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Abstract

metastasizing leiomyoma is discussed.
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Benign metastasizing leiomyoma is a rare condition usually seen in reproductive age women which presented with multiple

benign smooth muscle tumors in extra uterine sites, which display unusual growth pattern. In this report, a case of benign

Abbreviations: BML: Benign Metastasizing Leiomyoma;
LH: Luteinizing Hormone; GnRH: Gonadotrophin Releasing
Hormone; HRT: Hormone Replacement Therapy; CT:
Computerized Tomography; USS Ultrasound Scan; MRI:
Magnetic Resonance Imaging.

Introduction

Benign metastasizing leiomyoma (BML) is a rare
condition in reproductive age women which demonstrate
nonmalignant metastatic phenomenon usually seen after
uterine leiomyomas [1]. This displays unusual growth
patterns with extra uterine benign-appearing smooth
muscle tumors [2]. The mean age of the patient during the
initial operation was 38.5 year old [3]. These extra uterine
growths are more common in lungs, but sometimes seen in
other sites as well such as deep pelvic cavity, retroperitoneal
space, heart, inferior vena cava, retroperitoneal lymph
nodes, muscular tissues of the limbs, skull and breast [4-
11]. Histologically BML is characterized by a benign history
with low mitotic indices, absence of nuclear pleomorphism,
and no evidence of invasion despite multiple distant
lesions. They are associated with current or past history of
uterine leiomyomata and conditions like diffuse peritoneal
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leiomyomatosis, intravenous leiomyomatosis, diffuse
uterine leiomyomatosis. They are usually asymptomatic, but
may have symptoms depending on the site of lesions [1].
Pathogenesis of BML is unclear, but theories used to explain
the pathogenesis of endometriosis can be used to BML as
well [12]. Immunohistochemistry studies found the presence
of estrogen, progesterone and luteinizing hormone (LH)
receptors in these tumors [13]. Exposure to high estrogen
levels associate with BML while regression of BML was found,
after pregnancy, menopause, oophorectomy, megestrol,
aromatase-P450 inhibitors selective estrogen modulators
and gonadotrophin releasing hormone (GnRH) agonists.
But several cases of BML in post-menopausal women not
on hormone replacement therapy (HRT), can’t be explained
with hormone stimulus theory [14]. Most of the BML cases
reported in last few years were reported following open
or laparoscopic myomectomies and hysterectomies which
highlighted the peritoneal seeding [15]. Coelomic metaplasia
theory explains the transformation of subcoelomic
mesenchymal cells into myofibroblast through the process of
metaplasia under the influence of hormones. Lymphatic and
vascular spread explains the presence of BML outside the
peritoneal cavity due to the tumor cell embolization into the
vessels and lymphatics [15].
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Imaging methods such as ultrasound scan (USS),
contrast enhanced computerized tomography (CT)
and magnetic resonance imaging (MRI) can be used
to diagnose the conditions and assess the response to
treatment. Histopathological studies shows show smooth-
muscle cell proliferation with isolated mitoses, minimal
atypical nuclei, and an absence of coagulative necrosis and
pseudocyst formation. The nodules may contain fibroblasts,
myofibroblasts, decidual cells, and sporadically, endometrial
stromal cells [16].

Immunohistochemistry studies show vimentin, desmin,
smooth muscle actin, and muscle- specific actin in the tumors
and have a positive expression for estrogen, progesterone,
and luteinizing hormone receptors [13].

Figure 1: Microscopic view of leiomyoma.

Figure 2: Microscopic view of leiomyosarcoma.

There is no any standard treatment for the BML due
to lack of cases in literature. But ovarian suppression with
GnRH agonists, surgical excision or surgical castration have
been used in the individual cases.

Even though BML is a benign condition, rarely it may
become malignant [16].
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Case History

A 36 year old unmarried nulliparous lady presented
with 34 weeks size fibroid uterus for the myomectomy:.
Trans abdominal USS showed multiple uterine leiomyomas
origin from the body of the uterus, even though a scan done
11 months ago was perfectly normal. Multiples leiomyomas
(more than 30) removed through 3 uterine incisions during
the myomectomy and 10 out of them were located within
the broad ligament and retroperitoneal space without any
connection with the uterus. Rest of the peritoneal cavity
appears normal. She had uneventful recovery following
surgery. Histology report confirmed the presence of multiple
leiomyomas.

She was investigated for lower abdominal pain and right
lower limb pain four months after the surgery and found to
have soft tissue mass measuring 12cm deep in the pelvis,
below the level of cervix which displace the uterus towards
the left. MRI scan of the pelvis showed multi lobulated deep
pelvic mass with extension into the retroperitoneum and
right S1 neural foramen without typical MRI features of
uterine fibroids. Plexiform neurofibroma, paraganglioma and
leiomyosarcoma were the differential diagnoses suggested
by radiologist.

Multi-disciplinary team meeting was arranged with the
participation of a general surgeon and the patient and decide
to proceed with exploratory laparotomy. She had multiple
leiomyomas deep in the pelvis below the level of cervix and
pelvic peritoneum which were extended towards the sacrum
and retroperitoneal space. Surgery abounded due to the risk
of uterine ischemia and hysterectomy following the removal
of pelvic mass. Patient was thoroughly explained about the
condition and available treatment options. She selected
the total abdominal hysterectomy and bilateral salphingo
oophorectomy (TAH+BSO) as she didn't want to suffer
anymore and not having fertility wishes. Patient agreed
to accept all possible complications of selected treatment
modality.

Her abdomen was re-opened two days after the initial
surgery and TAH+BSO done with the removal of all deep
pelvic and retroperitoneal fibroids. Bleeding continued
from pelvic veins following the surgery and decided to
pack the pelvis and close the abdomen temporary. Pelvic
pack removal was done after 48 hours and routine midline
closure done. She had uneventful recovery and histology
re confirmed the presence of multiple leiomyomas and
immunohistochemistry had not been done. She was started
on estrogen only Hormone Replacement Therapy (HRT).
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Discussion

Treatment of this patient with BML is very difficult as
she was 36 year old and nulliparous. But the important fact
is her lelomyomas grow very rapidly, because it took only 11
months to develop 34 weeks size fibroid uterus and 4 months
to regrow the fibroids after initial surgery. Pathophysiology
for the benign metastasis in this case could be Coelomic
metaplasia or direct implantation of leiomyoma tissues after
initial surgery. Haematogenous spread is still possible, but
lung deposits have to be excluded as it is the commonest
site. As she did not have any respiratory symptoms and her
pre-operative chest X ray was normal, she was not offered
a CT scan of the chest to exclude lung deposits. Performing
a myomectomy at initial presentation was justifiable as she
was unmarried and still 36 year old. But doing repeated
surgeries to rapidly re growing leiomyomas is also a problem
as it increases the surgical morbidity and mortality. Other
possible treatment options which could have been tried
were medical suppression of ovaries or MRI guided focused
ultrasonography which could have preserve her uterus. But
second option is not freely available in country and safety of
using it in this kind of deeply seated retroperitoneal fibroids
is not well established. Using uterine artery embolization
can’t be justified as most of these fibroids didn’t have a direct
communication with uterus. Usage of GnRH analogues can be
justified for a short period. As she didn’t have fertility wishes
in immediate future she may have to use it for more than six
months which she need add back therapy to counteract the
post-menopausal symptoms. Selection of surgical castration
can be justified in patient’s point of view as she is suffering
lot due to the disease and she needs complete recovery from
the disease.

Removal of deeply seated pelvic leilomyoma may damage
the major pelvic vessels, ureters, pelvic nerves, rectum and
bladder. But the main problem was arrest the bleeding from
pelvic veins which settled in this patient by pelvic packing.
Bilateral internal iliac artery ligation can be done before
attempting leiomyoma removal to minimize the bleeding.

Estrogen only HRT was started after surgery to prevent
post-menopausal symptoms. But recurrence of the disease
with estrogen only HRT is not well established and she need
proper follow up to detect the recurrences. Mature oocyte
cryopreservation or ovarian tissue cryopreservation could
have been tried if the cost is affordable. But patient was not
interested on that as she didn’t have fertility wishes in near
future.

Conclusion

BML is a rare condition seen in reproductive age women
which difficult to treat with surgical excision due to the
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recurrences under the influence of ovarian hormones. Age of
the women, location of the fibroids, symptoms, and fertility
wishes have to be considered when deciding the mode of
treatment. Lack of evidence on different treatment options
due to less prevalence of the disease is a major challenge.
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