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CASE REPORT

ABSTRACT

CONTEXT: Fraley’s syndrome is characterized by
vascular compression on the superior infundibu-
lum with secondary dilatation of the upper pole
calyx, mostly located on the right side.

CASE REPORT: We present the case of a
22-year-old woman with vascular compression
of the upper-pole infundibulocalyceal system
(Fraley’s syndrome). The patient had a history
of frequent hospitalizations for emergency care
due to lumbar pain over the past twelve months.
The diagnosis was obtained following renal
arteriography. Since the surgical treatment by
means of upper-pole nephrectomy, the patient
has not had any further symptoms.
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INTRODUCTION

Fraley’s syndrome is a disease that affects

the renal calyces and was first described in
1966 by Elwin E. Fraley." It consists of an
upper-pole infundibulocalyceal obstruction

caused by extrinsic intrarenal vessel compres-
sion and is mainly characterized by nephralgia
and calyectasis. It most frequently affects
women and the right kidney.>* Fraley’s syn-
drome often requires surgical treatment.

The purpose of this report was to describe
the case of a patient presenting a history of right
flank pain treated by upper-pole nephrectomy.
Intrinsic obstruction of the infundibulum was
ruled out and Fraley’s syndrome was diagnosed
by means of arteriography.’
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tomography scans without contrast had been
performed. Intravenous pyelography revealed
upper calyx dilatation of the right kidney
associated with infundibular filling defects,
and renal arteriography confirmed the pres-
ence of right calyceal obstruction caused by
extrinsic compression of the upper branch of
the right renal artery.

Surgical treatment was carried out by means
of lumbotomy, kidney hypothermia, prior
clamping of the renal artery and upper-pole ne-
phrectomy (Figure 1). There were no microscopic
alterations to the involved vessel wall, renal paren-
chyma or dilated calyx, in the surgical specimens.
The patient remained free of pain when last seen,
18 months after the operation.

DISCUSSION

This case involved a 22-year-old woman
with a history of two years of right flank
pain without hematuria, who had required
emergency care six times over the past 12
months. During this period, several ab-
dominal ultrasounds and helical computed

Figure 1. Right renal surgery on a
22-year-old woman with Fraley’s syn-
drome that caused right flank pain. The
surgery was carried out by means of
lumbotomy, kidney hypothermia, prior
clamping of the renal artery and upper-
pole nephrectomy.

Intrarenal vessels produce infundibular
obstruction by compressing the infundibulum
against other vessels or the overlying kidney.' In
all cases in which the infundibulum is pinched
between an arterial branch and a vein, obstruc-
tion is clearly due to arterial compression.!? The
exact mechanism through which these vessels
cause infundibular obstruction is unknown.!

The main clinical manifestation of Fraley’s
syndrome is flank pain, which is often colicky.
Microscopic hematuria occurs less commonly,
and the definitive diagnosis is usually delayed
because of initial misdiagnosing. Renal colic
due to urinary microlithiasis is a frequent ini-
tial diagnosis. In this case, the patient had been
treated several times in the emergency room
with the clinical suspicion of renal colic due to
migration of renal calculi. In situations such as
this, Fraley’s syndrome must be considered and
the urinary tract should be evaluated by means
of contrast examination. Vascular impressions
on the collecting system are frequently viewed
while performing an excretory urogram
(Figure 2), and these are more common on
the right side.’ In the present case, the defini-
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tive diagnosis was obtained by means of renal
arteriography, which is often pathognomonic.
Renal ultrasound is very useful, in order to
monitor the behavior of the syndrome over
time and any upper-pole dilation.?

Surgical treatment of Fraley’s syndrome is
indicated only in symptomatic or complicated
cases.” Several surgical techniques have been
used, and the choice depends on the extent and
severity of the lesion, the type of obstruction
and the topographic anatomy of the intrarenal
structures. Because of the infrequency of re-
ports in the literature, it is not possible to define
astandard treatment for Fraley’s syndrome, and
therefore each case should be individualized
and it should be sought to preserve as much
of the renal parenchyma as possible.*> Upper-
pole partial nephrectomy is often advocated,
and this was the option selected in the present
case. Other treatment options that have been
described include percutaneous placement of
a permanent intra-infundibular prosthesis and
nephron-sparing procedures using resection of
a branch of the renal vein.*
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Figure 2. Renal arteriography (left). Excretory urogram with contrast (right). The images
show vascular obstruction of the right upper infundibulum by a branch of the renal
artery, with secondary dilatation of the upper-pole calyx.

CONCLUSION

Infundibular obstruction caused by vascu-

lar compression gives rise to symptoms such as
unexplained lumbar pain. In such cases, Fra-
ley’s syndrome should be investigated. Renal

arteriography can provide a definitive diagno-
sis. Surgical treatment is the best option for
symptomatic patients, but there is no standard
surgical technique. Partial nephrectomy was
performed successfully in our case.

REFERENCES

1. Fraley EE. Vascular obstruction of superior infundibulum
causing nephralgia. A new syndrome. N Engl ] Med.
1966;275(25):1403-9.

2. D’Amico A, Lusuardi L, Ficarra V, et al. Experience in the surgical
treatment of Fraley’s syndrome. Eur Urol. 2000;38(4):410-4.

3. Fazeli-Matin S, Streem SB Nephron sparing manage-

ment of Fraley’s syndrome with a pyelopyelostomy. J Urol.
1998;159(2):487-9.

4. Ferndndez Arjona M, Tagarro D, Moyano Calvo JL, Rabaddn
Ruiz M, Herrero Torres L, Pereira Sanz I. Tratamiento percutd-
neo del sindrome de Fraley. [Percutaneous treatment of Fraley
syndrome]. Arch Esp Urol. 1996;49(1):55-8.

5. Biocic M, Saraga M, Maskovic J, Vukic-Kosuljandic D, Saraga-
Babic M, Budimir D. A nephron-sparing surgical procedure

for Fraley’s syndrome. A case report. Eur ] Pediatr Surg.
2002;12(5):341-4.

Sources of funding: None
Conflict of interest: None

Date of first submission: November 21, 2006
Last received: October 23, 2007

AUTHOR INFORMATION

Thais Bandeira Cerqueira. Undergraduate medical student,
Escola Bahiana de Medicina e Saide Piblica (EBMSP),
Salvador, Bahia, Brazil.

Natalia Bacellar Costa Lima. Undergraduate medical student,
Escola Bahiana de Medicina e Saide Piblica (EBMSP),
Salvador, Bahia, Brazil.

Romeu Magno Baptista Neto, MD. Urologist, Urology
Service, Santa Casa de Misericérdia da Bahia, Salvador,
Bahiaq, Brazil.

José Cohim Moreira Filho, MD. Urologist, Urology Service, Santa
Casa de Misericérdia da Bahia, Salvador, Bahia, Brazil.

Luiz Eduardo Café, MD, PhD. Adjunct professor, Escola Bahi-
ana de Medicina e Satdde Piblica (EBMSP), and Head of
Urology Service, Santa Casa de Misericérdia da Bahia,
Salvador, Bahia, Brazil.

Address for correspondence:
Luiz Eduardo Café
Hospital Santa Izabel, Servico de Urologia
Praga Conselheiro Almeida Couto, 500 — Nazaré
Salvador (BA) — Brasil — CEP 40050-410
Tel. (+ 55 71) 21084722 — Fax. (+ 55 71) 3451-9600

E-mail: eduardocafe@gmail.com

Copyright © 2007, Associacdo Paulista de Medicina

Accepted: October 31, 2007

RESUMO

Tratamento da sindrome de Fraley através de nefrectomia polar superior

CONTEXTO: A sindrome de Fraley é caracterizada por impressGo vascular do infundibulo superior com
dilatagdo secunddria do pélo caliceal superior. E geralmente localizada no lado direito.

RELATO DE CASO: Nés apresentamos o caso de uma mulher com 22 anos de idade com compressdo
vascular do sistema infundibulocaliceal do pélo superior (sindrome de Fraley). A paciente trazia histéria de
hospitalizagdes freqiientes em emergéncias nos Gltimos 12 meses devido a célicas renais. O diagnéstico
foi obtido apés arteriografia renal. Depois do tratamento cirirgico por meio de nefrectomia polar superior,
a paciente nGo apresentou mais sintomas.

PALAVRAS-CHAVE: Nefrectomia. Nefropatias. Cdlculos renais. Hidronefrose. Dor lombar.
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