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Can Cystinosis Cause Coronary Artery Dilatation?
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Abstract. In children, dilated coronary arteries are
usually caused by Kawasaki's disease. We report four
children with dilated coronary arteries and nephro-
pathic cystinosis.
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Cvstinosis 18 an autosomal recessive disorder char-
acterized by the excessive accumulation of cystine in
several organs. including the Kidneys, spleen, liver.
lymiph nodes. cornea, and thyroid gland. Dilated
cardiomyopathy and aortic root ancurysm have been
reported in patients with cystinosis. We report four
paticnts with nephropathic cystinosis and dilated
coronary arteries.

Case Reports
Case ]

A [3-year-old girl presented with chronic renal falure caused by
cvstinosis. Cystinosis was diagnosed from renal and bone marrow
biopsics. which were taken in the nephrology department. and
confirmed by opthalmological exammation. She was put on a
routine hemodialysis program. Her parents wereé consangiineous,
and she had two healthy sisters.

A cardiac murmur was found on routine cardiologic exami-
nation, and a chest xX-rav revealed cardiomegaly., Echocardio-
graphic exanmuination showed bilateral coronary artery dilatation.
Lelt coronary artery and rnight coronary artery diameters were
found to be 49 and 48 mm (Fiz. 1A and B}, respectively. Bi-
ventricular hypertrophy with a low left ventricular ¢jection fraction
{389} was also present.

Case 2

A Y-year-old girl, in whom cvstinosis had been diagnosed at | vear
of age, was admitted. She had experienced severe growth retarda-
tion since the age of 5 months and was found Lo have hypertension,
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hypothyroidism. and proteinuria. ~The diagnosis was confirmed
from renal and bone marrow biopsies. The patient needed control
hemodialysis twice weekly due to chronic renal insufficiency. She
was the first child of a 37-year-old mother and 30-vear-old lather.
She had two healthy sisters and a brother. The parents were first
cousins; genetic analvsis of the patient found no Karyolypic
abnormahty.

Echocardiography revealed mild matral valve insufhciency,
slight tricuspid valve insuiliciency. ieft ventricular dilatation, de-
creased left ventricular ejection fraction (449%), and increased right
ventricular pressure (23 mmBg), cstimated from tricuspid vaive
regurgitation. Both coronary arteries were difated. The left coro-
npary artery and night coronary artery diameters were 3.2 and 4.1
mm {Figs. 2A and 2B). respectively. A thallium myocardial per-
fuston scan was normal.

Cuse 3

An Hi-vear-old girl with chromc renal finlure was admntted to the
nephrofogy unit suffering from growth retardation. rritability, and
consipation. Nephropathic cystmosis was diagnosed by renal
biopsv, and hemodialvsis with medical treatment was started. Her
parents were nonconsanguineous, and no Karyotypic abnormaliny
wias found on geoclic analysis.

Echocardiography revealed muld muitral and tricuspid valve
insufficiency. left ventricular dilatation. with a left veatncular end

diastolic diameter {(LYEDd) of 3.52 mm. a decreased left venine-

ular ejection fraction (32%), and shghtly increased right ventricular
pressure {37 mmHg). estimated from tricuspid valve regurgitation,
Her coranary arteries were found to be dilated. The left coronary
arfery and right coronary artery diumeters were 4.7 and 3.8 mim
(Figs. 3A and 3B}, respectively. A thalhum myocardial perfusion
scan was normal.

Case 4

A G-vear-old girl at the time of echocardiography was diagnosed
with cvstinosis on the basis of an ocular examunation. and the
diagnosis was confirmed by bone marrow and renal biopsies, She
was followed up for approximately 6 years without dualysis. but
after this period of time dialvsis was mitiated.

Echocardiography revealed shight mural valve msufliciency.
lelt ventncular dilatation (EVEDd of 3.69 mm). and a normal left
veniricular ejection fraction {76%). Her left coronary artery and
right coronuary artery diameters were 3.6 and 3.2 mm (Figs. 4A and
4B}, respectively.
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