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INTRODUCTION

Congenital arteriovenous fistulas (AVF) of the 
kidney are rare. Renal AVF, initially described 
by Varela in 1928, represents a low incidence 
clinical entity. There are two types of fistu­
las, congenital and acquired [1]. Acquired fis­
tulas are more frequent, while the congenital 
account up to 25%, mainly in women after the 
third or fourth decade [2]. The lesion is located 
in the upper pole in almost 50% of patients. 
Since it is often located next to the collecting 
system, micro­ or macroscopic hematuria has 
been reported in more than 75% of patients 
[3]. Blood shunting into the venous circula­
tion results in a heterogeneous clinical pic­
ture. The clinical presentation depends on the 
AVF size and duration [4]. Excretory urog­
raphy may reveal some specific radiological 
signs such as irregular filling defect in the pel­
vicalyceal system, hypo­ or afunctional seg­
ment of the kidney or calyceal distortion or 
obstruction. However, these typical radiolog­
ical features are present only in 50% of excre­
tory urograms. Although three­dimensional 
Doppler ultrasonography and MR angiography 
are noninvasive and more accurate than excre­
tory urography, selective renal arteriography or 
digital subtraction angiography represent the 
most definitive diagnostic methods. Though 
selective embolization is the most preferable 
treatment option, other procedures including 
balloon catheter occlusion, vascular ligation, 
partial nephrectomy or nephrectomy are still 
indicated in selected cases [2, 5].

CASE REPORT

A 34­year­old female was hospitalized due to 
a sudden and abundant painless hematuria 
occurring for the first time. Excretory urogra­
phy revealed the horseshoe kidney with a nor­
mal morphology of the pyelocaliceal system 
and ureter (Figure 1).

Lower contrast medium concentration was 
observed in the lower pole calyces of the right 
kidney. Cystoscopy and retrograde uretero­
pyelography showed no tumor, but intensive 
sanguineous urine passage from the right ori­
fice. Aortography and selective renovasography 
revealed a cluster­like vascular formation with 
multiple AVF in the right half of the isthmus 
filling the renal vein very quickly (Figure 2).

Renovasography did not show multiple 
hemangiomas that were found subsequently 
in the surgical specimen (Figure 3).

Due to a large AVF gauge and short flow of 
the efferent vein to the inferior vena cava, we 
abandoned the idea of performing supraselec­
tive embolization but rather decided for sur­
gery. The right renal artery and two segmental 
branches of the isthmic renal part filling the 
fistula were prepared. These branches were 
clamped and following the disappearance of 
thrill and murmur on palpation and auscul­
tation, the branches were ligated and divided. 
After two months renovasography showed no 
AVFs, but a smaller right kidney with gracile 
vascularization. Two years after surgery the 
patient was well (Figure 4).
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General renal function was normal and dynamic scin­
tigraphy showed the right kidney hypertrophy to medium 
extent with impairment of its function.

DISCUSSION

Congenital renal AVF are the result of developmental renal 
disorders and those related to its vascular formation, and 
therefore, their association with other developmental renal 
anomalies may be expected. However, only one case was 
reported in the literature within our reach; associated con­
genital AVF with duplicated renal pelvises. Since congenital 
AVF are rare malformations [6], our patient is considered 
very interesting on account of three associated anomalies, 
arcuate kidney with AVF and multiple superficial renal 
hemangiomas.

Selective renovasography is the method of choice for 
renal AVF diagnosis [7, 8]. The management of renal AVF 
is individual and depends on the size and localization of 
changes as well as on the severity of symptoms. In general, 
small asymptomatic fistulas do not require any treatment, 
especially if they are acquired malformations, because their 
spontaneous restitution is common [9]. Nephrectomy is 
justified only in cases where conservative surgery is not 
feasible due to AVF size and localization and if renal func­
tion is compromised [10]. Partial nephrectomy has been 
rarely performed these days and may be considered only 
in polar and deep intrarenal AVF [9, 11]. Selective arterial 
embolization is widely accepted as the preferable option 
in AVF management and is especially favorable for small 
AVF [6, 8].

As we decided against the supraselective arterial embo­
lization, our choice was surgery due to easier approach to 
the renal artery of arcuate kidney. Although conventional 
surgery has limited role now, it remains the favorable alter­
native in selected cases with large and complex AVFs or 
following failure of selective arterial embolization.Figure 3. The surface of the right kidney with numerous hemangiomas

Figure 4. Control renovasography upon two months shows absence of 
arteriovenous fistula

Figure 1. IVU shows horseshoe kidney

Figure 2. Renovasography of the right kidney shows multiple arterio­
venous communications
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КРАТАК САДРжАЈ
Увод Уро ђе не ар те ри о вен ске фи сту ле бу бре га су рет ке, 
на ро чи то уко ли ко су удру же не с оста лим раз вој ним по ре­
ме ћа ји ма бу бре га.
При каз бо ле сни ка Же на ста ра 34 го ди не при мље на је на 
бол нич ко ле че ње због то тал не без бол не хе ма ту ри је и там по­
на де мо краћ не бе ши ке. Ин тра вен ска пи је ло гра фи ја от кри ла 
је пот ко ви ча сти бу брег нор мал не мор фо ло ги је пи је ло ка­
лик сног си сте ма и уре те ра. Аор то гра фи ја и се лек тив на ре­
но ва зо гра фи ја от кри ле су гро зда сту ва ску лар ну фор ма ци ју 
с ви ше стру ким ар те ри о вен ским фи сту ла ма. Због ве ли ких 
ди мен зи ја ових фи сту ла и сла бог про то ка кр ви из ефе рент не 

ве не у до њу шу пљу ве ну, ура ђе на је хи рур шка ин тер вен ци ја 
под ве зи ва ња и пре се ца ња две сег мент не гра не бу бре жне 
ар те ри је. То ком опе ра ци је от кри ве ни су ви ше стру ки по вр­
шин ских хе ман ги о ми бу бре га.
За кљу чак Иако је се лек тив на ар те риј ска ем бо ли за ци ја те­
ра пи ја из бо ра, кон вен ци о нал но хи рур шко ле че ње оста је 
по год на ал тер на ти ва код ода бра них бо ле сни ка с ве ли ким 
и ком плек сним ар те ри о вен ским фи сту ла ма.

Кључ не ре чи: кон ге ни тал на ар те ри о вен ска фи сту ла; пот­
ко ви ча сти бу брег; мул ти пли хе ман ги о ми; се лек тив на ар те­
риј ска ем бо ли за ци ја; кон вен ци о нал на хи рур ги ја

Конгенитална артериовенска фистула потковичастог бубрега  
с мултиплим хемангиомима
Миодраг Лазић1, Јован Хаџи­Ђокић2, Драгослав Башић3, Миодраг Аћимовић4 

1Уролошко одељење, Клиничко­болнички центар „Др Драгиша Мишовић”, Београд, Србија;
2Српска академија наука и уметности, Београд, Србија;
3Уролошка клиника, Клинички центар Ниш, Ниш, Србија;
4Клиника за урологију и нефрологију, Клинички центар Србије, Београд, Србија

Примљен • Received: 27/06/2011 Прихваћен • Accepted: 04/04/2012


