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Abstract

Retroperitoneal hemangiomas are very rare. This paper pres-
ents the case of a 71-year-old female patient with giant cav-
ernous hemangioma of the retroperitoneum who underwent
surgical treatment for abdominal pain and left lower limb
edema. Interventional staged treatment with percutaneous
transcatheter arterial embolization prior to surgery was con-
sidered. Radical resection of the tumor was performed, which
caused the symptoms to abate. Additionally a literature review
of cases involving cavernous hemangioma in the retroperito-
neal space is presented. No description of retroperitoneal cav-
ernous hemangioma originating from the bowel was found in
the analyzed reports.
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Introduction

Primary retroperitoneal tumors (PRTs) of vascular ori-
gin are a diverse group of rare abdominal neoplasms, both
benign and malignant [1]. The most frequent malignant tu-
mors are liposarcoma and leiomyosarcoma, while the most
often found benign tumors are lipoma, leiomyoma and cav-
ernous hemangioma [2-5]. Hemangiomas are a group of
neoplasms originating from vascular tissue where benign
tumors prevail. Among these capillary hemangioma, cav-
ernous hemangioma, racemous hemangioma, angioleio-
myoma and hemangiopericytoma are most frequent. Ma-
lignant hemangiomas are rare. Cavernous hemangiomas
most frequently occur in the liver. Other described localiza-
tions are skin, muscles, bones, central nervous system and
retroperitoneal organs (intestines, kidneys, adrenal glands,
urinary bladder, uterus) [6-16].

An interventional staged therapy is becoming more
popular with the aim of reducing the diameter of the main

Streszczenie

Naczyniaki przestrzeni zaotrzewnowej sg bardzo rzadkie.
W niniejszej pracy przedstawiono przypadek 71-letniej pacjent-
ki z gigantycznym naczyniakiem jamistym przestrzeni zao-
trzewnowej, ktéra zostata poddana leczeniu chirurgicznemu
z powodu boélu brzucha i obrzeku lewej konczyny dolnej. Roz-
wazano przeprowadzenie interwencyjnego leczenia etapowego
poprzedzonego przezcewnikowa embolizacja tetnicy. Wykona-
no radykalna resekcje guza, co spowodowato ustagpienie obja-
woéw. Dodatkowo w pracy przedstawiono przeglad przypadkéw
naczyniakéw jamistych w przestrzeni zaotrzewnowej. W prze-
analizowanych pracach nie odnaleziono opisu naczyniaka jami-
stego w przestrzeni zaotrzewnowej, ktéry pochodzitby z jelita.
Stowa kluczowe: naczyniak jamisty, guzy przestrzeni zaotrzew-
nowej, naczyniak przestrzeni zaotrzewnowej, leczenie inter-
wencyjne, chirurgia.

hemangioma, especially that surrounded with diffuse hem-
angiomatosis [17]. Successful combination of transcatheter
arterial embolization (TAE) prior to the surgery of cavern-
ous hemangioma of the liver was reported recently [18].
Nevertheless, the treatment of choice for primary retroperi-
toneal tumors is still radical surgical resection that leads to
recovery. Surgical techniques used for treatment of PRTs
are: open procedures, laparoscopy, surgical endoscopy and
percutaneous radiofrequency ablation [8, 19].

The present case is a patient with giant retroperitoneal
cavernous hemangioma originating from the ilium with atyp-
ical clinical course who was referred for surgical treatment.

Case report

A 71-year-old female patient was referred to the Depart-
ment of Surgical Oncology with a giant retroperitoneal tu-
mor located in the left iliac fossa. The patient discovered
the abdominal tumor 15 years earlier, but as it did not
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Fig. 1. A— Giant abdominal mass filling abdominal cavity. B—Com-
puted tomography scan revealing a large, left-sided retroperito-
neal mass

cause any problems she refused to seek medical help. No
symptoms from the intestinal or urinary tract were present.
Several months prior to admission to the department the
first symptoms appeared: left lower limb edema, exertional
dyspnea, abdominal distension and anemia with pallor and
lowered hemoglobin level. Physical examination revealed
a large, skin modeling, nonpulsatile mass in the left iliac
fossa (Fig. 1 A).

When abdominal contrast-enhanced computed tomog-
raphy (CT) was performed, a tumor 20 x 17 x 18 cm in di-
ameter lying on the iliac ala was found (Fig. 1 B). The tumor
did not meet radiological criteria for vascular tumors. No
lesions in the liver were found. Infiltration of retroperito-
neal organs and structures could not be excluded. Chest
X-ray did not reveal any abnormalities within the thorax. An
ultrasonography-guided fine needle biopsy was performed,
revealing blood cells with necrotic masses and connective
tissue which prevented precise diagnosis. Blood labora-
tory findings were: anemia (Hb 8.8 g/dl), elevated white
blood cell count (21.81 G/l) and high C-reactive protein level
(100.8 mg/l).

Because of uncertainties regarding the histological type
of the tumor, escalation of abdominal pain and left lower
limb edema in recent weeks and the patient’s strong will-
ingness to remove the tumor, the decision to perform lapa-
rotomy was made (Figs. 2 A, B).

During the surgery a large mass on the ala was found.
There were no signs of infiltration of neighboring organs,
and the sigmoid colon was tight on the tumor. After separat-
ing the sigmoid and identification of the left ureter and iliac
vessels the tumor was removed. No other organs were hurt
or resected. Massive damage to the internal surface of the
ala was found in the place where the tumor grew. Hemosta-
sis was performed and the surface marked with titan clips.
The postoperative period was uncomplicated. The patient
was discharged from the hospital on postoperative day 5.

Pathologic examination showed a tumor 20 x 19 x
16 ¢cm in diameter, weighing 3000 g (Fig. 2 C). On 1/3 of its
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surface a peduncle connecting the tumor to the ala was
found. The tumor had microscopic features of vascular neo-
plasm — cavernous hemangioma. Histochemically the cells
lining the lacunae were stained positively by markers for
CD34 (Figs. 3 A, B).

The postoperative follow-up is 3 years. Within this time
limb edema and other symptoms gradually abated.

Discussion

Primary retroperitoneal tumors are usually diagnosed
late, when the disease is advanced. This is caused by its
initially symptomless course and therefore delayed presen-
tation to a physician.

The most frequent symptoms of retroperitoneal tumors
are non-specific abdominal pain (51.8%) and abdominal
distension (18.7%). Less frequent symptoms include consti-
pation (8%), fever (8%), dysuria (4.3%), lower limb edema
(6.5%), weight loss and cachexia (5%) [2]. The time of these
symptoms’ occurrence varies from several months for sar-
comas to years for benign tumors. Patients usually visit
a physician when they discover a pathological mass in the
abdomen (60.4%) [1]. In the present case her first symptoms
(abdominal distension and limb edema) occurred 15 years
after discovering the tumor.

On CT images retroperitoneal tumors present as het-
erogeneous pathological masses with hypoechogenic areas
corresponding to necrotic zones in the tumor [1]. The giant
tumor mass causes displacement of adjacent organs. Usu-
ally their infiltration is hard to exclude. Similar manifesta-
tions occurred in the present case.

We considered an interventional staged therapy with
TAE for its possible advantage of reduction of the diameter
of the main tumor mass, and surrounding diffuse heman-
giomatosis, which was reported in the case of cavernous
hemangioma of the liver [18]. The age of the patient with
possible diffuse arteriosclerosis and the necessity to resect
the symptomatic tumor were the arguments to abandon
the percutaneous option.
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Fig. 2. A — Giant tumor with sigmoid colon tight on it. B — Intra-
operative view. C — The tumor after resection (arrow — peduncle
connecting the tumor to the ala)
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Fig. 3. A — Microscopic image with H&E (enlargement 10x). Diag.
Hemangioma cavernosum. Large vascular spaces separated by
scant connective tissue stroma H&E (enlargement 10x). B — Micro-
scopic image with histochemical examination (enlargement 10x).
Diag. Hemangioma cavernosum. Staining with markers for CD34
confirm an endothelial origin of the cells lining the lacunae

Radical resection remains the treatment of choice for
cavernous hemangioma. However, one can find publica-
tions on treatment of hepatic cavernous hemangioma with
percutaneous radiofrequency ablation [19]. In the present
case the size and localization of the tumor and urgent
necessity made the operation a high-risk procedure with
possibility of resecting vital structures, such as the sigmoid
colon or ureter.

In the present case the long-term history of abdomi-
nal tumor indicated a benign tumor, while radiological and
clinical findings suggested malignant disease. The litera-
ture review shows that in differential diagnosis of giant ab-
dominal tumors, rare benign neoplasms should be consid-
ered in every case. Radical surgical resection resulted in full
recovery in our patient, which corresponds to commonly
found conclusions despite the huge diameters and the ori-
gin of retroperitoneal tumors [20, 21].

In the literature reports we found only 15 cases of ret-
roperitoneal cavernous hemangiomas in kidneys, adrenal
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Tab. I. Literature review of retroperitoneal cavernous haemangiomas

Symptoms
Author T2 Affected organ . Bleeding
e Abdomi-  Palpable  G,ciroin.  Urinary  Retrope-  Genitals  Anemia
nalpain  tumor o tract ritoneal
tract space

Forbes [6] 1 Adrenal gland - - - - + _ _
Heis [7] 1 Adrenal gland + + - - _ _ _
Telem [8] 1 Adrenal gland + - - _ _ _ B

Kidney + - - + - — _
Lee [9] 3 Kidney + - - + _ _ _

Kidney + - - - — _ _
Zhao [10] 1 Kidney - + - + _ _ _
Mahdavi [11] 1 Urinary bladder - - + - - — +
Bromage [12] 1 Urinary bladder + - ¥ - _ _ _
Benjamin [13] 1 Uterus - - - - - + _
Hervias [14] 1 Rectum* - + - - - - -
Kaiser [15] 1 Rectum* _ - + - - - -
Ohkura [17] 1 Glisson’s capsule* + + - - - _ _
Hang [20] 1 Primary - - - _ _ _ _
Galea [21] 1 Adrenal gland + + - _ _ _ _
Our case 1 Ilium + + - - - _ +
fotal 16 - 56.92% 37.65% 18.37% 18.37% 6.;% 6.;% 12.25%

*Retroperitoneal localization.
glands, urinary bladder, uterus and the retroperitoneal part References

of the rectum [6-15]. However, no description of cavernous
hemangioma of the ilium was found; therefore our report
seems to be a unique contribution to contemporary knowl-
edge (Tab. I).

Conclusions

Because of their initially symptomless course, primary
retroperitoneal tumors are usually diagnosed in an ad-
vanced stage of the disease, which is the reason for many
uncertainties regarding safe surgical resection. Radical sur-
gical resection remains the treatment of choice for primary
retroperitoneal cavernous hemangiomas, although the de-
cision of performing such operations should be taken after
thorough analysis of indications (escalation of symptoms)
and contraindications (risk of damaging vital retroperito-
neal organs with massive bleeding).
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