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TeKcTe cTaThbU. Tabiuibl U rpaduKu TOJKHBI OBITH 03aryIaBIICHBI.
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COOTBeTCTBYIOIIEe MecTo TekcTa B tiff opmare.
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7. ®aMUIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJAATCS B OPUTHHAIBHON TPAHCKPUIILIUH.
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uHble koopAuHaThl. KomuuecTBo aBTOPOB (COABTOPOB) HE NOHKHO MPEBBIMIATH IISATH YEJIOBEK.
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HE BBICBUIAETCS, BCS paboTa U CBEpKa IPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.
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DISSEMINATED PERITONEAL LEIOMYOMATOSIS — A RARE ENTITY, COMPLICATED BY
LATE BLEEDING FROM THE ILEOCOLIC VEIN

Popivanov G, Ilcheva B2, Konakchieva M3, Tabakov M*, Kjossev K!, Mutafchiyski V'.

!Department of Surgery, Military Medical Academy, Sofia, Bulgaria.

’Department of Pathology, Military Medical Academy, Sofia, Bulgaria.

3Department of Gastroenterology and Hepatology, Military Medical Academy, Sofia, Bulgaria.

‘Department of Surgery, UHAT "Sv. Ivan Rilski

Abstract.

Introduction: Leiomyomatosis peritonei or disseminated
peritoneal leiomyomatosis (DPL) is an extremely rare condition
affecting mainly women of childbearing age with estrogen
hypersecretion. It is characterized by the presence of multiple
histologically benign smooth muscle nodules on the peritoneal
surface and subperitoneal tissue mimicking peritoneal
carcinomatosis. There are no clear guidelines for the primary
management and follow-up o these patients.

Case report: We represent a 44-years-old woman admitted due
to two retroperitoneal tumors diagnosed on routine ultrasound
screening. There was a past history of hysterectomy for uterine
leiomyoma. The blood assay was normal. MRI revealed
two well-circumcised tumors with a size of 15 ¢cm and 6 cm,
respectively, with a characteristic of leiomyoma. The tumors
were removed completely. Macroscopically, they appeared as
well-circumscribed masses with grey to white color, a rubbery
texture, and a whorled cut surface. On the first postoperative
day, due to a sudden drop of hemoglobin from 127 g/L to 6.8 g/L
and clinical signs of acute intra-abdominal bleeding, the patient
was reoperated. The site of bleeding was from the ileocolic
vein located at the lower pole of the tumor. It was successfully
controlled by ligation. The patient had an uneventful recovery.
After five years she is free of recurrence.

Conclusion: DPL is a rare disease, sometimes mimicking
peritoneal carcinomatosis. The preoperative diagnosis should
be suspected in women of childbearing age with estrogen
hypersecretion and concurrent uterine leiomyomas. The
management depends on the patient’s age, reproductive plans,
multiplicity, and symptomatology of DPL. Single tumors
are best treated by surgery with synchronous hysterectomy
or myomectomy in case of uterine myomatosis. In the case
of symptomatic multiple DPL and fulfilled reproductive
plan, bilateral salpingo-oophorectomy or treatment with
Gonadotropin-releasing hormone analogs is indicated. In
asymptomatic multiple DPL, the removal of all nodules is not
mandatory because of the benign indolent course. The long-
term prognosis of DPL is excellent.

Key words. Disseminated peritoneal leiomyomatosis,
diagnostic, management.

Introduction.

Leiomyomatosis peritonei or disseminated peritoneal

leiomyomatosis (DPL) is a rare condition affecting mainly
women of childbearing age with estrogen hypersecretion [1]. The
prevalence is 1/1 000 000 [2]. Since the first description in 1952,
approximately 150 cases have been reported in the literature
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[3]. It is characterized by the presence of multiple histologically
benign smooth muscle nodules on the peritoneal surface and
subperitoneal tissue mimicking peritoneal carcinomatosis [3-5].

Inrecent years, there is an increasing awareness of DPL because
of improved diagnostics due to the widespread introduction of
laparoscopic surgery [6]. There are no clear guidelines for the
primary management and follow-up of these patients.

Case report.

We represent a 44-years-old woman admitted due to two
retroperitoneal tumors diagnosed on routine ultrasound
screening. She had no complaints. There was a past history of
appendectomy and hysterectomy for uterine leiomyoma. The
blood assay was normal. MRI revealed two well-circumcised
tumors with a characteristic of leiomyoma. The first one was
intraperitoneal, with a size of 15 cm located between the
mesenterium and right colon (Figures 1 and 2). The second one
was with a size of 6 cm located in close proximity to the ilecolic
and right colic vessels between the right kidney and the 6th
segment of the liver (Figure 3).

Figure 1. MRI — the intraperitoneal tumor mass in the right abdomen.

The abdomen was entered by a right subcostal incision.
Macroscopically, they appeared as well-circumscribed masses
with grey to white color, a rubbery texture, and a whorled cut
surface. The tumors were removed completely. On the first
postoperative day, due to a sudden drop of hemoglobin from
127 g/L to 6.8 g/L and clinical signs of acute intraabdominal
bleeding, the patient was reoperated. The site of bleeding was a
branches of ileocolic vein which was located the lower pole of
the tumor. It was successfully controlled by ligation (Figure 2).
The patient had an uneventful recovery. After five years she is
free of recurrence (Figures 6 and 7).
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Discussion.

In approximately 40% of DPL, there are concurrent uterine
leiomyomas or a previous hysterectomy for the same diagnosis
as in the presented case. They are more common in women
with estrogen hypersecretion [1]. An association with estrogen-
secreting ovarian tumors was also reported [7]. The origin is not
clear. The most popular hypothesis is smooth muscle metaplasia
of the subperitoneal pluripotent cells [8]. So, leiomyomas may
origin from every abdominal organ. Previously, we reported a
case of ovarian leiomyoma [9].

Sora

Figure 2. MRI — the lower pole of the tumor in close proximity to the
ileocolic vessels.

Figure 5. Microscopic appearance - Hematoxylin Eosin (10x).
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Figure 3. MRI — the second mass located in the retroperitoneum. v S s o YE ‘ oA ¥

Histological examination showed a well-encapsulated “ gy " & e b R L B TE e A e L,
mesenchymal tumor represented by spindle-shaped tumor : TR ORI TN | . ﬁ

cells with moderately abundant eosinophilic cytoplasm. Nuclei Sk R : g Yl g i € ‘ st ¥ 5 ‘
were uniform blunt-ended, cigar-shaped, with no to minimal SR gy L e C 10t { E: &
atypia, and single mitotic figures. Tumor cells were arranged in == ‘ : ‘\‘ LY :

orderly intersecting fascicles and are located in a sparse, fibrous = L FORNEA (es ' J v \ .
stroma with proliferated tender vessels (Figures 4 and 5). The g YL £l A =
immunohistochemical examination revealed a positive reaction [ "‘ & £ 50 5 S , : v,y 15
for Actin, Desmin, and Caldesmon and a negative for CD117, ' ;
DOG-1, CD34, and S100, which confirmed the diagnosis of

leiomyoma. Ki67 was 5-8%.

Figure 6. Microscopic appearance - CD34 negative (10x).

On CT, DPL appears as hypodense, well-circumscribed
lesions with homogenous enhancement, whereas MRI revealed
el = : hypointense T1 and T2 lesions with variable hyperintensity on

o it PR RS T2 depending on the water content [3,4,10]. The intensity is

' gy B usually similar to the smooth muscles or uterine leiomyoma if
s o present. Multiple DPL may be confused with carcinomatosis but
L in contrast, there are no ascites, liver metastases, omental cake,
anemia, or weight loss [4].

The differential diagnosis of DPL includes leiomyosarcoma,
GIST, retroperitoneal desmoid type fibromatosis and
neurofibroma. In lyomiosarcoma moderate to high nuclear

A

Figure 4. Microscopic appearance - Hematoxylin Eosin (4x).
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pleomorphism is usually noted, although it may be focal, mild,
or occasionally absent. Mitotic figures, including atypical
ones, are numerous (> 20 HPF) and typically are easy to find.
Leiomyosarcoma usually shows diffuse hypercellularity and
frequent tumor cell necrosis in contrast to leiomyomas which
are less cellular with fibrosis, myxoid change, and hyalinized
areas. Focal degenerative nuclear atypia should always prompt
a careful search for mitoses and additional sampling, because
some leiomyosarcomas may have only focal atypia and very low
mitotic activity. A large number of retroperitoneal leiomyomas are
positive for ER and PR, unlike somatic soft tissue tumors [5,11].
S

2N 0 W
A%

At \\
R
Figure 7. Mzcroscopzc appearance - Desmin positive (10x).

Genetic analysis of eight leiomyomas of the retroperitoneum-
abdominal cavity showed three tumors with 12q rearrangements,
three with 8q rearrangements, one with deletion of 7q, and
one with aberrations of chromosome bands 3q21-q23 and
11q21-g22 [12]. The target genes of the 12q and 8q aberrations
were HMGA?2 and PLAGI, respectively. Other studies reported
mutations in exon 2 of MED12 in retroperitoneal leiomyomas.
KAT6B-KANSL1 and EWSR1-PBX3 fusion genes were found
in retroperitoneal leiomyomas with (10;17) (q22;q21) and (9;22)
(933;q12) chromosomal translocations, respectively [13].

To date, there is no uniform management of DPL. The strategy
depends on the patient’s age, reproductive plans, multiplicity,
and symptomatology [12]. Single tumors are best treated by
surgery with synchronous hysterectomy or myomectomy in case
of uterine myomatosis. In the case of symptomatic multiple DPL
and fulfilled reproductive plan, bilateral salpingo-oophorectomy
or treatment with Gonadotropin-releasing hormone analogs is
indicated. In asymptomatic multiple DPL, the removal of all
nodules is not mandatory because of the benign indolent course.
The long-term prognosis of DPL is excellent.

It could be speculated that the incidence will increase due to
rapidly expanding laparoscopic surgery and as a consequence
of iatrogenic intra-abdominal spread after uterine morcellation
during laparoscopic myomectomy [14,15].

Conclusions.

DPL is a rare disease, sometimes mimicking peritoneal
carcinomatosis. The preoperative diagnosis should be suspected
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in women of childbearing age with estrogen hypersecretion
and concurrent uterine leiomyomas. DPL requires a tailored
approach depending on the patient’s age, reproductive plans,
multiplicity, and symptomatology. The long-term prognosis is
excellent.
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