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Idiopathic Localized Dilation of lleum
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ABSTRACT M) Check for updates

Introduction: Idiopathic localized dilation of the ileum (ILDI) is rare in adults, debuting
with nonspecific symptomatology.

Case report: a 36-year-old male patient with no past surgical history with intense abdominal
pain and acute abdomen upon physical examination and CT imaging evidence of intestinal
occlusion. Initial laparoscopic approach, a 30 cm terminal ileum mass with multiple
inflammatory mesenteric nodes was found and resected. Post-surgically, further laboratory
evaluations failed to justify any other diagnosis rather than ILDI, excluding histopathologic
and laboratory compatible with abdominal cocoon syndrome. The patient was discharged
without complications and no recurrence of ILDI.

Conclusions: ldiopathic localized dilation of the ileum is a rare pathology specially on
adults, in children is often associated to other mid-gut congenital anomalies, gastrointestinal
blood loss, with or without chronic anemia, and small-bowel obstruction, ILDI should be
considered as a exclusion differential diagnose of unrelated intestinal obstruction.
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INTRODUCTION

Idiopathic localized dilation of the ileum (ILDI), also called segmental dilation of the small
bowel, (1) ileal dysgenesis, (2) segmental megaileum, (3, 4) and giant Meckel’s diverticulum
refers to a rare, small bowel lesion of unclear etiology. Studies suggest a congenital origin as
it has been associated with other mid-gut congenital anomalies. It is characterized as a well-
defined aperistaltic dilated segment of the ileum with abrupt proximal and distal transition to
normal bowel, most presented in neonates. No association between ILDI and abnormal
ganglia innervation has been found. Clinical manifestations include abdominal pain,
intermittent bowel obstruction and occult intestinal bleeding. (5-7) Only 19 cases of ILDI in
adults have been described since 1955. (4, 8-14).

CASE REPORT

A 36-year-old male patient with medical history includes bipolar disorder on treatment with
Lithium Carbonate and no surgical history, 16 hours onset of symptoms with abdominal
mesogastrium pain associated nausea and vomiting on 3 occasions, at physical examination
distended acute abdomen is found. His hemoglobin was 17.7g/L, leucocyte was 16.7 x109/L
with neutrophilia of 93%. The CT findings were a transition zone in the right lower quadrant,
with no evident observable masses (Figure 1).

A diagnostic laparoscopic is performed and firm loop-loop adhesions on terminal ileum and
30 cm small intestine dilatation, inguinal region was normal, ileocecal valve and appendix
preserved, rest of the abdominal cavity without findings, conversion to open surgery was
performed. The ileal dilatation was resected (Figures 2 and 3) and ileo-ileal end-to-end
anastomosis in two layers war made for reconstruction.
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Figure 1. Coronal section of computed axial tomography image in which multiple loops of small intestine with hydro-air levels and inter-
edema are observed (green arrow) with striation of intestinal fat (yellow arrow).

Figure 2. Dilated ileum during surgery. As no dissection plane was observed with Figure 3. Macroscopic view of the resected

suspicion of malignancy, no peritoneal sac was dissected. dilated ileum.

Following the surgical procedure we approached differential etiology with: IgA, IgG, IgM,
IgE, complement C3, C4, C5, antigenic and functional determination of C1 inhibitor and
urinary porphobilinogen values were reported normal; HIV and hepatitis serology, ANA, C-
ANCAS, P-ANCAS, anti-Saccharomyces Cerevisiae antibodies, anti-DNA antibodies, anti-
Actin-F antibodies, anti-acetylcholine receptor antibodies, anti-CCP antibodies, anti-SSA
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antibodies, anti-SSB antibodies, anti-SM antibodies, anti-Musk antibodies, anti-LA
antibodies, anti-Ro/SSA antibodies and LE cells were negative.

Histopathological analysis of the resected dilated segment revealed minimal changes in the
mucosa (image 4.A), vascular congestion along with interstitial edema in submucosa (Figure
4.A) and chronic inflammatory infiltrate along with fibroblastic proliferation in subserosa.
(Figure 4.B, 4.C, 4.D). Negative staining for amyloid protein, 1gG4 and tuberculosis.

The patient was discharged within 5 days, semestral follow-up was performed during 3 years
without recurrent disease.

Figure 4. Resected tissue analysis (A. 10 x ) shows mucosa with minimal changes and preserved lymphoid aggregates (black arrow),

submucosa with vascular congestion and interstitial edema (asterisk) and subserosa with thickened appearance (black arrowheads). Under

greater augmentation (B, 200 x ”; C, 400 x °) the latter reveals superficial dilated capillaries with perivascular chronic inflammatory

infiltrate of plasma cells (empty arrows) and mast cells (empty arrowhead) and deep fibroblastic proliferation. Fibroblasts (D, 400 x ‘) are

randomly distributed between collagen fibers.

DISCUSSION

Since the first reported case of idiopathic intestinal dilation by Marshall et al (1955) (15), to
this date it has been a challenge to accurately determine the pathophysiology of this disease,
maintaining it as an exclusion diagnosis. It is most frequently identified in ileum or colon,
but rarely in jejunum or duodenum. (16)

There is a lack in the literature concerning idiopathic intestinal dilation in adult patients. A
systematic review by Rotigliano et al (2019) (14) found a total of 64 case reports in pediatric
patients and 18 more cases in adults, of which 7 (39%) were women and 11 (61%) men,
ranging from 25 to 72 years of age with a median of 48 years. This pathology is more
frequently identified in pediatric population under 10 years of age, prompting a possible
congenital origin, no signs of congenital disorders were found on our patient, showcasing
correlation with congenital alterations of the midgut that could cause intrauterine obstruction
such as omphalocele, malrotation or Meckel's diverticulum in 50% of cases (1). Another
hypothesis suggests an idiopathic neuromuscular dysfunction of a localized loop responsible
for the shortfall on peristaltic movements. (9) Approximately 80% of cases coexist with
anemia secondary to gastrointestinal bleeding of variable magnitudes, (8) due to ulceration
within the dilated segment. The latter is hypothesized to be the result of ectopic mucosa
(which has been found in few cases) (4) or mechanical ischemia due to intermittent volvulus
and intussusception (1). 50% of cases, patients may also present with abdominal pain related
to intestinal obstruction (8). In 89% of reported cases the diagnose was made by intestinal
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transit, 17% by CT, and in few by sonography (14). Even though evidence suggests this is a
detectable pathology by imaging, pre-operative diagnosis is complicated due to unspecific
signs, usually mimics tumors, intestinal diverticula, scleroderma, inflammatory bowel
disease, infiltrative diseases, Cocoon syndrome or dilatation proximal to injury. Therefore,
definite diagnosis depends on exclusion of the other conditions. The treatment of choice is
segmental resection and transit restitution (9).

Evidence of IDLI at histopathological analysis describes a small intestine wall with
diminished width in all its layers without alterations in its plexuses. (10) Nevertheless, during
the surgical intervention of this case we observed a singular macroscopic anatomy with
localized thickening of the visceral peritoneum without an apparent plane of dissection, as
well as dilation of the distal ileum. Subsequent analysis described thickening of the subserosa
with chronic inflammatory changes and ruled out infiltrative, tumorous, or autoimmune
etiologies, as well as adherent and obstructive processes

CONCLUSION

Idiopathic localized dilation of the ileum (ILDI) is a rare pathology specially on adults, in
children is often associated to other mid-gut congenital anomalies, gastrointestinal blood
loss, with or without chronic anemia, and small-bowel obstruction, ILDI should be
considered as a exclusion differential diagnose of unrelated intestinal obstruction. The
recommended treatment of ILDI in symptomatic patients is surgical resection of the dilated
segment. Nerve plexuses and ganglion cells remain unaltered in the pathological analysis of
the resected tissue to meet the criteria for ILDI.
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