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Mesenteric Desmoid Tumor of the Appendix : A Case Report

and Review of the Literature in Japan
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Abstract : Mesenteric desmoid tumors, especially those originating from the mesoappendix, are

very rare. We herein report the case of a perforating mesenteric desmoid tumor of the appendix

in a patient with no history of either abdominal surgery or Gardner’s syndrome. A 24—year—old

man was admitted because of acute abdomen.

At laparotomy, a perforating huge solid mass

arising from the mesoappendix was found. Only 4 cases demonstrating a mesenteric desmoid

tumor of the appendix have been previously reported in Japan.
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Introduction

Desmoid tumors are rare, nonencapsulated, non-
metastasizing tumors?? which tend to arise from
the musculoaponeurotic regions.? The tumor is
locally invasivel™® and, when uncontrolled, it can
lead to severe local morbidity, even death.? Due
to the pattern of local infiltration, the frequency of
local recurrence following an excision is high.?

Mesenteric desmoid tumors are rare entity,299
and its incidence is 0.03% in general popula-
tion.¥ Many cases of mesenteric desmoid tumors
are found in the small intestinal mesentery, while
some cases also occur in the colonic mesentery.”®
Such tumors originating from the mesoappendix
are thus considered to be very rare.¥?® We herein
present such a case and review 4 other similar

cases?™ previously reported in Japan.
Case report
A 24-year-old man was admitted to Fukuoka

University Hospital because of acute abdomen.

Abdominal computed tomography (CT) and ultra-

sonography demonstrated a large well circumscri-
bled, soft tissue mass measuring 20 cm in diameter
in the right lower abdomen (Fig. 1). Neither a
history of abdominal surgery nor Gardner’s syn-
drome was noted. He had a fever of 39°C and
tarry stool were also present. An exploratory
laparotomy revealed a perforating huge solid mes-
enteric tumor arising from the mesoappendix. Lo-
calized peritonitis was also noted at the area sur-
rounding a perforating hole of the tumor. An ileo-
cecal resection including the tumor and adjacent
alimentary tracts was thus performed. The tu-
mor measured 20X19X13c¢m in size and it was
poorly encapsulated. The cut surface was white in
color and it had a grisly appearance. Microscopi-
cally, there was a proliferation of spindle—shaped fi-
broblasts within a fibrous stroma. The patho-
logic diagnosis was a mesenteric desmoid tumor
(Fig. 2).

We considered the patient to have a high risk for
recurrence. Therefore, he was followed carefully.
Abdominal ultrasonography was performed every
2 or 3 months. No abnormal mass was detected by
the imaging examination. Fourteen months post-

operatively, an abdominal CT indicated a recurrent
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Fig. 1. An abdominal CT scan shows a huge, homogenous, round
mass in the right lower abdomen.

Fig. 2. The tumor was composed of interlacing bundles of prolifer-
ated spindle—shaped cells producing an abundant amount of

collage.

desmoid tumor with multiple peritoneal dissemina-
tion nodules and bilateral hydronephrosis. A re-
operation was thus scheduled. A main diffuse
large tumor was found in the root of the
mesentery. Part of the tumor had invaded the
small bowel and was bundled together with the
small bowel like a clover, thus resulting in multiple
small bowel obstructions. Therefore, an incom-
plete resection of the tumor with a gross residual
and ileocolostomy were performed. Although anti
—estrogen (tamoxifen) therapy and radiation ther-

apy were performed, no remission of the rapidly
growing desmoid tumor was observed. Two mon-
ths after the reoperation, the patient died due to
massive bleeding in the gastrointestinal tract due

to tumor invasion.
Discussion
The mean incidence of desmoid tumors is 2.4 new

cases per 1 million population per year? and 0.03%
to 0.13% of the total number of neoplasms.!? Of
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Most
cases are sporadic, although there is an association

these desmoid tumors, 8% are mesenteric.?

with adenomatosis coli (Gardner syndrome), trau-
Mesenteric desmoids fre-
Shibata et
al.® revealed that of 75 mesenteric desmoids with-

ma, and estrogens.!V

quently arise in young individuals.?

out a history of Gardner’s syndrome in Japan only
3 cases (4.0%) originated from the mesoappen-
a desmoid tumor originating
We found
only 5 such cases, including the present case, and

dix. Therefore,

from the mesoappendix is very rare.

all 4 of these previously reported cases occurred in
Japan (Table).?9

The age of such cases ranged from 17-43 years
old, with an average age of 30 years old. They in-
cluded 3 male and 2 female patients. Three pa-
tients demonstrated an intra—abdominal mass with
the other two had an
(Table).

moid tumors for the period of 1960-2004 reported

intra—abdominal pain

Okawa et al. reviewed 130 mesenteric des-
in Japan.!® The age of the 130 patients ranged
from 13-79 years old, with an average age of 44
years old. They included 79 male and 51 female
patients. The symptoms and chief complains of
these mesenteric desmoid tumors consisted of the
following : 79 had an intra—abdominal mass
(60.8%), 17 had intra—abdominal pain (13.1%), 10
had abdominal fullness (7.7%), and 24 others
(18.5%).

The tumors size varied from 9.5%9.0x6.0 to 20.0
x19.0X13.0 cm in diameter, and the observed color
ranged from grayish—white to grayish—tan. Some
cases of mesenteric desmoid tumors have been de-
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scribed as rapidly growing and all were large
masses, ranging from 2.5 to 36.0 cm with an aver-
age size of 12.5 cm at the time of surgery.lD1®
Rodriguez et al. reported the greatest diameter of
the 25 lesions, which involved the gastrointestinal
tract, and ranged in size from 4.6 to 27.0 cm, with
an average size of 10.9 cm.!®

The risk factors for the development of mesen-
teric desmoids are Gardner’s syndrome, abdominal
hormones,
Three
desmoid tumors originating from the

surgery, pregnancy and estrogenic
trauma and an autoimmune response.Dd-D
of the
mesoappendix, including the present case, had no
etiological risk factors, while the two other cases
were not well described.

Primary therapy consists of a complete local sur-
gical extirpation of tumor. Two major problems
exist with a surgical resection. First, extensive lo-
cal tissue invasion may lead to technical difficul-
ties thus limiting the complete removal of the
entire tumor. Secondly, there is a high incidence
of local recurrence despite apparent adequate ini-
tial resection. Local recurrence of a desmoid tu-

mor 1is an indication for a re-excision when

technically possible.’ In our case, the first opera-
tion revealed a perforating tumor associated with
localized peritonitis. Because we considered the
patient to have a high risk of recurrence, we fol-
lowed him carefully. At re-laparotomy, we tried
to perform a complete resection of the residual
tumor. However, only an ileocolostomy could be
done because the tumor involved the superior mes-

enteric artery.

Table : Mesenteric Desmoid Tumors of Appendix in Japan

Patient Age  History of Family Chief Size Weight .
No. Study Sex (y) surgery  history complaint (cm) (g) Recurrence Prognosis
1 Otani M 36 ND ND Lower 12 ND ND Alive
abdominal
pain
2 Handa F 30 ND ND Abdominal 9.5x9.0X6.0 ND ND Alive
mass
3 Ishizaki F 17 — — Abdominal 20.0xX15.5X13.0 4,030 - Alive
pain
Abdominal
mass
4 Pilichowska M 43 — — Right iliac ND ND - Alive
mass
b) Present case M 24 — — Abdominal 20.0xX19.0x13.0 1,700 + Died

pain

ND : no description
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Complementary therapies have been used includ-
ing radiation therapy, anti—estrogen therapy (ta-
moxifen) and chemotherapeutic agents.!®9  How-
ever, the effectiveness of these therapies on the tu-
mor response still remains controversial.!¥ The
role of radiation therapy for desmoid tumors is not
clear.” Some authors have judged radiation to be
of limited value in the curative treatment of pa-
tients with desmoid tumors.? However, radiation
therapy should be considered as an adjuvant ther-
apy to surgery when repeat surgery for a recur-
rent tumor is complicated by either a significant
risk of morbidity.?1916)

is sometimes useful to reduce the patient’s pain

Anti—estrogen treatment
caused by rapidly growing desmoids.!” There is
no well-established chemotherapy for desmoid
tumors.? The role of chemotherapy in the man-
agement of desmoid tumors is also not clear. We
therefore, decided to use radiation therapy and
tamoxifen. However, both therapies proved to be
ineffective in the present aggressive case.

A complete local excision of the tumor remains
the mainstay treatment for intra—abdominal des-
moid tumors. Desmoid tumors of the mesentery
and other peritoneal sites may recur and cause an
intestinal obstruction and death when not resec-
table.!? The recurrence rates range from 16 to
33% and a 6% death rate has been reported for des-
moid tumors in general.!¥ Mesenteric desmoid tu-
mors should be considered as one of the causes of
stenosis of the colon and small bowel, and patients
should therefore receive a careful follow—up after
unknown stenosis.'¥ The present patient there-
fore should have undergone a more careful and fre-

quent follow—up after the first laparotomy.

References

1) Sampliner JE, Paruleker S, Bhaetijain B, Pitluk HC,
Aniel M ! Intra—abdominal mesenteric desmoid tu-
mors. Am Surg 48 : 316-319, 1982.

2) Tto T, Nakahara H, Tkeda M, Kuranishi F, Ogawa Y,
Kuroda Y, Watanabe K : Intra—abdominal mesenteric
desmoid tumor. South Med J 83 : 330-331, 1990.

3) Kiel KD, Suit HD : Radiation therapy in the treat-
ment of aggressive fibromatoses (desmoid tumors).

4)

5)

6)

)

8)

9)

10)

1D

12)

13)

14)

15)

16)

17

Cancer 54 : 2051-2055, 1984.

Furie DM, Patel U, Khan A, Ilardi CF, Gordon LA,
Herman PG : Mesenteric desmoid of the appendix : a
case report. Comput Med Imaging Graph 15:117-
120, 1991.

Otani M : A case of desmoid tumor arsing from
mesoappendix. Chibaken Ishikai Zasshi 1994 ; 46 :
659, 1994.

Handa T : A case of desmoid tumor arising from ileo-
cecal mesentery. Niseki Igaku 46 : 179, 1994.
Ishizaki M, Okano K : A case of juvenile intraabdomi-
nal desmoid tumor. J Jpn Surg Assoc 59:2174-2179,
1998.

Shibata Y, Kuwabara Y, Shinoda N, Satoh A,
Kimura M, Fujii Y : Two cases of mesenteric desmoid
tumor. J Jpn Surg Assoc 63 : 2558-2563, 2002.
Pilichowska M, Kimura N, Yamazaki H, Ohuchi A,
Yamamoto K : Fibromatosis of the mesoappendix.
Pathol Int 50 : 505-508, 2000.

Musiatowicz B, Ostrowski L, Grygoruk M:Extra—ab-
dominal and abdominal desmoids in same pati-
ent. Neoplasma 20 : 471-475, 1973.

Burke AP, Sobin LH, Shekitka KM, Federpiel BH,
Helwig EB ! Intra—abdominal fibromatosis. Am J
Surg Pathol 14 : 335-341, 1990.

Okawa T, Nishei Y, Yamashita T, Hayashi T, Sugi-
hara K : A case of desmoid tumor arisen in the small
bowel mesentery. Jpn J Gastroenterol Surg 37 : 73—
77, 2004.

Rodriguez JA, Guarda LA, Rosai J : Mesenteric fi-
bromatosis with involvement of the gastrointestinal
tract. Am J Clin Pathol 121 : 93-98, 2004.

Goda F, Matsushita K, Kuwabara H, Usuki H,
Maeda T, Maeda H:Recurrent mesenteric desmoid tu-
mors with multiple peritoneal dissemination : a case
report and review of desmoid in Japan.
troenterology 46 : 2891-2893, 1999.
Jelinek JA, Stelzer KJ, Conrad E, Brucker J, Kliot
M, Koh W, Laramore GE : The efficacy of radiother-
apy as postoperative treatment for desmoid tumors.
Int J Radiat Oncol Biol Phys 50 : 121-125, 2001.
Zlotecki RA, Scarborough MT, Morris CG, Berrey
BH, Lind DS, Enneking WF, Marcus RB : External
beam radiotherapy for primary and adjuvant man-
Int J Radiat

Hepatogas-

agement of aggressive fibromatosis.
Oncol Biol Phys 54 : 177-181, 2002.
Kinzbrunner B, Ritter S, Doming J, Rosenthal J : Re-
mission of rapidly growing desmoid tumors after ta-
moxifen therapy. Cancer 52 :2201-2204, 1983.
(Received on June 5, 2006,
Accepted on September 14, 2006)



