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A nine-year-old girl with renovascular hypertension is presented. The diagnosis of

fibromusculsr dysplasia was established by selective renal angiography, and

percutaneous transiuminal renal angioplasty was performed. After successful
- dilation, the blood pressure returned to normal. The patient has been followed for a

year and there is no evidence of hypertension. Key words: fibromuscular dysplasia,
- percutaneous transluminal renal angioplasty.

The incidence of secondary hypertension in the pediatric population has been
reported to be high'. Renal and renovascular diseases account for nearly 80
percent of secondary hypertension in children, and approximately 70 percent of
children with renovascular hypertension have fibromuscular dysplasia (FMD)2.

In this report, we describe a patient with hyperreninemic hypertension and
angiographically diagnosed FMD. Since the patient’s hypertension could not be
controlled with medication, a percutaneous transluminal renal angioplasty (PTRA)
was performed.

Case Report

A nine-year-old girl was admitted to the hospital with epistaxis. Physical
examination revealed a blood pressure of 160/130 mmHg. She was a well
developed child and had nomal physical findings, including funduscopic examina-
tion.

Laboratory findings revealed a hemoglobin of 14 g/dl, hematocrit 46%, white
blood cell count 12,000/m3 with 60% neutrophils, 38% lymphocytes, 2%
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Discussion

FMD is a well known angiopathy primarily involving the aortic branch arteries. The
disease was originally described in the renal arteries in 1938%. But, later, it
was reported that it could also affect carotid, celiac, mesenteric, iliac,
splenic, hepatic, subclavian, and even the coronary arteries®’. Recently, involve-
ment of the aorta has also been documented®. Involvement of the renal arteries is
the most common manifestation of FMD. It has been reported that half of the
patients with bilateral renovascular disease show additional extrarenal FMD5.

Although FMD may be seen at any age, and in both sexes, it is known as the
disease of young women, and the frequency in children remains low. The ages of
patients range from five years to 69 years in large group studies®89°,

Usually the middle and distal third of the main stem of the renal artery is involved,
but extension into the branches of the renal artery can occur. The disease may be
bilateral or unilateral, and nearly 80 percent of unilateral lesions occurs on the right
side®9, Our patient had a high grade stenosis in the dorsal branch of the right
main renal artery. Collaterals can be demonstrated in 17 to 93 percent of
lesions®.9, The second angiography performed on our patient revealed renal
arteries with collaterals (Fig. 4).

The etiology of FMD is still unknown. Many hypotheses have been proposed
stressing the importance of genetic and humoral factors and the role of arteriolar
spasmS57. Renal ptosis is common among patients with renal artery lesions: It has
been postulated that traction due to ptotic kidneys (the right kidney larger than
the left) may also be an etiologic factor.

Arteriographic findings of the lesions are pathognomonic for the diagnosis. FMD
is classified as focal, multifocal, tubular and mixed, according to the angiographic
findings®-8.10, The most common form is the multifocal type, which is also known
to have a “string of beads” appearance?¢81°, The angiographic findings of our
patient revealed that she had the focal type of FMD.

Histopathologically, these lesions can be classified as medial, intimal and
periarterial, according to the arterial wall layer in which they predominate’?.8. In
some cases, the anglographic appearance of the lesions shows an excellent
correlation with the pathological findings. It is known that medial fibroplasia
represents the most common dysplastic lesion (nearly 85%) found in pediatric

patients’.

FMD is considered to be a persistent and often progressive abnormality®°.
Unilateral FMD may progress to involve the contralateral renal artery’. Recently, it
has been reported that spontaneous improvement may occasionally occur''-'2,









