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ABSTRACT

We report a rare case of huge abdominal desmoid tumour first detected during pregnancy. The patient delivered
vaginally and the size of the tumour increased during puerperium for which resection was done. Most of these
tumours occur in the abdominal muscles particularly right rectus abdominis, perhaps related to trauma from
abdominal stretching and movement. These tumours are known to regress spontaneously after delivery which was not
in our case. Subsequent pregnancies do not appear to result in recurrence in either FAP (Familial Adenomatous
Polyposis) or non-FAP patients. It is not clear from currently available data whether pregnancy associated desmoids

are molecularly distinct from other desmoids.
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INTRODUCTION

Desmoid tumor also known as aggressive fibromatosis or
musculo-aponeurotic  fibromatosis is a monoclonal
fibroblastic proliferation arising in musculoaponeurotic
structures. Desmoid tumors are rare, benign tumors with
locally aggressive behavior more common in young
women. The incidence of sporadic desmoid tumor is
estimated to be 2-4 per million individuals per year.!
Desmoid tumors are classified according to their location
into extra abdominal and abdominal type. The most
common sites are the shoulder girdles and rectal
muscles.” The causes of desmoid tumor are uncertain and
may be related to operation, trauma, hormonal and
genetic factors. This case report shows a rare occurrence
of a huge abdominal desmoid tumour during pregnancy
and further increasing in size during puerperium.

CASE REPORT
A 22 year Gravida 2 Para 1 attended our OPD at 39

weeks gestational age with a lump of size 25 x 24 cm in
lower abdomen first noticed at 12 weeks gestation,
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progressively increasing in size throughout pregnancy.
General and obstetric examination revealed no
abnormality. There was no relevant family history. She
had normal vaginal delivery. During puerperium the
tumour grew rapidly to a size of 32 x 30 cms. She
developed pain abdomen and an ulcer of size 5x5 cm on
the skin overlying the tumour. On physical examination,
the tumor was hard in consistency, well defined arising
from the parietal wall of abdomen. At 6 weeks
puerperium, USG report showed a huge hypoechoic mass
of size 30 x 28 cm involving the lower abdomen and
FNAC revealed clusters of ovoid to spindleloid
fibroblasts with bipolar cytoplasmic processes and
fragments of collagenous matrix suggestive of desmoid.
The mass was excised surgically. A diamond shaped
incision was given around the tumor and the mass was
enucleated by separating the connective tissue and
abdomen closed longitudinally. Post-operative period was
uneventful. At follow up after one month she had no
complaints and examination revealed no abnormality.
The histopathological report confirmed the diagnosis to
be desmoid with negative margins.
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Figure 1: During puerperium the tumour grew
rapidly to a size of 32 x 30 cms.

Figure 2: Ulcer of size 5x5 cm on the skin overlying
the tumour.

Figure 3: At 6 weeks puerperium, USG report showed
a huge hypoechoic mass of size 30 x 28 cm involving
the lower abdomen.

DISCUSSION

Pregnancy associated desmoid tumours have been a
subject of interest since the first description by Mcfarlene
in 1832.% Desmoid tumours account for 0.03% of all
neoplasms and <3% of all soft tissue tumours but the
incidence in the Familial Adenomatous Polyposis (FAP)
patient ranges from 3.4 — 34%. Majority of tumours are
found in women of age 20-40 years. In contrast to
sporadic cases, FAP associated desmoids (Gardner’s
syndrome) are mainly intra-abdominal type.

Desmoid tumours often develop during, after pregnancy
or following uptake of contraceptive pills. It is well
known that desmoids may be associated with trauma of
different sorts. Others have attempted to link hormonal
and immune system changes that occur in pregnancy with
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desmoids development. The possible role of these factors
is suggested by the description of spontaneous desmoids
regression after delivery.* Further the possible role of
estrogen is suggested by the occasional report of
desmoids tumours responding to treatment with the anti-
estrogen, tamoxifen.

Typically, desmoids arising during or shortly after
pregnancy are almost always located in the abdominal
wall. Single cases of desmoid tumour arising in the vulva,
larynx, neck and popliteal space during pregnancy have
been described, while only a few cases of pregnancy-
associated intra-abdominal desmoids, originating from
the retroperitoneum, mesentery and pelvis have been
reported.

In the study by Robinson et al.° a case series of ten
patients with pregnancy associated desmoids tumours
were studied. The tumours ranged in size from 2cm to 16
cm with an average size of 4.5 cm. Out of 10 patients,
only 3 delivered vaginally. Although only a few cases
have been reported, desmoid tumour should be included
in the differential diagnosis of intra-abdominal tumours
detected during or shortly after pregnancy. The enormous
tumour size in the present case is noteworthy. In one
report, a pelvic desmoid tumour interfered both with
normal maturation and delivery of the fetus as well as the
patient’s ability to void and defecate, prompting surgical
intervention at 23 weeks of gestation. Following the
resection the patient delivered a healthy full-term baby.’
In the other pelvic desmoid case, the tumour obstructed
labour, necessitating a Caesarean section and subsequent
tumour excision.®

Imaging study (CT and MRI) may delineate the tumor
sites; determine their extent, relationship with adjacent
organs and vital structures.” Spontaneous regression is
reported to occur after menopause, oophorectomy and
after anti-estrogen treatments. The large soft tissue defect
after resection can be achieved by direct repair or using
synthetic materials (Mesh).The other modality of
treatment is antihormonal drugs, NSAIDS and cytotoxic
drugs such as doxorubicin, dacarbazine which can be
considered for symptomatic, unresectable, clinically
aggressive desmoid tumor not responding to conventional
treatment.™

Subsequent pregnancy is not necessarily a risk factor for
recurrent or new desmoid tumour. Based on the median
time to eventual desmoid recurrence after resection, it
may be advisable for the patient to allow for a 2-year
follow-up period before planning an eventual subsequent
pregnancy.’

CONCLUSION
Inspite of the huge size of desmoid tumour associated
with pregnancy, she delivered at term vaginally and was

operated at 6 weeks of puerperium without any
complications.
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