BEREX IR
by 1.4 4.2
M3 ; <0.0L | <0.01
MR IRB BT 1.7 10
7% 1.7 10
agd 1.1 4
TEEE <0.01 <0.01
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20y L (REEEED 11 5.8
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st <0.005 | <0.005
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