Intravascular Leiomyomatosis of the Uterus: A Report of Two Cases

Bahar CAGLAR!, Sema OVALI', Gozde KIR?
Istanbul, Turkey

Two cases of intravascular leiomyomatosis (IVL) of the uterus, a rare benign smooth-muscle tumor, are
described. A preoperative diagnosis of IVL was not introduced in the patients, both of which presented
with a pelvic mass with the presumptive diagnosis of leiomyoma. Surgical exploration confirmed the
presence of uterine mass and none of the cases showed extra-uterine extension. Histological examina-
tion demonstrated a fascicular pattern of bland spindle-shaped smooth-muscle cells,which extended to
veins inside the myometrium. The present diagnosis was confirmed by immunohistochemical stain for
desmin and CD 34. Despite their histological benignity, these lesions have tendency to metastasize and
are closely related to the conditions called ‘benign metastasizing leiomyoma’ and ‘intracaval mass and
cardiac extension’. The primary treatment of IVL is hysterectomy and excision of any extrauterine tumor,
when technically feasible. Anti-estrogenic therapy has been suggested as potentially useful in control-
ling of unresactable tumor. Regarding recent data, the follow-up must be long and periodic postopera-
tive ultrasonic or magnetic resonance imaging studies may be useful in detecting growth of residual in-

travascular tumor.
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Introduction

Intravascular leiomyomatosis (IVL) is a rare benign
smooth-muscle tumor that is defined as an extension of
grossly visible smooth muscle into vascular spaces or growth
of microscopic tongues of benign smooth muscle cells into
vessels beyond the confines of a leiomyoma.'?

The lesion was first described by Birch and Hirschfield’? in
1896. According to Clement and Mullings*> IVL has been de-
scribed in women 23 to 80 years of age, with most patients de-
scribed middle-aged.®” There has been no demonstrable asso-
ciation with race, fertility or parity.” The symptoms and signs
of IVL are like those of ordinary leiomyoma.

The correct preoperative diagnosis of IVL seems to be dif-
ficult. It is usually established by intraoperative findings or
postoperative pathological examination. According to
Clement’ IVL is more common than the number of reported
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cases suggest, because in an unknown proportion the diagno-
sis is overlooked by the pathologist. The presence of typical
leiomyomas, which coexist in most cases of [IVL, may divert
attention from the intravascular tumor,mainly in cases in
which no extrauterine extension is noted.

Despite its cytohistological benignity, IVL has metastatic
potential because of vascular invasion.” Most of the tumors
arise in the uterus and grow into the lumen of uterine veins,
but some may extend through the pelvic or ovarian veins into
the inferior vena cava and reach the right side of the heart.’
Rarely,the patient’s initial symptoms are related to the cardiac
involvement; congestive heart failure,dyspnea and syncope.>%
 The present case report describes two patients with postop-
erative pathological diagnosis of IVL.

Case 1

G.1, 30 years old female, P1; was treated for symptoms of
pelvic pain, hyperpolymenorrhea for 4 months. Physical ex-
amination indicated an oversize uterus with a nodular image
which was confirmed by ultrasonography (LOGIQ 200%, GE
Healthcare, UK) and magnetic resonance (MRI) (Philips
Intera 1.5 T®, Oshkosh Speciality Vehicles, Camberley, UK) .
In the MRI, a round nodular lesion located in uterine corpus
having anteroposterior diameter of 9 cm and transverse diam-
eter of 8.5 cm. In T2W2 segments the hyperintense lesion had
a hypointense wall formation surrounding an amorpf hy-
pointense area. Also on the upper part of the lesion there were
tubular and tortuous signal—voit structures resembling to ves-



sels. Postcontrast T2ZW2 showed thin rim enhancement pat-
terns on the peripheral and central areas of the lesion. The en-
dometrium could not be distinguished from the lesion. The
other visible organs and large vessels were normal. Probe
curettage was performed and the result was secretory en-
dometrium.

A myomectomy operation was performed. During the op-
eration, the suspected myoma observed to be dejenerated and
hard to be seperated from the myometrium. After the my-
omectomy, an intrauterine device was introduced since the le-
sion was very close to the lining of endometrium during the
operation. The ovaries and other organs looked normal.

Regarding macroscopic examination, the tissue had irreg-
ular contours with compact whitish nodules and vessel like
structure. Tongues of muscular tissue were observed in
venules of myometrium. There were focal areas of infiltration
at the periphery with low mitotic rates, without atypias. At the
immunohistochemical examination it was desmin, cd34, ER,
PR positive while CD10 was negatife. (Figure 1) The diag-
nosis was intravascular leiomyomatosis. Noting the female
patient, having one child seeking for the second, the operation
was designed as myomectomy outdating future pathology ex-
pectations. During the 6-month-follow up after surgery the pa-
tient did not pesent any recurrence. Chest X-rays and pelvic
MRI showed no organ involvement. (Figure 3) A second
pregnancy and then following the labour hysterectomy oper-
ation was offered.

Case 2

N.G, 47 years old female, G3P2Ectl; was treated for hy-
perpolymenorhea and dysmenorhea for one year. Physical ex-
amination indicated an oversize uterus with heterogeneous
texture, presenting various hypoechoid nodular images. The
widest size of the nodular images was calculated as 56x47 mm
and 31x41 mm. The images were suspected as dejenerated in-
tramural myomas. A total hysterectomy and bilateral salpin-
goopherectomy was performed. During the operation the
myoma like nodules were very soft and fragile.

On macroscopic examination there were multible my-
omas. On the istmic portion of the uterus, there was an in-
travascular worm-like extension and growth. Microscopically
tongues of muscular tissue were observed in venules of my-
outside the limits of the myomas.
Immunohistochemically the lesion was ER, PR and CD 34
positive. (Figure 2) The diagnosis was multiple intramural
leimyomas and intravascular leiomyomatosis with 10% per-

ometrium

cent of intravascular pattern and 90% of extrauterine pattern.
The patient has been followed for 6 months after the surgery
without recurrences.
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Figure 1: Vessel-rich histomorphology of leimyom component
in the case of intravascular leiomyomatosis (X40 CD 34 pozi-
tive)

Figure 2: Proliferation in endotelium covered vascular struc-
tures .(X40 CD 34 pozitive)

Figure 3: MR view showing no organ involvement.



121 Caglar B. Ovali S. Kir. G.

Discussion

Intravascular leiomyoma is a rare smooth muscle tumor
arising from either the wall of a uterine vessel or from a uter-
ine leiomyoma.’!'° The actiology of IVL has been debated; it
appears to either represent intravascular extension of uterine
leiomyoma or is derived from smooth muscle cells in the
vein’s medial layer.>>!1-12 Its extrauterine extension, particu-
larly within veins of the broad ligament ,has been recently re-
ported and in 10 to 40 % of these cases the tumor had reached
the right side of the heart.>!? Extrauterine extension may be
diagnosed intraoperatively or on gross examination of the hys-
terectomy specimen. In other cases it only becomes evident on
revision many years after hysterectomy, because of recurrent
tumor in the pelvis.It is sometimes associated with solitary
metastases,as in benign metastasizing leiomyoma. The diag-
nostic gross feature is the presence of one or more nodules or
wormlike extensions of tumor within myometrial or parame-
trial vessels. Leiomyomas are often present, but occasionally
all tumor is intravascular, without a gross nodule.’ In the pres-
ent case report, both cases were diagnosed only by pathologi-
cal examination, none of them had extrauterine extension to
the ovarian veins.

Microscopically, IVL is characterized by endothelium-
coated plugs of benign smooth muscle cells within myome-
trial vessels or lymphatics.!> The intarvascular tumor resem-
bles atypical leiomyoma or it may be a leiomyoma variant,
such as cellular, atypical, epithelioid, etc.® The immunohisto-
chemical stains have a value on the differential diagnosis,
desmin is more freguent in the smooth muscle cell, while CD
34 is used for intravascular involvement. Both of the present
cases were desmin and CD 34 positive. They were also grossly
recognizable indicating that [IVL is probably under diagnosed,
due to failure to appreciate the early stages of tumor develop-
ment or inadeguate sampling of all uterine leiomyomas.

The treatment of IVL is basically surgical. There is gen-
eral agreement that hysterectomy and resection of all ex-
trauterine masses should be performed.> Even for pelvic, ab-
dominal vessels and cardiac involvement, surgical tumor re-
section has been reported as succesful.’*!¢ It was also pro-
posed that bilateral ophorectomy could help avoid growth of
tumoral tissue stimulated by estrogenic action.!” Anti-estro-
genic drugs (such as tamoxifen), danazol and gestrinine;
GnRh agonist and progesterone have been used for inoperable
tumors.'? Radiation and chemotherapy have also been used for
metastatic disease.? In the present cases ,hysterectomy and bi-
lateral oopherectomy was done for case 2 and hysterectomy
was planned for casel.

For the followup, patients should be submitted to ultra-
sonic and magnetic resonance examination every 6 month in-
tervals.!” In case any abnormality is noticed in pelvic or ab-

dominal vessels; computer tomography of thorax and echocar-
diography, is indicated to investigate cardiac involvement.?

In conclusion, Intravascular leiomyomatosis is a rare be-
nign smooth-muscle tumor which has metastatic potential be-
cause of vascular invasion. The diagnostic gross feature is the
presence of one or more nodules or wormlike extensions of
tumor within myometrial or parametrial vessels. It is impor-
tant to recognize IVL and follow up of the patients regu-
larly.

Uterusta Intravascular Leiomyomatosis;
Iki Olgu Raporu

Uterusta Intravascular leiomyomatosis (IVL) nadir gorilen se-
lim diiz kas timorleri olarak tanimlanmaktadir. Rapor edilen ol-
gularda IVL'nin preoperatif tanisi daha énce tanimlanmamis,
ve her ikisi de leimyoma teshisi ile ortlisen pelvik kitle ile bas-
vurmustur. Her iki vakada ekstrauterin yayilma goriilmemekle
birlikte cerrahi tarama sonucunda uterin kitlelerin varli§i dogru-
lanmistir. Histolojik incelemede myometrium icerisindeki vena-
lara uzanan, faskller patern gdsteren ince ig sekilli diz kas
hiicreleri tesbit edilmistir. immiinohistokimyasal yolla dezmin
ve CD34 boyama yontemleri ile tani konmustur. Histolojik ola-
rak selim karekterde olmalarina ragmen, bu lezyonlar metas-
taza yatkinhk géstermekte ve ‘selim metastazik leiomyoma’ ya-
da ‘intrakaval kitle ve kardiak yayihmr adini almaktadirlar.
IVL'de primer tedavi yaklagimi histerektomi ve ekstrauterin ya-
yilim gdsteren kitlelerin timindn uzaklastiriimasidir. Anti-6s-
trojenik tadavi ulagilamayan kitlelerin kontrolu icin potansiyel
ajanlari icermektedir. Kontrolleri uzun sureli olan IVL'de, peri-
yodik postoperatif ultrasonik ve manyetik rezonans takipleri re-
ziduel intravaskduler timorlerin erken tanisinda 6nem kazan-
maktadir.

Anahtar Kelimeler: Histerektomi, Intravascular, Leiomyoma-
tosis, Selim timor
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