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Abstract

Inflammatory fibroid polyp, or Vanek’s tumor, is an uncommon benign small bowel tumor and a rare cause of intussusception in adults.
This case involves a 62-year-old man with persistent abdominal pain, diagnosed with jejunoileal intussusception. A 4 cm inflammatory
fibroid polyp was discovered during surgery, leading to distal jejunal resection. Despite the rarity of adult intussusceptions, they should
be considered in abdominal pain diagnoses. The optimal management approach, whether en bloc resection or initial reduction with

limited resection, remains debated.
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Introduction

Inflammatory fibroid polyp (IFP) is an unusual, idiopathic, benign
gastrointestinal tumor, classified as a submucosal connective tis-
sue tumor. Vanek [1] first described this tumor in the stomach and
it can affect both sexes (with a slight predominance in males) of
any age, with higher incidence in the fifth and seventh decades [2,
3]. IFPs can be found most commonly in the gastric antrum (0.1%-
3.0% of all gastric polyps) [3] or ileum, rarely in the duodenum and
jejunum without a certain cause.

The suggested etiologies are related to chemical, physical, or
metabolic triggers [4] even if in some cases, a genetic study of
IFP allowed to detect mutations in platelet-derived growth factor
alpha. Most IFPs have diameters ranging from 3 to 4 cm at the
time of diagnosis and frequently are solitary polyps [5].

Rarely, IFP could coexist in a Crohn disease (6). The symptoms
include abdominal pain with or without vomit, altered small
bowel peristalsis, gastrointestinal bleeding, and/or weight loss
depending on both localization and size of the lesion.

IFPs arising below the Treitz ligament can cause acute
abdomen for obstructive ileus, usually because of intussusception
[6, 7], which can rapidly evolve into a surgical emergency. The
preoperative diagnosis of intussusception is rare but can be
reached through imaging techniques [8] such as ultrasound
scanning, even if abdominal computed tomography (CT) is
currently considered the gold standard technique for detecting
the polyp or for confirming the intussusception [5].

Small bowel intussusception in adults has to be always
considered a pathological condition, and surgical intervention is
strongly recommended [9]. Furthermore, exploratory laparoscopy
or laparotomy is frequently recommended as the best treatments
for intussusception, in order to prevent bowel ischemia, necrosis,
and subsequent perforation of the invaginated bowel segment
[5]. Immunohistochemistry is used to distinguish between IFPs
(expressing proteins on their cellular surface such as CD34 and
Vimentin) and other benign tumors, such as gastrointestinal
stromal tumors (GIST), positive for CD34 and Vimentin but also
for CD117.

We present the following case, in accordance with the CARE
reporting checklist, concerning an adult man operated for intus-
susception with the finding of a rare jejunal Vanek's tumor with
a literature overview.

Methods

We performed a double literature research (without year filters
nor patient’s age) using the PubMed database with the following
codes:

¢ (inflammatory fibroid polyp) AND (small bowel): 156 results;
e (Vanek) AND (small bowel): 31 results.

Of them, 23 articles were removed because of duplicates. Sub-
sequently, we excluded all articles regarding “ileal” or “ileo-ciecal”

Received: October 4, 2023. Revised: October 4, 2023. Accepted: October 29, 2023

Published by Oxford University Press and JSCR Publishing Ltd. © The Author(s) 2023.
This is an Open Access article distributed under the terms of the Creative Commons Attribution License (https://creativecommons.org/licenses/by/4.0/), which
permits unrestricted reuse, distribution, and reproduction in any medium, provided the original work is properly cited.

€202 Joqwiadaq 9| uo 1sanb Aq $988G//2r9PEN/Z L/EZ0Z/aI0Me/10s]/W0d dno-dlWwapede//:sdny wouj papeojumoq


https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/
https://orcid.org/0000-0001-7039-3717

 16 22904 a 16 22904 a
 
mailto:n.fabbri@ausl.fe.it
mailto:n.fabbri@ausl.fe.it
mailto:n.fabbri@ausl.fe.it
mailto:n.fabbri@ausl.fe.it

2 | Fabbrietal.

Figure 1. Abdominal TC with the details of intussusception.

IFPs with or without intussusception, focusing on the jejunal
tumors. Only 15 articles were found (Table 1).

Case presentation

A 62-years-old man with a medical history of diabetes mellitus,
hypertension, chronic gastritis, and cholelithiasis was admitted to
the emergency room (ER) for persistent cramping abdominal pain,
began about 40 days earlier. He was first discharged at home after
the visit and an abdominal X-ray (showing rare hydro-aerial levels
only) with a diagnosis of “undetermined acute colitis.”

The patient decided to get back to ER for the exacerbation of the
symptoms and diaphoresis, without manifesting nausea, vomit, or
bowel movement pattern alterations. The physical examination of
the abdomen revealed abdominal guard and pain localized in the
lower quadrants of the abdomen.

He was later admitted to the Short-Stay Emergency Depart-
ment Observation Unit, where a second abdominal X-ray was per-
formed, with the finding of fluid levels in the upper left quadrant.

The day after, the new abdominal X-ray documented increasing
distension of the bowel, with multiple hydro-aerial levels and it
was decided to perform an abdominal CT scan with iodinated
contrast agent: this revealed an ileo-ileal invagination extending
in the mesogastrium region for about 10 cm, without showing the
characteristics of expansive neoformations (Fig. 1).

The laboratory exams showed only mild neutrophilic leukocy-
tosis, without increased inflammatory indexes. The patient was
finally admitted to the surgical department for urgent laparo-
tomy and the intraoperative findings revealed an intussusception
involving a stretch of about 10 cm and supported by a 4 cm thick,
rounded tense-elastic neoformation, possibly originated from the
intestinal wall. A segmental jejunal resection and side-to-side
mechanical anastomosis were performed.

The clinical course was complicated by an episode of enteror-
rhagia that required a blood transfusion of 1 unit of concentrated
red cells, but the patient was discharged after 11 days in good
clinical conditions, without manifesting abdominal symptoms,
even after 6 months of telephonic follow-up.

Histological examination later showed a 3.5 cm grayish color
mass without aspects of cellular atypia or mitotic activity;
the immunohistochemical analysis did not present aspects
referable to GIST or leiomyomatosis; the overall morphological
and immunophenotypic picture allowed the diagnosis of IFP
(Vanek’s tumor) (Fig. 2). “All procedures performed in this study
were in accordance with the ethical standards of the institutional
and/or national research committee(s) and with the Helsinki
Declaration (as revised in 2013).”

Figure 2. Histological image of Vanek’s tumor with intact intestinal
mucosa.

Discussion

IFPs were first described in the stomach by the Czech pathologist
Josef Vanek, in 1949: the first IFP was an indolent, non-capsulated,
submucosal granuloma, composed mainly of loose connective tis-
sues, vessels, and with an eosinophilic inflammatory component
[5]. The name “inflammatory fibroid polyp” was later introduced
by Helvig and Renier [10] to indicate the nonneoplastic nature of
this tumor, even if the theoretical neoplastic nature of IFP was
hypothesized by Schildhaus et al. [11], who discovered a relation
between this tumor and mutations of platelet-derived growth
factor receptor A proto-oncogene. IFPs are infrequent, idiopathic,
benign, neoplasms primarily originating in the gastrointestinal
submucosa [5], whereas the involvement of small intestine and
colon by IFPs is rare [1-10].

The most common site of development by IFPs is the gastric
antrum (66%-75%), followed by small intestine (18%-20%), col-
orectal region (4%—7%), gallbladder (1%), esophagus (1%), duode-
num (1%), and appendix (<1%). The ileal tract, however, is the
site where such tumors cause more often intussusception [12, 13].
While the exact pathogenesis remains unknown, some triggers
as trauma, allergic reactions, genetic predisposition, infections,
physical, chemical, or metabolic stimuli could be initiators of
the process. For example, a traumatic etiology is possible for
gastric lesions, because of the coarse food content and muscu-
lar contractions, but it is difficult to explain the lesions in the
small bowel on this basis. Macroscopically, the mucosal surface
is usually ulcerated and pale; microscopically, the tumor is com-
posed of mononuclear, spindle-shaped cells, which are charac-
teristically arranged in whorls or in an onion-skin-like fashion
around blood vessels or mucosal glands, forming a “whirl-like”
structure. The “classic” (or gastric) type originally described by
Vanek is characterized by heavy inflammatory infiltration, rich in
eosinophilic granulocytes. There is no considerable proliferative
activity as mitosis of the spindle cell is rarely detected and the
Ki-67 index is usually lower than 1% (indicating, thus, a low
probability of malignant degeneration). Immunostaining for other
specific markers such as KIT, DOG-1, S-100, and EMA is generally
consistently negative and this may be important in the differential
diagnosis of GIST, peri-neurinoma, and other spindle cell lesions
of the gastrointestinal tract. IFPs are usually asymptomatic and
could remain undiagnosed for long time or can be incidentally
found during endoscopic procedures or laparotomy. When such
polyps become symptomatic, the clinical symptoms depend on
both localization and size of the tumor [14]. Abdominal pain is
the main symptom in patients with lesions in the stomach [15],
whereas patients with IFPs in the small bowel are most likely to
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Author, year, journal DOI/PMID Type of Age Sex Symptoms Findings Type of
study surgery
Kim JS, et al.1994 10.3904/kjim. case report 52 female intermittent Intussusception laparotomy
Korean J Intern Med 1994.9.1.51 abdominal pain, diagnosed via CT
vomiting
Ling CC, et al. 1994 8167990 case report 56 female intermittent Intussusception laparotomy
Zhonghua Yi Xue Za abdominal pain, diagnosed via CT
Zhi (Taipei) vomiting, diarrhea
Shih LN, et al. 1997 8995961 case report 66 male abdominal Intussusception laparotomy
Am ] Gastroenterol. fullness, pain diagnosed via CT
Kuestermann SA et al. 10.1148/ case report 34 female intermittent Intussusception laparotomy
1999 Radiographics radiographics. abdominal pain, diagnosed via CT
19.2.g99mr19539 vomiting
Sah SP, et al. 2002 12593579 case report 45 male abdominal Intussusception laparotomy
Indian J Pathol fullness, vomiting diagnosed via CT
Microbiol.
Topaloglu S et al. 2003 15244194 case report 56 male Not found Intussusception Not found
Hepatogastroenterol- diagnosed via CT
ogy
Cipe G, et al.2009 10.4076/1757- case report 31 male nausea and Intussusception laparotomy
Cases]J. 1626-2-6435 vomiting diagnosed via CT
Rehman S, et al. 2009 10.1186/1757- case report 46 male abdominal pain Intestinal laparotomy
Cases J. 1626-2-7152 obstruction
Neishaboori H, et al. 24834274 case report 40 female abdominal pain, Intussusception laparotomy
2013 Gastroenterol vomiting diagnosed via CT
Hepatol Bed Bench.
Joyce KM, et al. 2014 10.1186/1746- case report 62 male pseudo- Intussusception, Laparoscopic
Diagn Pathol. 1596-9-127 obstruction, small no tumor detected reduction,
bowel obstruction subse-
two weeks later quently,
laparotomic
resection
Kang SH, et al. 2015 10.3393/ac.2015.  case report 51 female abdominal pain Intussusception laparotomy
Ann Coloproctol. 31.3.106 diagnosed via CT
Kameda C, et al. 2018 10.5946/ce.2017.  case report 68 female Anemia, positive Tumor diagnosed Laparoscopic
Clin Endosc 162 fecal occult blood via Capsule resection
test Endoscopy
Park KB, et al. 2020 Int 10.1016/j ijscr. case report 23 male epigastric pain Intussusception Laparoscopic
J Surg Case Rep. 2020.03.029 diagnosed via CT resection
Sverrisdottir V, et al. 10.17992/1bl. case report 25 female abdominal pain, Tumor diagnosed Converted
2020 Laeknabladid 2020.0708.591 anemia via duodenoscopy laparoscopy
Tan JS, et al. 2020 Ann 10.1016/j.amsu.  case report 20 female abdominal pain Intussusception laparotomy
Med Surg (Lond) 2020.10.009 with bowel
ischemia
Fabbri N. et al. 2023 — review 62 male abdominal pain Intussusception laparotomy

diagnosed via CT

Jejunal Vanek’s cases: a PubMed literature review. Age and sex of patients, clinical presentation and surgical intervention.

present with chronic episodes of colicky abdominal pain, lower
gastroenteric bleeding with or without anemia, and, more rarely,
intestinal obstruction because of episodes of intestinal intussus-
ception [5], as happened in this case. An accurate diagnosis is
based on physical examination and specific imaging: this includes
X-rays, ultrasonography (US), CT scans, magnetic resonance imag-
ing, enteroclysis, endoscopic procedures, angiography, and use of
video capsule [11-16]. Abdominal CT is currently considered the
most sensitive radiological method for polyp detection, and can
be also able to confirm intussusception, with reported diagnostic
accuracy of 58%-100%,; differently from US, CT is, in fact, unaf-
fected by the presence of gas in the bowel lumen [5]. The etiology
of intussusceptions in small bowel and colon is quite different:
in the small intestine there is a predominance of benign pro-
cesses, with up to 90% of cases including hamartomas, lipomas,
leiomyomas neurofibromas, adenomas, Peutz-Jeghers syndrome,

adhesions, and only rarely IFPs [14]. Malignant lesions (sarcomas,
lymphomas, and carcinoid tumors or metastatic deposits from
melanoma, breast, and lung cancers) account for 14%-47% of all
cases of intussusception in the small intestine. The treatment
of most IFPs is generally performed in course of endoscopy with
submucosal dissection [17], whereas open or laparoscopic surgery
is rarely needed. While on one hand it is true that surgical
reduction before resection may theoretically allow more limited
resections, the risk of potential intraluminal seeding or venous
tumoral dissemination during the manipulation of a malignant
lesion should also be taken into consideration. The final decision
concerning eventual surgery should be necessarily taken based on
the nature of such lesions and of the symptoms associated. When
a preoperative diagnosis of a benign lesion is safely established,
the surgeon may reduce the intussusception by milking it out in
a distal-to-proximal direction: this may be carried out by using
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laparoscopy in suitable cases. Reduction should not be attempted
if there are signs of inflammation or ischemia of the intestinal
wall. The optimal surgical management of adults with small
bowel intussusception varies between reduction and resection:
reduction can be attempted, in small bowel intussusception, only
when the segment involved is certainly viable and malignancy is
not suspected [18].

Based on our literature overview (Table 1), jejunal Vanek’s
tumor occurs equally in both sex and often presents with a mean
age of 46 years (range 20-68) and persistent abdominal pain for
several days. CT rarely reveals the tumor, while intussusception is
often present. Jejunal segmental laparotomic resection remains
the first choice of treatment.

Conclusion

Intussusceptions, although rare in adults (1%-5% of all cases of
intestinal obstruction), have to be considered in the differential
diagnosis of abdominal pain.

Exploratory laparoscopy or laparotomy is frequently recom-
mended as the best treatment for intussusceptions caused by
[FPs; surgery should be performed as early as possible in order
to prevent the intussusception’s complications such as ischemia,
necrosis, and perforation of the invaginated bowel segment. When
the operation is delayed and intestinal perforation with peritonitis
occurs, there is a considerable increase in morbidity and mortality.

The appropriate management of intussusceptions in adults
remains controversial, and the debate focuses mostly on the
choice between primary en bloc resection and initial reduction
followed by more limited resection. Thus, the most important
factors in the surgical decision process before histologic diagnosis
of the lesions are localization and size of the mass and viability of
the invaginated segment [14, 19, 20].

Much more evidence concerning Vanek’s tumors is necessary
to improve our knowledge on such particularly rare lesions.
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