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Intravenous leiomyomatosis of uterus:

A case report

Uterusun intravenoz leiomiyomatozisi: Olgu sunumu
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ABSTRACT

Intravenous leiomyomatosis is an uncommon variant of
uterine leiomyomas. These tumors originate from smo-
oth muscle cells of veins or lymphatics. Generally, they
can't be diagnosed before surgery. Both gross and his-
topathological findings are important for diagnosis.
Growing into the right ventricle through inferior vena
cava may be seen in some of the cases. Benign cystic
lung metastases have been also reported. In this article,
a 42 year-old woman who had 3 children applied to our
outpatient clinic of gynecology with pelvic pain and ab-
normal menstrual bleeding which had started 7 years
ago, is presented. In physical examination uterus was
palpated as hard, painful, and abnormally large. Total
abdominal hysterectomy and unilateral salphingo-oop-
horectomy was performed with myomatosis uteri predi-
agnosis. During operation, frozen section specimen was
diagnosed as intravenous leiomyomatosis. By presen-
ting this case, we aim both to emphasize the importance
of post-diagnosis follow-up of patients, and also evalua-
te intravenous leiomyomatosis in the light of literature.
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OZET

Intravensz leiomiyomatozis uterus leiomiyomlarimm
nadir rastlanan bir varyantidir. Bu tiimérler venoz ve-
ya lenf damarlarindaki diiz kas hiicrelerinden kaynak-
lanmaktadir. Operasyon 6ncesi tan1 genellikle konula-
maz. Tam postoperatif donemde makroskopik ve histo-
patolojik bulgular sonucunda konur. Bu olgularin baz-
larinda vena kava inferior yoluyla sag kalbe uzanim iz-
lenebilir. Ayrica benign kistik akciger metastazlarina
rastlandig da bildirilmistir. Bu makalede 7 yildir anor-
mal menstriiel kanama ve pelvik agn sikayeti olan, 42
yasmda 3 ¢ocuk sahibi kadin hasta sunulmaktadir. Fi-
zik muayenede uterus sert, agrih ve normalden biiyiik-
tii. Myomatozis uteri 6n tamsi ile hastaya total abdomi-
nal histerektomi ve tek tarafh salpingoooferektomi uy-
gulandi. Operasyon esnasinda yapilan frozen kesite in-
travenoz leiomiyom tams: verildi. Bu olgu sunumunda
intravenéz leiomiyomatozis, literatiir bilgileri esliginde
yeniden ele alinarak, tani sonras: takibinin 6nemi vur-
gulanmaktadir.

Anahtar sozciikler: Intravensz leiomiyomatozis, leio-
miyom, uterus

INTRODUCTION

Intravenous leiomyomatosis (IVL) is a ra-
re benign neoplasia which originates from smo-
oth muscle cells of veins or lymphatics. It can be
seen in uterine or extrauterine localization. It
was first described by Birsh-Hirshfeld in 1896
(1). Generally, there are other leiomyomas in
myometrium (1). More than 150 cases have be-
en reported in English literature (2). Despite its
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benign character, it can grow into the right ven-
tricle by way of inferior vena cava and someti-
mes fatal obstruction of pulmonary arteries may
accompany these findings (3,4). Also there can
be multiple nodular lung metastases.

There are two theories about IVL pathoge-
nesis. The first theory claims that tumor arises
from smooth muscle cells in uterine veins. Ac-
cording to the other, it appears as a vascular in-
vasion of a leiomyoma (5).

The patients are generally 23-80 year-old
women (6,7). No correlation can be shown
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among race, parity and fertility (6,8). Our case
was diagnosed by intraoperative frozen section
sampling.

CASE REPORT

A 42 year-old woman who had 3 children
applied to our outpatient clinic of gynecology
with pelvic pain and abnormal menstrual blee-
ding which had started 7 years ago. In physical
examination, uterus was hard, painful and big-
ger than normal size. There was also bilateral
sensitivity at adnexial regions. Ultrasonography
(USG) revealed a 22x21 mm subserosal leiom-
yoma at fundus, a 47x30 mm intracavitary le-
iomyoma at corpus of uterus and a 20x18 mm
cystic lesion at left ovary. Total abdominal
hysterectomy unilateral salphingo-oophorec-
tomy (TAH-USO) was performed on the patient
with myomatosis uteri pre-diagnosis. During
operation, frozen section specimen was diagno-
sed as IVL by our pathology department (Figure
1). After surgery, a 400 g TAH-USO specimen
was sent to our department. A well-circumscri-
bed intramural lesion measuring 5 cm in diame-
ter which protruded outside the uterus under tu-
ba uterine was seen in sections. It was granular
in shape and localized on lateral wall of uterus
just under tuba uterine (Figure 2). There was al-
so another intramural leiomyoma in fundus. Du-
ring microscopical examination, it was seen that

Figure 1. Frozen section of the lesion (HE x100).

Figure 2. Macroscopic appearance of the well-circumscribed,
granular, intramural lesion.

Figure 3. Smooth muscle cells with fusiform nuclei forming
groups separated with small and large vascular spaces (HE
x100).

Figure 4. Widespread positivity on vascular walls detected
with CD-34 antibody staining (CD-34 x40).
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this lesion was composed of smooth muscle
cells with fusiform nuclei which formed groups
and crossing each other separated with small
and large vascular spaces (Figure 3,4).

DISCUSSION

Intravenous leiomyomatosis is generally a
benign neoplasm which was described only in
females (6,7). Pelvic pain and abnormal uterine
bleeding are the most common complaints as se-
en in our patient. Generally these lesions appear
as ordinary leiomyomas during US examinati-
ons performed before surgery, and then they are
definitely diagnosed as IVL histopathologically.

Although IVL has benign characteristics,
it becomes fatal by growing into right ventricle
through inferior vena cava (3,4). Asymptomatic
nodular lung metastases are also important.
These lesions are generally detected acciden-
tally by direct lung graphies taken for other rea-
sons (9).

Total abdominal hysterectomy bilateral
salphingo-oophorectomy is usually enough for
treatment, but in some cases recurrent pelvic
and cardiac tumors may occur after hysterec-
tomy (8). So the patients with IVL should be
followed carefully and regularly because of re-
currences and risk of tumor emboli. Our patient
was diagnosed nearly 6 months ago and still be-
en followed by our Obstetrics and Gynecology
Department. Right ventricle failure occurred
about 4 months after the operation.

CD-34 immunostaining was performed on
sections in our laboratory and widespread posi-
tivity on vascular walls were detected (Fig. 4).
Immunohistochemical analyses about estrogen
and progesterone receptors, vimentin, desmin,
smooth muscle actin, CD-10 and h-caldesmon
were performed on these lesions by Kir et al.
Weak to strong estrogen and progesteron recep-
tor positivity were detected (10). Because of es-
trogen and progesteron receptors, anti-estroge-
nic drugs and GnRH agonists can be used as ad-
juvant therapeutics in tumors that couldn't be
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excised totally (11). Mitsuhashi et al. reported
good results with GnRH agonists in residual
pelvic lesions (12). But some studies indicated
that GnRH agonists were ineffective in IVL
which had atypical histological features (2).

Hyalinization and hydropic degeneration
are the most common features with dilated,
thick walled veins as seen in our case (9). Intra-
vascular tumor resembles a typical leiomyoma
or it may be a leiomyoma variant cellular, atypi-
cal, epithelioid, myxoid characteristics (11).
Differential diagnosis should include typical le-
iomyoma with artifactual retraction from the
surrounding myometrium, leiomyoma with vas-
cular invasion, leiomyoma with perinodular
hydropic changes and low grade endometrial
stromal sarcoma (11).

As a conclusion; cardiac and pulmonary
systems should be examined carefully in pati-
ents with IVL. Postoperative follow-up is also
important for prevention of unwanted problems.
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