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cardiomyopathy in a patient with
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ABSTRACT

An 80-years-old-man with adult polycystic kidney disease and familial multiple myeloma that is complica-
ted with massive pericardial effusion and dilated cardiomyopathy during the course of the disease is presen-
ted. Although no definite single genetic disorder is described, multiple myeloma cases may be seen in certa-
in families. Environmental factors are also blamed in the etiology. Multiple myeloma may be complicated by

myocardial and pericardial involvement, diagnoses of which are possible only during postmortem examination
in some cases.
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OZET

Ailevi Multipl Miyeloma Olan Bir Olguda Masif Perikardiyal
Efiizyon ve Dilate Kardiyomiyopati

Eriskin polikistik bobrek hastaligi ve ailesel multipl miyelomu olan, hastalik seyri sirasinda masif perikardi-
yal efiizyon ve dilate kardiyomiyopati gelisen 80 yasinda bir erkek hasta sunulmaktadir. Tek bir belirgin gene-
tik bozukluk saptanamamis olmakla birlikte bazi ailelerde multipl miyeloma olgulari goriilebilir. Etyolojide cev-

resel faktorler de suclanmaktadir. Multipl miyeloma, miyokard ve perikard tutulumu ile komplike olabilir ancak
bazi olgularda tani ancak postmortem incelemeyle konabilir.

Anahtar Kelimeler: Multipl miyeloma, Polikistik bobrek yetmezligi, Perikardiyal efiizyon, Kardiyomiyopa-
ti, Ailesel.
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INTRODUCTION

Multiple myeloma, as in some other types
of haematological malignancies, may have a
familial pattern. Although studies until now
failed to demonstrate a single genetic or im-
munological disorder, the familial occurren-
ces seem to be beyond chancell-2l. In some
families the similar time of onset of the dise-
ase may point to some environmental fac-
torsl3:4l, Here, we present a case of an 80 ye-
ars-old-man with multiple myeloma with a
family history of myeloma in his elderly brot-
her. The disease was complicated by heart fa-
ilure and massive pericardial effusion. Alt-
hough it could not be shown with laboratory
examination, they were thought to be due to
myeloma cell infiltration. Cardiac involve-
ment, although not very common, may be se-
en during the course of multiple myelomal5].

A CASE REPORT

An 80 years-old-man was admitted to the
hospital with shortness of breath, edema of
the legs and sleeplessness in December
2002. He described a feeling of pressure on
the chest, orthopnea, dyspnea on exertion
and a decrease in exercise capacity. These
complaints have progressively been worse
over the last 3-4 days. On physical examina-
tion the heart sounds were attenuated, there
was hepatomegaly and bilateral pretibial
edema, with the blood pressure being
140/70 mmHg and the heart rate 70/minu-
te. Kidneys were bilaterally palpable. Cardi-
omegaly was present on the chest radiogram.
Because of a suspected pericardial effusion,
an echocardiography was performed and it
revealed massive pericardial effusion. The
heart was globally hypokinetic with a ventri-
cular ejection fraction of 37% and 2/4 degre-
es of mitral and tricuspid valve insufficiency.
The left atrium and ventricle were dilated,
and the right atrium was collapsed. Pericar-
diocentesis was performed and 1750 cc of
pericardial fluid was evacuated. The exami-
nation of the pericardial fluid revealed no
white blood cells or microorganisms on the
Gram stain, nor any bacterial growth on the
culture. The cytological examination showed
only reactive mesothelial cells.
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The medical history revealed that the pa-
tient had adult polycystic kidney disease that
was diagnosed 18 years ago and since then
he had hypertension and elevated creatinine
levels. The creatinine levels were stable aro-
und the range of 2.0-2.5 mg/dL. In the year
2000, he was reevaluated because of anemia
(hemoglobin 9.6 g/dl) and elevated eryth-
rocyte sedimentation rate (98 mm/hour). Se-
rum albumin concentration was 3.2 g/dL
with an elevated serum globulin of 4.3 g/dL,
the largest fraction of which was immunoglo-
bulin G (IgG) (3010 mg/dL). Serum IgA, IgM
and IgE levels were extremely suppressed.
The bone marrow aspiration revealed 25% of
plasma cells and with the diagnosis of mul-
tiple myeloma he received melphalan and
prednisolone monthly for 6 months. The di-
sease was stable and thereafter interferon
alpha was started at a dose of 3 million units
thrice weekly. The medical records showed
that he had a ventricular ejection fraction of
65% a year ago with a minimal pericardial ef-
fusion.

The family history revealed that the el-
derly brother of the patient was also diagno-
sed to have multiple myeloma in 1985, in
London and he died after two years of treat-
ment, but no further medical records could
be obtained.

Since the patient presented with pericar-
dial effusion with a new onset heart failure,
he was reevaluated for multiple myeloma.
Serum albumin and globulin were 3.3 g/dL
and 3.0 g/dL, respectively and the IgG frac-
tion was 1320 mg/dL. Bone marrow aspira-
tion biopsy was performed again and the
pathologic examination revealed 17% plasma
cells upon which the patient was considered
to be no more in remission. Since he also had
an established polyneuropathy, which was
assumed to be paraproteinemic, interferon
alpha was stopped and cyclophosphamide
and prednisolone were started.

DISCUSSION

The reason we are presenting this case is
the family history of the multiple myeloma in
two brothers and the presentation of the
myeloma relapse with progressive deteriora-
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tion of the cardiac functions and massive pe-
ricardial effusion. The genetic background of
multiple myeloma is still poorly understood
and there is no single gene disorder or major
histocompatibility complex that has an es-
tablished association with the diseasell.2l,
Still immunochemical and genetic studies
show identical markers in some families that
are thought to be beyond random encoun-
ter!4l. Environmental factors are also blamed
since occurrence of some cases follows each
other in some families!3:4l. When we consider
this case, our patient and his brother were
miles apart when diagnosed as multiple mye-
loma and the elderly brother died approxi-
mately 18 years ago after two years of dise-
ase, and this spatial orientation rules out an
environmental etiology. Another interesting
point is the association of the multiple mye-
loma with polycystic kidney disease, which
has an established familial inheritance. Un-
fortunately there was no chance of genetic
study in these two cases.

Multiple myeloma cases involving the pe-
ricardium and presenting with cardiac tam-
ponade have been reported in the literature.
Arat et al reported three such cases in only
one of which they could demonstrate the
plasma cells in the pericardial fluid[5l. De-
monstration of pericardial involvement is not
always possible and many cases can be diag-
nosed only in postmortem examinationl6l.
Myeloma cells are also reported to infiltrate
the myocardium and even the coronary ves-
sels, leading to cardiomyopathy and progres-
sive heart failure by this meansl!?l. Cardiac
involvement is demonstrated by echocardiog-
raphic findings of deteriorating pump functi-
on and dilatation of the left atrium and vent-
ricle at the end stage disease. Beside the di-
rect involvement of the heart by myeloma
cells, amyloid deposition is another confoun-
ding factor worsening the cardiac function in
myeloma patients. However, amyloid deposi-
tion more commonly presents with restricti-
ve cardiomyopathy!8l.

In our case, the progressively worsening
cardiac function that was demonstrated ec-
hocardiographically and the clinical presen-
tation of the patient led us consider the peri-
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cardial and cardiac involvement by the mye-
loma cells as the multiple myeloma was re-
lapsing. However, the age and the medical
status of the patient did not allow us to per-
form a pericardial biopsy and the cytological
examination of the pleural fluid was unreve-
aling. Although we could not demonstrate
the etiology of the pericardial effusion, regar-
ding the medical literature about the pericar-
dial involvement in myeloma, we assumed
that the cardiac and pericardial pathologies
were due to multiple myeloma.
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