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Ven Hastaliklari
Venous Diseases

Succesfull Two Staged Surgical Treatment
of Intravenous Leiomyoma with
Intracardiac Extension: Case Report

Intrakardiak Uzanim Gésteren
Intravensz Leiomyomun ki Asamali
Basarili Cerrahi Tedavisi

ABSTRACT Intravenous leiomyomatosis (IVL) with cardiac extension is a rare uterine tumor. We
present an unusual case of angioleiomyoma that progressed along the inferior vena cava into the
right atrium. At first, the patient was diagnosed as right atrial myxoma. The diagnosis changed af-
ter removal of the right atrial mass and the patient was diagnosed with angioleiomyom.A second
stage operation was performed involving removal of the right adnexial mass, simple hysterectomy
and bilateral salphingooferectomy. IVC veinotomy and tumor resection was performed using car-
diopulmonary bypass. This is a short report IVL with intracardiac extension which was successfully
removed with a two staged procedure.
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OZET Kardiyak uzanimh intravenoz leiomyomatozis (IVL) nadir bir uterin timérdiir. Inferior ve-
na kavadan sag atriuma uzanim gosteren nadir bir anjioleiomyom olgusunu sunmay1 amagladik.
Baslangicta hastaya sag atrial miksoma tanisi konulmus idi. Sag atrial kitle ¢ikarildiktan sonra tani
anjioleiomyom olarak degisti. Sag adneksiyal kitle ¢ikarilmasi, basit histerektomi ve bilateral salfin-
goooferktomiyi iceren ikinci asama operasyonu planlandi. Inferior vena cava venotomi ve tiimor re-
zeksiyonu kardiopulmoner bypass kullanilarak gerceklestirildi. Bu olgu sunumuda iki agamali
cerrahi ile tedavi edilen intrakardiak uzanimh intravenéz leiomyomatozis vakasi tartigilmigtir.

Anahtar Kelimeler: Anjiyomiyom; vena kava, inferior; kardiyopulmoner baypas

Damar Cer Derg 2013;22(1):142-5

ntravenous leiomyomatosis (IVL) is a rare benign tumor which is cha-

racterised histologically by smooth muscle cells. It is usually confined

to the pelvic veins but very rarely can progress to the inferior vena ca-
va, and even to the heart. Intracardiac leiomyomatosis (ICL) can result in li-
fe threatening symptoms and appropriate therapy is complete excision of
the tumor. The ICL case presented here depicts diagnostic and surgical dif-
ficulties that can arise from the rarity and complexity of this condition.

I CASE REPORT

A 48-year-old woman with chest pain and progressive dyspnea admitted to
cardiology clinic, and the diagnosis was set as atrial myxoma by echocardi-
ography, and an operation was scheduled. There was no abdominal symp-
toms at that time. The patient underwent median sternotomy and atriotomy
under cardiopulmonary bypass (bicaval cannulation). At operation, the mass
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was found to be an extension of a tumor emanating
from the inferior vena cava (IVC). The atrial com-
ponent and a portion of the lesion within the IVC
were excised and the operation was terminated. The
patient spent 9 uneventful days in hospital inclu-
ding one day in intensive care unit (ICU). The final
histologic analysis of the lesion revealed a benign
angioleiomyoma. Computed tomography was per-
formed, and it demonstrated a right adnexial mass
with 100x72x65 mm dimensions, and a big mass,
reported as thrombus, beginning from right ovari-
an vein, rising up through the inferior vena cava
(Figure 1a, 1b) which was confirmed by venog-
raphy (Figure 2).

Patient was counsulted to gynecology depart-
ment 4 weeks after the initial surgery with the sus-
picion of a pelvic malignency and for possible
vascular invasion. Her cervico-vaginal smear was
normal. Her tumor markers were not related with
any kind of gynecological malignency. A second
operation was scheduled. Surgery was performed
utilising cardiopulmonary bypass, and involved re-
moval of the right adnexial mass, simple hysterec-
tomy and bilateral salphingooferectomy, IVC
veinotomy and tumor resection by median lapara-
tomy (Figures 3a, 3b). Patient was cooled to 32 de-
grees and no circulatory arrest was used. Tumor
within the IVC was rubbery in consistency and ad-
herent to but not infiltrating the vein wall; it was
easily removed by gentle traction. An additional
embolectomy was performed by using a 4F Fogarty
catheter. The veinotomy was primarily closed with
5/0 polypropelene suture. Pathological analysis
confirmed benign leiomyomatosis for the second
time, the patient was hospitalized for seven days
including 2 days spent in ICU.

DISCUSSION

Intravenous leiomyoma is a rare benign intravas-
cular tumor for which the tissue of origin is not cle-
arly understood. This tumor is found exclusively in
women; many have undergone hysterectomy be-
cause of uterine leiomyoma. While some believe
the tumor results from vascular invasion from a
uterine leiomyoma, it has also been proposed that
the tumor is vascular in origin and derived from
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FIGURE 1a,b: Computed tomography was performed, and it demonstrated
a right adnexial mass with 100x72x65mm dimensions and a big mass re-
ported as thrombus beginning from right ovarian vein, rising up through the
vena cava inferior.

FIGURE 2: Venography demonstrated the mass in vena cava inferor.

medial smooth muscle cells of a vessel wall.? The
tumor is most commonly isolated in the pelvic ve-
ins, but occasionally extends into the IVC, the right
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FIGURE 3b: Postoperative view of the resected tumor.

atrium, or even the pulmonary circulation. Attach-
ment of the tumor to the wall of the IVC or atrium
has not been described in benign leiomyomas, and
the finding of wall attachment at echocardiography
should raise suspicion of a leiomyosarcoma. A sur-
prising and unusual characteristic of benign leiom-
yomas is that they grow freely within the vessel
lumen but do not invade the wall. Lam et al. have
recently reviewed the literature and identified 200
reported cases of leiomyomatosis, 68 of which had
intra-cardiac extension.? They identified signs of
cardiac failure, venous obstruction or abdominal
distension in women with a history of hysterec-
tomy as being the most common mode of presen-
tation in those with involvement of the right
atrium. In the early stages of venous extension, the
diagnosis has often remained unrecognised during
hysterectomy and the patient presents due to furt-
her extension of intravenous leiomyomatosis not
prevented by resection of the primary tumour.

Surgery can be performed as both single and
staged procedures and cardiopulmonary bypass is
advocated for resection of tumors with intracardi-
ac extension.® Cardiopulmonary bypass with circu-
latory arrest is used to create a bloodless field and
facilitate complete resection of the tumor with mi-
nimal blood loss.
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If the tumor is too extensive, or adheres to the
cardiac and vascular structures requiring resection
of the abdominopelvic and intrathoracic compo-
nents, then a separate operation may be mandatory;
otherwise, one-stage resection under total circula-
tory arrest and hypothermia can be used with suc-
cess. In this case, we performed a two-staged
operation because the tumor was located within the
inferior vena cava and right ventricle and it was
misdiagnosed as a myxoma. The correct diagnosis
was made intraoperatively. Therefore, in the first
step, the intracardiac mass was removed en bloc by
using cardiopulmonary bypass after gentle traction
was applied to the tumor limb extending from the
inferior vena cava, and patient was rescheduled for
the second operation. For the removal of the intra-
caval tumor, a literature review showed a preferen-
ce of supra and infrarenal vena cava venotomy.*®
The leiomyoma usually does not adhere to the ves-
sel wall, therefore some authors recommend iliac
venotomy for removal of the remaining caval por-
tion.”® This incision may have some advantages over
caval and especially suprarenal caval level incisions:
such as fast recovery due to less retroperitoneal ex-
ploration, easier surgical complications of the iliac
region to cope with compared to the caval region,
more tolerable venous thrombosis in the iliac regi-
on when compared with caval region and better
cosmetic results. On the other hand, there is no gu-
arantee that the tumor will be easily removable and
it may persist along the vein lumen. Inaddition it
vena cava rupture occurs due to uncontrolled trac-
tion, the result may be catastrophic.

In conclusion, surgical resection is the best tre-
atment for intracardiac extension of intravenous le-
iomyoma and must be performed immediately beca-
use of sudden death. We recommend cardiopulmo-
nary bypass and proximal control of the venous sys-
tem for any possible hazardous complication, and a
concomittant venotomy as a safe approach to remo-
ve the caval portion of the tumor in intravascular le-
iomyomatosis in a two-staged operation.
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