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Case Report

Isolated flat desmoid-type terminal ileal mesenteric fibromatosis
masquerading as lower ureteric stricture-an intraoperative surprise
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ABSTRACT

Ureteral strictures are usually caused by ureteral calculi, endoscopic instrumentation, infections like tuber-
culosis, surgical dissection, radiation, malignancy and periureteral fibrosis. A 42-year-old man presented
with right loin pain 2 months previously. Contrast-enhanced computed tomography showed right lower
ureteral stricture and he was scheduled for right ureteral reimplantation. Intraoperatively, a large hard mass
arising from the mesentery of the terminal ileum infiltrating the retroperitoneum and encasing the right
external iliac artery, vein and ureter was identified. The mass was resected and psoas hitch was performed
over a SF (26 cm) double J stent. Patient was discharged on tenth postoperative day and is still doing well
at 18 months of follow up period. We are reporting this case to highlight the rare possibility of mesenteric

fibromatosis and its management.
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Introduction

The common causes for ureteral stricture in-
clude ureteral calculus, endoscopic instru-
mentation, infections commonly tuberculosis,
surgical dissection, radiation, malignancy and
periureteral fibrosis.!!'?! Mesenteric fibromato-
sis (MF) or desmoids are rare causes of ureteral
obstruction and they are usually associated
with familial adenomatous polyposis (FAP).
B Though cross-sectional imaging was per-
formed, this etiology could not be revealed and
it was an intraoperative surprise. We report the
management of ureteral obstruction due to des-
moids.

Case presentation

A 42-year-old man presented with right loin
pain starting 2 months ago. He did not have fe-
ver, vomiting or lower urinary tract symptoms.
His past history was unremarkable. His serum
creatinine was 1 mg/dL, results of other blood
and urine tests were within normal limits. Con-

trast-enhanced computed tomogram (CECT)
showed dilated right renal pelvis, tortuous di-
lated ureter with severe narrowing in the lower
one-third of the ureter (Figure 1). Left kidney
was normal. Tc”™ diethylene triamine penta-
acetic acid renogram suggested right ureteral
obstruction with 36.37% renal function (glo-
merular filtration rate: 27.42 mL/min/1.73 m?)
of the right kidney. He had undergone colo-
noscopy for long standing constipation that
showed few ulcers and erosions in the rectum.
Rectal biopsy revealed nonspecific proctitis.

Patient was taken up for right ureteral reim-
plantation. Cystoscopy showed bladder with
good capacity and normal ureteral orifices.
Retrograde pyelography showed stricture at the
level of upper border of sacroiliac joint. Right
modified Gibson incision was made. Intraop-
eratively, a large hard mass arising from the
mesentery of the terminal ileum infiltrating the
retroperitoneum and encasing the right exter-
nal iliac artery, vein and ureter was identified.
Resection of the terminal ileum, cecum along



http://orcid.org/0000-0002-3635-5976
http://orcid.org/0000-0002-4097-2897
http://orcid.org/0000-0002-0244-476X
http://orcid.org/0000-0001-7435-0466

Karthikeyan et al. Isolated flat desmoid-type terminal ileal mesenteric fibromatosis masquerading as lower ureteric stricture-an intraoperative surprise

Figure 1. Contrast-enhanced computed tomogram of the abdo-
men showing dilated right renal pelvis, tortuous dilated ureter
with abrupt narrowing in the lower one-third of the ureter

Figure 3. Contrast enhanced computed tomogram of the ab-
domen (arterial phase) showing no evidence of recurrence of
mesenteric fibromatosis at the level of bifurcation of common
iliac artery

with mesentery was performed and end to side ileocolonic anas-
tomosis was done. Bladder was mobilized and psoas hitch was
performed over a 5F (26 cm) double J stent. Bladder was closed
with 3-0 polyglactin over perurethral and suprapubic catheters.
Catheters were removed on the tenth postoperative day and the
patient recovered well.

On gross examination, tumor measured around 7x3.8x2.5 cm,
involving mesentery and wall of terminal ileum. No polyps were
seen and appendix was normal. On microscopy, tumor was com-
posed of long sweeping fascicles of spindle shaped cells with
elongate, vesicular nuclei, moderate amounts of eosinophilic
cytoplasm and lot of intercellular collagen. Tumor cells were

Figure 2. a, b. Photomicrographs. Spindle-shaped tumor cells
arranged in long sweeping fascicles with elongate, vesicular
nuclei, moderate amounts of eosinophilic cytoplasm and much
intercellular collagen and mitotic activity of 1/10 high power
field H&E, (a). 40X magnification. (b). 100X magnification

arranged in sheets and composed of spindle shaped cells with
plump nuclei resembling fibroblasts and mitotic activity per
1/10 high power field (Figure 2). On immunohistochemistry, tu-
mor was negative for CD117, CD34, smooth muscle actin, S100
and fB-catenin, suggestive of MF. Double J stent was removed
after 6 weeks. Patient is still doing well at 18 months of follow-
up and repeat CECT showed no recurrence of MF (Figure 3).

Discussion
Mesenteric fibromatosis is a locally invasive tumor and it does

not metastasize.””’ The term “fibromatosis” or desmoid tumor in-
cludes clonal fibroblastic proliferations characterized by infiltra-
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tive growth with a tendency to local recurrence and an inability
to metastasize ! Desmoids account for 0.03% of all malignan-
cies. The most common site of involvement is the mesentery of
the small bowel, but may also occur in the retroperitoneal area
and abdominal wall aponeurosis.’! Desmoids may rarely cause
obstructive uropathy due to upper urinary tract obstruction.”
Mesenteric fibromatosis can occur spontaneously, after surgical
trauma or with FAP.®) Fibromatosis behaves like malignancy in
that they are infiltrative and has a tendency to recur. But contrary
to the features of malignancy, it does not usually metastasize .

Diagnosis of MF is based on clinical suspicion. The differen-
tial diagnosis for MF includes gastrointestinal stromal tumors
(GIST), retroperitoneal fibrosis, sclerosing mesenteritis, solitary
fibrous and inflammatory myofibroblastic tumors."”! Cross-sec-
tional imaging is mainly performed to assess local extent, tu-
mor relation to neurovascular structures and resectability than
for confirmation of diagnosis.* On CECT, MF appears as an ir-
regular, infiltrating, and non-enhancing mass. On magnetic reso-
nance imaging (MRI), desmoids appear hypointense to muscle
on T1-weighted images and appear as variable signal intensity
on T2 weighted images. There are no specific imaging features
that can help differentiating desmoids from other solid tumors.
Though it is difficult to diagnose isolated desmoids on imaging,
MF should be considered in the differential diagnosis of an infil-
trating right iliac fossa mass.>#!

Desmoids are frequently found in patients with FAP.>?! Des-
moids associated with FAP are more likely to be multiple and
they involve the mesentery and abdominal wall up to 3.5-32% of
the cases, whereas isolated desmoids were singular and located
in the retroperitoneum and pelvis.®® Only 5% of sporadic des-
moids are intraabdominal, while 10% of the patients with FAP
will develop desmoids and 80% of FAP-associated desmoids de-
velop intraabdominal disease.”®! Solitary occurrence in the ret-
roperitoneal space is rare and associated with FAP.* Few cases
of ureteral obstruction have been reported secondary to MF in
FAP which is rarely associated with isolated desmoid.?*”7810-1

The primary modality of treatment for localized desmoids is
complete surgical resection including a margin of normal tis-
sue.B3! Apparent cure is possible in majority of cases with spo-
radic desmoids after surgical resection and morbidity/mortality
is mainly related to small bowel resection.®!?! Surgery should
be reserved for the palliation of complications.®! As MF lacks
a definite capsule and infiltrates deeply, complete resection by
identifying margins during surgery is not always possible. There
is a high rate of postoperative recurrence and may need adjuvant
therapy. The aim is to preserve the quality of life of patients,
which is threatened by the loss of function and pain due to pro-
liferative disease.” The most important strategy in the manage-
ment of MF is to prevent direct invasion into adjacent tissues.™

The forms of adjuvant therapy include postoperative radiotherapy,
pharmacotherapy in the form of non steroidal antiinflammatory
drugs (NSAIDs), tamoxifen, interferons and chemotherapy.*~ Pa-
tients with minor symptoms, especially those with FAP or vascular
involvement, the least toxic agents like antiestrogens or suldinac
(non steroidal anti inflammatory drug) may be preferable to resec-
tion.®! Preoperative radiotherapy has been advocated as well.[¥
Neoadjuvant chemoradiotherapy prior to surgical resection is prom-
ising, though only small number of patients in this study received
this treatment.®3 Only 10% of desmoids progress rapidly, hence
watchful waiting appears to be the most appropriate management
in select cases where tumors could not be completely resected >

Histopathological examination is done to assess margins and the
completeness of resection. The most important pathologic differen-
tial diagnosis for MF is GIST which is mainly submucosal. GIST
can grow to large size, infiltrate adjacent structures similar to MF,
but have increased mitotic activity. GIST is positive for CD117
while [3-catenin is positive in MF. Also, absence of CD34 and S100
expression favors diagnosis of MF"®! However our patient was
negative for -catenin. Although nuclear staining for [3-catenin is
highly specific, the intensity of 3-catenin and the percentage of nu-
clear staining do not influence the diagnosis of desmoids much.*?

Desmoids may cause ureteral obstruction, even if no obvious
tumors are observed because flat desmoids associated with FAP
do not present as masses. Desmoid precursor lesions reported as
mesenteric plaques in FAP patients can cause ureteral obstruc-
tion.”? Our patient had undergone CECT but it failed to dem-
onstrate desmoid hence it was an intraoperative surprise. Des-
moids causing ureteral obstruction were mostly in association
with FAP and intraabdominal desmoids were treated with uni-
lateral, bilateral or partial resections. Surgical options included
ureteral stenting or percutaneous nephrostomy, ureterolysis, ure-
teral resection, nephroureterectomy, ureteral resection and renal
autotransplantation. Autotransplantation done for ureteral stent
obstruction has an excellent renal function at 2 years.”

In conclusion, isolated desmoid tumor is a rare cause of ureteral
obstruction. It should be considered in the differential diagnosis
of an infiltrative mass with hydroureteronephrosis. Complete
surgical resection is the treatment of choice however it is dif-
ficult in all cases. Adjuvant therapy should be individualized and
patient should be kept on long-term follow-up.

Informed Consent: Written informed consent was obtained from the
patient who participated in this study.

Peer-review: Externally peer-reviewed.

Author Contributions: Concept — AK., V.S K.; Design - AK.,J.V,,
VS K., MK.; Resources — AK., J.V., VSK.; Data Collection and



Karthikeyan et al. Isolated flat desmoid-type terminal ileal mesenteric fibromatosis masquerading as lower ureteric stricture-an intraoperative surprise 5173

Processing — A K., J.V.,, VSK., MK.; Analysis and Interpretation —
A K., JV.,VSK. MK, Literature Search - AK.,J.V., VSK., MK,
Writing Manuscript — A K., J.V,, VS K., M.K; Critical Review — A K.,
JV.,VSK. MK.

Conflict of Interest: The authors have no conflicts of interest to
declare.

Financial Disclosure: The authors have declared that this study did
not receive any financial support.

References

1. Roberts WW, Cadeddu JA, Micali S, Kavoussi LR, Moore RG.
Ureteral stricture formation after removal of impacted calculi. J
Urol 1998;159:723-6. [CrossRef]

2. Management of Upper Urinary Tract Obstruction. In: In: Wein
AJ, Kavoussi LR, Partin AW, Peters CA, eds. Campbell-Walsh
Urology, 11th edn., Philadelphia: Elsevier; 2016:1104-47.

3. Jung SH, Paik CN, Jung JH, Lee KM, Chung WC, Yang JM.
Simultaneous colonic obstruction and hydroureteronephrosis due
to mesenteric fibromatosis. Gut Liver 2009;3:215-7. [CrossRef]

4. Kikkawa A, Kido A, Kumai T, Hoshida T. Extraabdominal fibromato-
sis in retroperitoneal space. World J Surg Oncol 2004;2:33. [CrossRef]

10.

11.

12.

13.

Kasper B, Strébel P, Hohenberger P. Desmoid tumors: clinical
features and treatment options for advanced disease. Oncologist
2011;16:682-93. [CrossRef]

Mukut D, Ghalige HS, Santhosh R, Sharma MB, Singh TS.
Mesenteric fibromatosis (desmoid tumour)-a rare case report. J
Clin Diagn Res 2014;8:NDO1-2.

Soon JL, Lau WK, Seow-Choen F, Cheng CW. Unresectable
desmoid tumours causing obstructive uropathy in familial adeno-
matous polyposis. Asian J Surg 2005;28:233-7. [CrossRef]
Messiou C, Chalmers AG, Dexter S. An unusual case of ureteric
obstruction. Br J Radiol 2005;78:848-50. [CrossRef]

Gondo T, Yoshioka K, Tachibana M. A rare case of an intra-
abdominal flat desmoid tumor causing ureteral obstruction. Int J
Urol 2011;18:803-4. [CrossRef]

Hailemariam S, Jaeger P, Goebel N, Grant JW. Mesenteric fibromato-
sis with ureteric stenosis. Postgrad Med J 1988;64:79-81. [CrossRef]
Collins D, Myers E, Kavanagh D, Lennon G, McDermott E.
Mesenteric desmoid tumor causing ureteric obstruction. Int J Urol
2008;15:261-2. [CrossRef]

Smith AJ, Lewis JJ, Merchant NB, Leung DH, Woodruff JM,
Brennan MF. Surgical management of intra-abdominal desmoid
tumours. Br J Surg 2000;87:608-13. [CrossRef]

Baliski CR, Temple WJ, Arthur K, Schachar NS. Desmoid tumors:
a novel approach for local control. J Surg Oncol 2002;80:96-9.
[CrossRef]


https://doi.org/10.1097/00005392-199803000-00023
https://doi.org/10.5009/gnl.2009.3.3.215
https://doi.org/10.1186/1477-7819-2-33
https://doi.org/10.1634/theoncologist.2010-0281
https://doi.org/10.1016/S1015-9584(09)60351-1
https://doi.org/10.1259/bjr/62356738
https://doi.org/10.1111/j.1442-2042.2011.02844.x
https://doi.org/10.1136/pgmj.64.747.79
https://doi.org/10.1111/j.1442-2042.2007.01981.x
https://doi.org/10.1046/j.1365-2168.2000.01400.x
https://doi.org/10.1002/jso.10104

