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SUMMARY

Introduction Congenital renal arteriovenous fistulas (AVF) are rare, especially if they are associated
with other developmental renal anomalies.

Case Outline A 34-year-old female was hospitalized due to total painless hematuria and bladder tam-
ponade. Excretory urography revealed a horseshoe kidney with normal morphology of pyelocaliceal
system and ureters. Aortography and selective renovasography detected a cluster-like vascular forma-
tion with multiple arteriovenous fistulas (AVF). Due to a large AVF gauge and poor flow of the efferent
vein to the inferior vena cava, a surgical procedure of two renal artery segmentary branches ligation
and division was performed. During the operative procedure, the presence of multiple superficial renal
hemangiomas was detected.

Conclusion Although selective arterial embolization represents the preferable treatment option, con-
ventional surgery remains favorable alternative in selected cases with large and complex AVF.
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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 three-dimensional
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 34-year-old 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 cluster-like 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).



Srp Arh Celok Lek. 2012;140(7-8):508-510

Figure 1.1VU shows horseshoe kidney

Figure 2. Renovasography of the right kidney shows multiple arterio-
venous communications

Figure 3. The surface of the right kidney with numerous hemangiomas

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

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
AVE [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.
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KoHreHuTanHa apTepuoBeHcKa ¢puctyna notkosuyacrtor bybpera

C MyATUNNIUM XEMAHTMOMUMaA

Mwuogpar Jlasuh', Josan Xauu-hokuh?, iparocnas bawwuh®, Muogpar Ahumosuh*
'Yponolwuko opembetse, KnuHnuko-60nHWYKM LenTap ,Ap Oparvwa Muwosnh”, beorpag, Cp6uja;

*Cpncka akafiemmja Hayka 1 ymeTHocTw, beorpaa, Cpbuja;
3YponowKa KnnHuKa, KnuHmnukn uentap Huw, Huw, Cp6uja;

*KnuHuka 3a yponorujy n Hepponorujy, KnuHuuku ueHtap Cpbuje, beorpaa, Cpbuja

KPATAK CAIP?KAJ

YBopa YpoheHe apTepuoBeHcke puctyne bybpera cy peTke,
HapOUNTO YKOSIKO CY YAPYKEHE C OCTAIMM Pa3BOjHIM Mope-
mehajuma 6y6pera.

Mpukas 6onecHnKa »KeHa cTapa 34 rogmHe NPUMIbEHa je Ha
60NHNYKO NeYere 360r ToTanHe 6e360/He XemaTypuje 1 Tamno-
Hafe mokpahHe 6elunke. iHTpaBeHcKa nujenorpaduja oTkpuna
je noTKoBMYacTn 6ybper HopmanHe mopdonoruje nujenoka-
JINKCHOT cucTeMa 1 ypetepa. AopTorpaduja n cenekTrBHa pe-
HoBa3orpaduja oTKpue Cy rpo3aacTy BackynapHy popmavimjy
C BULLECTPYKMM apTEPUOBEHCKIM pucTynama. 360r BENKMX
JVMeH3Mja oBMX GUCTyNa 1 cnabor NpoToka KpBu U3 edbepeHTHe
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BEHe Y A0kbY LY MIby BeHy, ypaheHa je XupypLuKa UHTepBeHLMja
nofBe3rBatba 1 NpeceLiara [Be CerMeHTHe rpaHe bybpexHe
apTepuje. Tokom onepawuje OTKPUBEHN Cy BULLIECTPYKMN NOBP-
LIMHCKMX XeMaHruomu 6ybpera.

3aKsbyyak Mako je cenekTMBHa apTepujcka embonusaimja Te-
panuja n360opa, KOHBEHLIVOHAMHO XMPYPLLIKO fleyere ocTaje
MorofiHa anTepHaTrBa Kof ofabpaHux 6onecHrKa ¢ BEANKUM
1 KOMMAEKCHUM apTePUOBEHCKUM ducTynama.

Kl'by‘lHe peun: KOHreHnTaaHa apTePNOBEHCKa d)VICTyJ'la; not-

KoBMYacTy 6ybper; MynTUMIN XeMaHTIOMU; CENEKTVIBHA apTe-
pujcka emb0n13aLmja; KOHBEHLMOHAMHa XUpypruja
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