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ABSTRACT

Solitary intestinal myofibromatosis (SIF) is a very rare condition affecting the pediatric population and car-
ries good prognosis following adequate management based on segmental resection. We describe a rare case
who presented with features of neonatal intestinal obstruction due to a solitary stenosing fibrotic lesion

originating from the ileum and compatible with SIF.
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INTRODUCTION

Infantile myofibromatosis is a rare disorder of the
fibroblastic/ myofibroblastic proliferation in chil-
dren and one of the most common benign fibrous
tumors of infancy [1]. Most intestinal myofibroma-
tosis (IM) occur in neonates or infants less than 24
months of age [1]. This disorder can present as soli-
tary or multifocal lesions with several implications.
Intestinal involvement is described as one of the
least common differential diagnoses for a neonatal
intestinal obstruction [2]. In the present case, we
report a patient with SIF presented with features of
intestinal obstruction.

CASE REPORT

A 3-day-old, 2.7Kg, full-term male neonate delivered
vaginally after an uncomplicated pregnancy was
referred to our department with features of neonatal
intestinal obstruction- abdominal distension, bili-
ous vomiting and meconium retention. Several pre-
natal ultrasonic investigations were reported as
normal. Clinical examination revealed generalized
abdominal distension and tenderness with exagger-
ated bowel sounds. The perineum was normal. The
laboratory data was within normal limits. Ab-
dominal X-ray showed multiple air-fluid levels;

there was no evidence of pneumoperitoneum. Ab-
dominal ultrasonography showed an intra-
peritoneal ovoid and well-circumscribed hyper-
echogenic soft-tissue mass measuring 40x35 mm
located in the right lumbar fossa between the liver
and the right kidney. Emergency exploratory lapa-
rotomy revealed a 4 cm calcified long mass arising
from the ileum wall located at 10 cm proximal to
the ileocoecal valve (Fig.1).

Figure 1: Calcified mass originating from the ileum wall,
measuring 4 cm long axis and located at 10cm proximal to
the Ileocoecal valve.

Resection of the bowel mass and end-to-end anas-
tomosis was done. Histopathology revealed exten-
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sive proliferation of fibromatous spindle cells con-
sistent with the diagnosis of infantile myofibroma-
tosis; immunohistochemistry was positive for vi-
mentin and smooth muscle actin. The patient’s
post-operative recovery was uneventful.

DISCUSSION

Fibromatosis have been described in different parts
of the body including the skin, muscles, viscera,
bone and subcutaneous tissue. Although IM is the
most common fibrous proliferation in infancy, it
remains a less known entity and it is rarely de-
scribed as a cause of neonatal intestinal obstruc-
tion [3]. It was first reported in 1965 by Kaufmann
and Stout in 2 newborns [4].

Fibromatosis can occur as focal fibroma or as mul-
ti-centric lesions and solitary lesions occur more
frequently than the multiple one [4].

The etiology remains unclear; probably there are
multiple coinciding predisposing and causative
agents, such as hereditary influences, trauma, viral
infections, neuropathy and may be metabolic dis-
turbances [4].

Because SIF is a rare entity and has been docu-
mented as a rare intestinal obstruction and perfora-
tion’s etiology in infancy. Preoperative diagnosis is
not reported in the literature and the diagnosis is
often made shortly after birth [4]. The small bowel is
commonly more involved than the colon and ob-
structing lesions are commonly found on explorato-
ry laparotomy [1, 5].

Optimal treatment requires early recognition and
segmental bowel resection removing the obstructing
lesion followed by primary digestive anastomosis. If
presentation is delayed, complications such perfora-
tion and sepsis may occur and the management
would be staged with initial stoma [6].

Histopathologically, short bundles and fascicles of
spindle shaped cells associated with myofibroblastic
features characterize the lesion [6]. Variations in

microscopic appearance including nuclear atypia,
necrosis or calcifications can be found but have no
implications on prognosis [3]. Immunohistochemi-
cally, tumor cells react positively and have strong
cytoplasm staining for actin and vimentin [3].

The solitary forms usually have a good prognosis
after complete resection with no reported local or
distant recurrence [2, 7].

It is documented that prognosis is excellent when
intestinal fibromatosis is solitary and completely
removed. However, patients with visceral involve-
ment have a worse prognosis [4].
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