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PRIMARY RETROPERITONEAL MUCINOUS CYSTADENOMA EMERGING
FROM THE RETRORECTAL SPACE IN A MALE PATIENT — A CASE REPORT

Aleksandar Karagjozov!, Gordana Petrusevska?, llija Milev?

IClinic of Digestive Surgery, Medical Faculty — Skopje, Republic of Macedonia
?Institute of Pathology, Medical Faculty — Skopje, Republic of Macedonia
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Abstract

This paper presents a rare and according to our knowledge a unique case in the world
literature of a primary retroperitoneal mucinous cystadenoma (PRMC) with borderline
malignancy in a male patient with localization in the retrorectal space, presented in a form of
a system of perianal fistulas. The patient is a 67-year-old male, with a 23-year-old history of
perianal fistula, which in the past two years has progressed by forming several severe
fistulous channels on both sides of the anus and gluteal regions from which there was gross
secretion of a mucinous content. He was operated on the assumption that the gross
mucoproduction is from the rectal mucosa. In the first part of the operation, which was
carried out in a jackknife position with epidural anesthesia, all the perianal and gluteal
mucoid masses along with part of the muscle tissue and superficial fascia were removed
creating a big defect. When it was obvious that the mucoid masses are emerging deeply from
the praesacrococcygeal — retrorectal space, the patient was put in gynecological position with
general anesthesia, and cylindrical amputation of the rectum according to Milles —
Thompson, with removing of all of the tumorous tissue, was performed. During the final
stage, the perineal wound was closed by rotating and sliding skin flaps. Postoperatively, there
was a minor skin dehiscence on the perineal wound that healed spontaneously, and now four
months after the operation, the patient is well, grateful, and without signs of local recidivism.
PRMC is an extremely rare entity of only about 50 cases reported in the world literature and
most of them in female patients. Our case will be overall 4-th reported case of PRMC with
borderline malignancy (2, 4, 12) and a first case localized in the retrorectal space presenting
with system of perianal fistulas.

Key words: primary retroperitoneal mucinous cystadenoma, retrorectal space

INPUMAPEH PETPOIIEPUTOHEAJIEH MYIMWHO3EH HNUCTAJIEHOM KOJ
INOTEKHYBA OJ PETPOPEKTAJIHUOT ITPOCTOP KAJ MAXK - IIPUKA3 HA
CJIIYYAJ

AncCTpakT

[Ipe3eHTHpaMe peloK M CIpeMa HalIMTe CO3HaHWja OJ JOCTalHaTa CBETCKa JUTeparypa
€IMHCTBEH Cllyyaj Ha MPUMapeH peTporepuToHeaneH mMyuuHo3eH uucrageHom (ITPMII) co



“borderline” mamurauTeT  Kaj MaXk JIOKAIM3HpPAaH BO PETPOPEKTAIHHUOT MPOCTOP U
MIPE3CHTUPAH BO OOJIMK HA CUCTEM OJ TIepuaHaiHu Guctynau. [lanueHTor e 67 roauieH Max
co 23 roauimHa aHaMHe3a 3a MepuaHaliHa (QHCTyJa Koja BO TOCICTHUTE 2 TOAMHU
nporpeaupa co (GopMmupame Ha MOBEKe U3pa3eHu (QUCTYIIO3HH KaHAIU O]l 00eTe CTpaHH Ha
aHYCOT W TJIyTEAIHUTE PEruy O] KOW ce Ienu OOMIHa MyKOuIHa coapkuHa. [lamueHror e
ormepuaH co yOemyBame Jeka OOWIHATa MYKONPOAYKIMja IOTEKHYBa O]l pPEKTaJIHaTa
Myko3a.Bo mpBuot akt Ha onepanujara Bo “jackknife” mosunuja m enumypanaHa aHecTte3mja
Ce OTCPaHETH CHUTE IIYTCaJHH U NEepUaHAIHU JKEIATHHO3HU MacH, a Ha HEKOM MecTa 3apaju
MH(]IIaMaTOPHU CHHEXUHU U JIe] 01 MyckynHarta daciuja co Gpopmupame Ha rojieM ae]exT.
Kora ce Buze neka »KeIaTHHO3HUTE MacH M3BUpaaT JIA00KO O] MPECaKPOKOKIUTCaTHHOT-
PETPOPEKTANICH MPOCTOP CE€ MPHUCTANM KOH BTOPUOT aKT Ha Olepalnyjata BO TMHEKOJIOIIKA
MoJio’k0a W OMIITAa aHeCTe3Mja W Ce HAlpaBH LWIMHIPUYHA aMIyTalMja Ha PEKTYMOT IO
Milles-Thompson co oTcTpanyBame Ha 1€JI0TO TYMOPO3HO TKHBO. Ha kpajoT, mepuanaiHara
paHa ce 3aTBOPH CO POTAIIMOHH M JIM3rayKu KOXHH PE3eHKH. Mako mocronepaTuBHO MMalie
nmoMaia KyTaHa JIeXHCIEHIHja, cera 4 Mecelnu Mo omnepanyjara HeMa 3HalW 32 PelHIuB a
NepruHealiHaTa paHa € KOMIUIETHO 3aTBopeHa. [IPMI] e uckirydTeTHO peloKk SHTUTET Ol CaMo
okony 50 ciyyan oOjaBeHH BO JuTeparypara. Hammor cinyyaj ke Oume 4eTBpTH cliydaj HA
ITPMI] of rpymnaTa Ha OHHE CO HU30K CTereH Ha MaaurauteT (2, 4, 12), a ipB 00jaBeH Ciy4aj
Ha [IPMI] Bo cBerckata mnuTeparypa JIOKAIM3HPAH BO PETPOPEKTATHUOT MPOCTOP U
MPE3ESHTUPAH BO OOJIMK HA CHCTEM OJI IEPHAHATTHU (PUCTYITH.

Kiyunu 300poBu: npumapeH peTponepuToHeaneH MyIIMHO3EH [IUCTAJCHOM, PETPOPEKTAIICH
IPOCTOP

INTRODUCTION

Primary Retroperitoneal Mucinous Cystadenoma (PRMC) is a very rare kind of tumor of
only about 50 cases reported in the literature, and most of them are in female patients (1). Our
case is the 4-th case of PRMC with borderline malignancy reported in male patients
worldwide, with unique localization in the rectorectal space, presenting itself with a system
of perianal fistulas from which there is a constant gross secretion of a mucinous content. To
our knowledge, the development of such a tumor in the retrorectal space of a male patient has
never been reported in the literature. Mucinous cystadenomas usually develop in peritoneal
cavity from the ovary (14), appendix (15, 16) or pancreas (17). In the retroperitoneum, there
is no epithelial tissue, therefore PRMC are extremely rare. They are not connected with any
of the above mentioned structures and are with still unclear histogenesis and biological
behavior.

CASE REPORT

In this section, we are presenting a 67-year-old male patient with a 23-year-old history for
perianal fistula. In the past two years the disease has progressed in a form of several fistulous
channels on the both sides of the anus and gluteal regions, from which there was a gross
secretion of a mucinous content (Figure 1).



Figure 1 Preoperative condition

On inspection of the perianal and sacrococcygeal region there were four big external
openings of fistulous channels from which, on pressure, there was a leakage of an odorous,
mucinous secretion (Figure 2).

Figure 2 Probing the fistulous channels

On DRE and anoscopy a mammilla was registered, 8-10 cm from the anus, as a sign
of communication with the rectum. Unfortunately, it was not practical to perform
fistulography at that time. The ultrasound showed no signs of intra-abdominal tumor, as well
as the colonoscopy has showed no signs of malignant process on the colon and rectum. On
two consecutive patohistological findings from the material collected by the curettage of the
fistulous channels there were no signs of malignancy. The patient was scheduled for
operation without further investigations on the assumption that the gross mucoproduction
arises from the rectal mucosa. Preoperatively, the colon was prepared conventionally, and
prophylactic antibiotic regimen was started. The patient was informed and gave his consent
for temporary or permanent colostomy. In the operating room he was put in a jackknife
position, and, on explorative anoscopy, the internal opening on the posterior rectal wall about
8-10 cm from the anal verge was registered. During the first stage, total excision of the
fistulous channels along with the skin and the subcutaneous tissue was performed. At several
places and predominantly from the praesacral region mucoid masses emerged, at spots
arranged in polycystic structures of cysts with a thin capsule. Furthermore, at several places,
there was a severe fibrotic reaction, and in order to remove it, the superficial fascia along
with the part of the muscle tissue had to be removed, as well as a part of the external anal



sphincter, which created a big tissue defect in the perianal and sacrococcygeal region (Figure
3).

Figure 3 Removing the mucoid masses from perianal end gluteal region

The opening on the rectum proved to be very big; thus, the decision was made to
perform an anterior rectal resection according to Dixon or “Ultralow” procedure. For this
purpose the external sphincter was reconstructed, epidural anesthesia was combined with
general anesthesia, and the patient was put in a gynecologic position. On the laparotomy,
there were no mucouide masses in the peritoneal cavity. Throughout the mobilization of the
rectum, it was concluded that the majority of the masses in form of polycystic structures with
thin fibrous capsules filled with mucinous content were located in the praesacrococcigeal -
retrorectal space. In order to fully clean the region of all the tumorous tissue, a cylindric
amputation of the rectum, according to Milles-Thompson, with definitive colostomy was
carried out. At the end the perineal wound was closed with sliding and rotating skin flaps.
The postoperative course although prolonged went well, and the patient was discharged on
the 14-th postoperative day with minor dehiscence of the skin perineal wound, that was
proposed to be treated with daily washings with antiseptic solutions (Figure 4).

Figure 4 The condition on discharge from hospital

The patohistological finding from the operation was consistent with low malignant
mucinous cystadenoma or mucinous cystadenoma with borderline malignancy that probably
developed from terathoma or inclusion cyst in the retrorectal space (Figure 5) This was
confirmed by additional immunohistochemical analyses where positivity for CK20,



CKAE1/AE3, as well for CEA, was found, and the tumor cells were negative for Vimentin,
WT1, PLAP, AFP, CD57 and calretinin (Figure 6 a,b).

Figure 5 Hematoxylin and eosin staining

Figure 6 Positive imunostaining for CK20 (a) and for CKAE1/AE3 (b)

Now almost four months from the operation the patient is well, grateful and the perineal
wound is completely healed without signs of local recidivism (Figure 5).

Figure 7 Current condition



DISCUSSION

Mucinous cystadenomas are tumors that usually develop from the ovarium, appendix or
pancreatic tissue in a form of unilocular and multilocular cystic lessons filled with gelatinous
yellowish fluid and lined with thin walls of cuboidal epithelium. They can become quite large
and compress the surrounding structures or sometimes they can burst and spill the content in
to the peritoneal cavity that results in pseudomyxoma peritonei (18). If they have a foci of
metaplasia, dysplasia or malignant degeneration on the patohistological examination, they are
classified as benign, borderline, or malignant.

Their development in the retroperitoneal space as primary tumors is extremely rare. In
2008, G. Bifulco et al. (1) reported a total of 48 cases in the literature. In 2009, A. Benkirane
et al. (2) reported only 17 cases of PRMC with borderline malignancy in the English
literature. In 2012, P. Navin et al. (3) reported a total of 19 cases of PRMC of e benign type
in the English literature. The first case in a male patient was presented by Motoyama et al. (4)
in 1994, as a form of PRMC of borderline malignancy localized in the right perinephric
region and presenting as a cystic mass. T. P. Thamboo et al. (5), in 2006, reported the first
case of primary retroperitoneal mucinous cystadenocarcinoma in a male patient localized
anterior to the left psoas muscle and presented as a cystic mass. After that, there were three
more cases in male patients overall reported as cystadenocarcinomas (6, 7, 8), three reported
as benign cystadenomas (9, 10, 11) and two as PRMC with borderline malignancy (2, 12).
All of them were located mostly in the upper parts of the retroperitoneum, presented either as
a unilocular or multilocular large cystic mass or as a polycytic structure. Consequently, our
case is overall the 4-th case of PRMC with low malignant potential in the male patient in the
literature worldwide, and most importantly, it is the first case of a tumor developing in the
praesacrococcigeal-retrorectal space and manifesting itself with a system of perianal fistulas
from which there is gross secretion of mucinous content.

Table 1

Developmental cysts (epidermoid, dermoid, =~ Osteoma

and mucus-secreting cysts; teratoma) Osteogenic sarcoma

Chordoma Simple bone cyst

Teratocarcinoma Ewing’s tumor

Adrenal rest tumor Chondromyosarcoma

Anterior sacral meningocele Aneurismal bone cyst

Duplication of rectum Giant cell tumor

Foreign body granuloma Metastatic carcinoma

Perineal abscess Liposarcoma

Internal fistula Lipoma

Retrorectal abscess Fibroma

Chronic infectious granuloma Fibrosarcoma
Leiomyoma

Leiomyosarcom



Retrorectal space lies above the horse-shoe shaped supralevator space, behind the
rectum, and it is bounded superiorly by the peritoneal reflection in communication with
retroperitoneal space, anteriorly by the fascia propria of the rectum, laterally by the lateral
ligaments, ureters and iliac vessels, and inferiorly, by the rectosacral or Waldeyer’s fascia. It
is a common place for embryologic remnants from which neoplasms and cysts may arise
forming a group known as retrorectal tumors (19, 21). There is a worldwide accepted
classification of these lesions — Table 1 (20).

The histogenesis of a PRMC, as well as their biological behavior, are not clearly
explained. There are four major theories about their origin in the retroperitoneal space. The
first one is that they develop from ectopic ovarian tissue, which is supported by the fact that
the patohistological and immunohistochemical features of the PRMC are the same as their
ovarian counterparts. This same theory could not explain the fact that in all of the specimens
after surgery ovarian tissue could not be found or the existence in a male population. The
second theory is that the tumors arise from terathomas in the retroperitoneum with
proliferation of the mucinous epithelium. The third is that they develop from congenital
intestinal duplication, and the fourth, the most widely accepted one, is that these tumors are
a product of mucinous metaplasia of the mesothelial cells from the peritoneal inclusion cysts,
which is most likely our case (13).

In almost all of the cases reported, the diagnosis was not made preoperatively.
Moreover, all of the cases have been detected as unilocular or multilocular cystic lesions
(using CT, MRI or at least ultrasound) that arise within the retroperitoneum, sometimes of
enormous dimensions. The diagnosis was established on the patohistological examination of
the extracted specimen. In our case the ultrasound could not detect the process hiding in the
retrorectal space, and the operation was made without further investigation, because it was
assumed that it is a case of system of perianal fistulas with mucinous secretion coming from
the activity of the rectal mucosa. We usually strongly recommend the use of the CT and MRI
in such cases, which can clearly show the location of the tumor and the relationship with the
surrounding structures, especially the rectum and the anal sphincters. Endorectal ultrasound
can also be good in that manner. Fistulography, sygmoidoscopy, and barium enema, if
necessary, are used as a proof in our case. Punctional biopsy along with other retrorectal
tumors should be contraindicated because spreading of malignant cells may occur.

The operation is an essential modality of treatment whenever there is a suspicion of
PRMC, because if not malignant at a certain time, it usually becomes one. The operation
should be radical in eliminating all the tumorous tissue and, if possible, not spilling the
content of the cysts on the surrounding tissue. In the majority of the cases adjuvant
chemotherapy is not recommended if the operation is radical, except in cases where there is
aggressive component like anaplastic carcinoma or sarcoma on the patohistological finding,
although there isn’t much hope for those patients. In the other cases, if it is a benign
cystadenoma, the patient is cured, and for the borderline and malignant cases, periodic
controls are recommended. In our case, the process was spread throughout the whole
perirectal and perianal region with destruction of the posterior rectal wall and posterior part



of the sphincterous apparatus. Despite the intention to preserve the anal sphincters,
amputation of the rectum was necessary to clean all the area of the tumor.

CONCLUSION

Although this could be the first reported case of this condition in the literature, the retrorectal
space is the perfect place for development of such tumors if we consider its anatomic
characteristics and neoplastic processes that can be found there, as well as the proposed
theories for the histogenesis of the PRMC. Being aware of this possibility, CT and especially
MRI should be essential diagnostic tools in preoperative evaluation in cases of perianal
fistulisation with predominantly mucinous secretion that will show the exact location of the
tumorous process, the extension, and the relationship with the surrounding structures,
especially the rectum and anal sphincters. Since the radical operation is the main modality of
successful treatment and a cure for these tumors on this location, the patient should be
informed and give his approval for a worse possible outcome for his quality of life
postoperatively, for example, amputation of the rectum in order for the surgeon to completely
clean all the tumorous tissue.
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