Case of the Month

excision. Paget in 1856 also reported on two cases of desmoid
tumors in the abdominal wall and forearm, and under the microscope
noted that these tumors were of the same origin. He suggested
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Abstract

A case s described of an anterior chest wall desmoid tumor in a 20-
year-old Micronesian male that had been previously incompletely
resected one year prior to presentation. A radical chest wall resec-
tion was performed with reconstruction accomplished using a
gortex palch and latissimus dorsi myocutaneous flap. The patient
developed a massive local recurrence within eight months following
surgery. This report illustrates the local aggressiveness of these
benign tumors. A historical perspective, etiology, and treatment
principles are discussed.

Case Report

A 20-year-old Kosraen male was referred for treatment of a
recurrent left anterior chest wall desmoid. Approximately one year
prior to referral the patient underwent an excisional biopsy. The
mass quickly returned and, in fact, doubled in size over the preced-
ing four months prior to referral. The patient did not describe any
functional disability related to the mass, and was otherwise healthy
except for a seizure disorder.

Physical examination revealed a 12cm x 18cm mass of the left
anterior chest wall, extending from above the clavicle superiorly to
the axilla laterally (Figure 1). The neurovascular examination of the
left upper extremity was normal. Chest x-ray and CT scan showed
the mass arising from the chest wall with a prominent intrathoracic
component. The mass was intimately associated with the brachial
plexus and subclavian artery and vein (Figure 2).

The patient underwent a radical chest wall resection to include the
clavicle, the first and second ribs, a portion of the manubrium, and
the pectoralis major and minor muscles. Complete tumor clearance
was obtained. There was obviously little it any margin along the
brachial plexus, artery, and vein. Reconstruction was accomplished
using a gortex patch and a latissimus dorsi myocutaneous rotation
flap (Figure 3). The patient’s post-operative course was unremark-
able. External beam radiotherapy was recommended to aid in local
control, however, the patient declined opting instead to return home
to Kosrae. Eight months later, he was noted to have a massive
recurrence involving the entire shoulder girdle, which extended
intrathoracically (Figure 4). Since the patient declined further sur-
gery it was recommended that he be placed on tamoxifen.

Discussion

The term desmoid arises from the Greek word desmos meaning
bandlike.' The first description of desmoid tumors in the literature
was from Mcafarlane in 1832 who described two cases of abdominal
wall desmoid tumors. In 1849 Bennet described the microscopic
characteristics of 3 growths occuring on the thigh, parotid region,
and in the arm, respectively. These tumors all recurred after local

trauma as an etiologic factor.”
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Figure 4

Desmoid tumors are histologically benign neoplasms that are
poorly encapsulated and are characterized by a locally infiltrative
growth pattern. Itis this behavior thatis responsible for high rates of
local recurrence despite wide resection. The natural history of these
tumors is that of slow, locally invasive growth that may stop oreven
regress. * Desmoid tumors have the potential for malignant transfor-
mation and, in fact, may be difficult to distinguish from low-grade
fibrosarcomas. Desmoids may occur sporadically or may be seen in
association with familial polyposis coli syndrome (FAP), suggest-
ing a hereditary predisposition. Sporadic forms occur primarily
within the abdominal wall and extraabdominal sites whereas des-
moids associated with FAP occur primarily within the bowel mesen-

tery. * Pregnancy, estrogenic hormones, and trauma have all been
implicated in the etiology of these unusual and unpredictable tu-
mors. > The overall incidence of desmoids is approximately 2-4
cases per million population per year with a predilection for females.
They represent 0.03% to 0.1% of solid tumors and occur in the
following distribution: 58% extraabdominal; 36% within the ab-
dominal wall; and 15% intraabdominally. ' Chest wall desmoids
account for approximately 20% of all desmoid tumors.

Surgery is the mainstay of therapy for these neoplasms. The goal of
surgical therapy is to achieve a negative pathologic margin. What
remains controversial, however, is how radical surgery should be to
achieve this goal. A positive or close margin following resection
would intuitively predict for local recurrence. This, however, has
not been consistently shown in the collected series. *7* It is generally
accepted, therefore, that aggressive attempts at achieving negative
pathologic margins that result in severe distigurement, limb loss, or
neurologic impairment is not justified. As noted by Lewis er al. (6).
function and structure preserving procedures should be goals of
therapy. The use of radiation therapy in the setting of close or
positive margins may improve local control, although this is subject
to debate as well. *!* Because desmoids appear to be hormonally
mediated tumors as evidenced by their common presentation during
pregnancy as well as reports documenting regression after meno-
pause and after oophorectomy. hormonal agents such as tamoxifen
have been used for treatment. "'?. Nonsteroidal anti-inflammatory
agents have also been used. Treatment with these agents is typically
in the setting of close margins following resection or for recurrent
disease. Response rates are on the order of 50% with these agents.
= Overall survival and disease-free survival at 20 years for desmoid
tumors are approximately 90% and 65-70%, respectively. *~
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