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Idiopathic myointimal hyperplasia of the mesenteric veins—a
report of two cases
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Background: Idiopathic myointimal hyperplasia of the mesenteric veins (IMHMYV) is a rare condition that
poses a diagnostic challenge to surgeons and pathologists alike. Our aim is to describe two cases of IMHMV
requiring operative intervention. The challenge going forward is accurately and systematically identifying
factors from both a pathologic and clinical perspective that guide timely diagnosis and avoid unnecessary
treatment.

Case Description: A 37-year-old male with no significant past medical history was evaluated for a
two-month history of abdominal pain, constipation, diarrhea and recent bleeding per rectum. Computed
tomography (CT) scan revealed abnormal wall thickening with surrounding inflammatory changes and
mesenteric edema involving the descending and sigmoid colon as well as the rectum. The patient was
taken to the operating room where he underwent a laparoscopic-assisted extended left colectomy with
end colostomy. The patient did well postoperatively and was ultimately meeting all goals for discharge by
postoperative day 9. A 49-year-old male with a past medical history of hypertension, gastroesophageal reflux
and recent coronavirus disease 2019 (COVID-19) infection was admitted to another hospital following
several months of colitis of unknown etiology; unresponsive to antibiotics and steroids. CT scan revealed
concentric, severe mural thickening and intramural edema of the distal descending colon extending to the
rectum consistent with proctocolitis. The patient was taken to the operating room where he underwent a
laparoscopic-assisted low anterior resection with end colostomy with findings of an extremely indurated,
thickened left colon and rectum. The patient recovered from these additional interventions and was
discharged home in stable condition on postoperative day 32.

Conclusions: A multidisciplinary team approach to this condition will be vital to administering the
appropriate treatment modalities for future cases of IMHMV.
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Introduction

Idiopathic myointimal hyperplasia of the mesenteric veins
(IMHMV) is a rare condition that poses a diagnostic
challenge to surgeons and pathologists alike (1-7). Both
clinically and pathologically, it is often misdiagnosed as
inflammatory bowel disease or ischemic colitis. IMHMV
is part of a trilogy of distinct but closely related pathologic
entities; mesenteric inflammatory veno-occlusive disease
(MIVOD) and idiopathic mesenteric phlebosclerosis IMP)
(8,9). MIVOD is a venogenic intestinal disease that shares
the intimal hyperplasia of the mesenteric veins observed in
IMHMV. In contrast with IMHMYV, inflammatory infiltration
and/or fibrinoid necrosis of the mesenteric veins is observed,
to the date were described 124 patients with IMHMYV (10).
IMP is a rare form of chronic ischemic colitis characterized
by calcification of mesenteric veins and concurrent
thickening of the right hemicolon wall (11). IMHMYV is
described as an ischemic bowel disease without the presence
of thrombus or venous occlusion. The ischemia is a result
of the proliferation of smooth muscle in the venous intima.
Predictably, definitive diagnosis is often only made after
operative resection. The first reported cases of IMHMV
were a series of 4 patients by Genta and Haggitt in 1991 (1).
During the past 3 decades, only 66 subsequent cases have
been reported; however, etiology and pathophysiology of
the disorder remain unknown. Our aim is to describe two
cases of IMHMYV requiring operative intervention (12,13).
We present both cases in accordance with the CARE
reporting checklist (available at https://acr.amegroups.com/
article/view/10.21037/acr-23-59/rc).
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Key findings
* Idiopathic myointimal hyperplasia of the mesenteric veins IMHMYV)
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* The multidisciplinary approach needs to be the gold standard of
treatment.
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Case presentation
Case 1

A 37-year-old male with no significant past medical history
was evaluated for a two-month history of abdominal pain,
constipation, diarrhea and recent bleeding per rectum. This
patient had undergone workup by both his primary care
physician and an outside institution with the differential
diagnosis presumed to be inflammatory bowel disease or
ischemic colitis. Workup for infectious colitis was negative.
He was placed on a course of empiric IV antibiotics without
improvement. On admission to our institution, laboratory
results were significant for leukocytosis of 18,000/mm* and
hemoglobin of 11.3 g/dL. Computed tomography (CT)
scan revealed abnormal wall thickening with surrounding
inflammatory changes and mesenteric edema involving the
descending and sigmoid colon as well as the rectum. All
three mesenteric vessels were noted to be patent without
aneurysmal or significant occlusive disease. Subsequent
flexible sigmoidoscopy demonstrated diffuse inflammation
of the rectum and distal sigmoid with a 5§ mm diametric
stricture noted at 20 cm from the anal verge (Figure I).

Biopsy sites did not bleed, raising concern for ischemia.
Given these findings, the patient was taken to the operating
room where he underwent a laparoscopic-assisted extended
left colectomy with end colostomy. On abdominal survey,
there was a markedly thickened and rigid left colon (Figure 2)
and rectum with a slightly dilated but normal transverse
colon. Initial histopathologic assessment demonstrated
significant mucosal ulceration, hemorrhagic necrosis,
transmural necrotizing acute inflammation, congestion
and edema extending to the distal margin of resection,
with viable mucosa at the proximal margin. The patient
did well postoperatively and was ultimately meeting all
goals for discharge by postoperative day 9. His case was
then presented at our institutional Inflammatory Bowel
Disease Conference where the specimen was reviewed by
multiple pathologists who identified typical morphologic
findings consistent with idiopathic myointimal hyperplasia
of mesenteric veins.

Case 2

A 49-year-old male with a past medical history of
hypertension, gastroesophageal reflux and recent coronavirus
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Figure 1 Radiologic and endoscopic findings of idiopathic myointimal hyperplasia of mesenteric veins. (A) Computed tomography findings:

significant wall thickening and inflammatory changes of the descending colon sigmoid colon and rectum. Associated mesenteric edema and

hyperemia. All 3 mesenteric vessels are patent. (B) Preoperative flexible sigmoidoscopy: diffuse, severe inflammation characterized by edema,

erythema, granularity, loss of vascularity and scarring in the rectum, recto-sigmoid colon and sigmoid colon. Benign appearing, intrinsic

severe stenosis measuring 5 mm, found 20 cm proximal to the anus.

Figure 2 Gross specimen. Firm and rigid colon with tan to red-
brown mucosa and diffuse linear erosions. Serosa and mesocolic fat

noted to be hemorrhagic with adhesions.

disease 2019 (COVID-19) infection was admitted to another
hospital following several months of colitis of unknown

etiology; unresponsive to antibiotics and steroids. He was
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ultimately transferred to our institution after developing
saddle pulmonary embolism which was treated with
thrombectomy and systemic anticoagulation. Although his
respiratory status improved, he had worsening abdominal
symptoms characterized by intractable pain, cramping, and
bloody diarrhea. Laboratory results were significant for
leukocytosis of 19,100/mm’, hemoglobin of 10.2 g/dL and
an elevated C-reactive protein at 54.5 mg/L. Workup for
infectious colitis was also unrevealing as in our first case.
CT scan revealed concentric, severe mural thickening and
intramural edema of the distal descending colon extending
to the rectum consistent with proctocolitis. Flexible
sigmoidoscopy demonstrated ischemic nonbleeding mucosa
(Figure 3). On this premise, the patient was taken to the
operating room where he underwent a laparoscopic-assisted
low anterior resection with end colostomy with findings of
an extremely indurated, thickened left colon and rectum
(Figure 4). Histopathologic assessment revealed patchy
ulceration, mucosal necrosis with pseudomembranes, edema
and pericolonic inflammation with fat necrosis. Because of
the clinical similarity to the above case, the histopathology
was reviewed and found to be consistent with IMHMV
(Figure 5).

The postoperative course was significant for prolonged
hospital stay complicated by loculated pleural/intra-
abdominal fluid collections requiring intravenous antibiotics
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Figure 3 Radiologic and endoscopic findings of 2nd case of idiopathic myointimal hyperplasia of mesenteric veins. (A) Computed

tomography findings: concentric, severe mural thickening and intramural edema involving the distal descending colon to the rectum with

associated inflammatory changes, compatible with inflammatory or infectious proctocolitis. No focal drainable collection or evidence of

perforation. (B) Preoperative flexible sigmoidoscopy: continuous area of nonbleeding ulcerated mucosa with no stigmata of recent bleeding.

Ischemic appearing mucosa with pseudomembranes and easy sloughing without bleeding after biopsy.

Figure 4 Gross specimen. Dusky red-gray serosa with several
noted adhesions. The majority of mucosa is covered by gray-tan
exudate. Diffusely narrowed lumen with edematous wall measuring

up to 1.3 cm in thickness.

and a CT-guided drainage. While the patient’s abdominal
status improved, he developed an empyema requiring
decortication. The patient recovered from these additional
interventions and was discharged home in stable condition
on postoperative day 32.

Ethical consideration

All procedures performed in this study were in accordance
with the ethical standards of the institutional and/
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or national research committees and with the Helsinki
Declaration (as revised in 2013). Written informed consent
was obtained from the patients for publication of this case
report and accompanying images. A copy of the written
consent is available for review by the editorial office of this
journal.

Discussion

IMHMV is a rare disease characterized by myointimal
proliferative changes that narrow the lumen of mesenteric
veins resulting in a non-thrombotic ischemic injury of
the intestinal tract. Most cases in the literature are that
of healthy middle-aged men. The clinical presentation
typically includes recurrent, progressive abdominal
discomfort, accompanied by hematochezia, tenesmus, and
diarrhea. The clinical course is often chronic and quite
frequently refractory to antibiotics and systemic steroids.
CT of the abdomen will often reveal both the localization
of the disease involvement as well as the typical features
of ischemic colitis. Commonly encountered findings of
IMHMYV on CT include segmental circumferential colonic
wall thickening with poor mural enhancement, pericolic
fat stranding and submucosal edema (14). One study
investigating the angiographic features of IMHMYV reported
complete occlusion of the distal inferior mesenteric vein.
This finding is posited as a way to differentiate IMHMV

from other inflammatory bowel diseases that otherwise
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Figure 5 Pathologic evaluation (hematoxylin and eosin, x10). (A) Intimal smooth muscle hyperplasia of medium-sized mesenteric veins

(blue arrow) with luminal obliteration. The artery (double blue arrows) is unremarkable. (B) Elastin stain confirms arterial-sparing intimal

smooth muscle hyperplasia of medium-sized mesenteric vein. The artery is highlighted by elastin stain. Blue arrows indicate fibrin thrombi

in vessels.

share the same CT findings—for example, ulcerative
colitis was found to consistently have a patent inferior
mesenteric vein (14). A recent review of published cases
in the literature found the most encountered endoscopic
features to be ulceration, mucosal congestion, friability, and
stricture. Diffuse mucosal erythema and friability affected
the rectosigmoid in all patients reviewed (15). In our two
cases, in addition to these findings, non-bleeding tissue on
biopsy was also noted.

Complete appreciation of the etiology of this disease
remains unclear. Some studies have observed that the
myointimal hyperplasia seen in the mesenteric veins
is comparable to pathologic changes noted in failed
saphenous vein grafts used in coronary bypass grafts (2).
The basis of this alteration is 2-fold: adaptation of the
graft secondary to arterial pressures and mechanical
trauma to the endothelium causing fibrin extravasation.
This informs one theory on the etiology of IMHMV.
Some propose that the presence of an arteriovenous fistula
increases venous blood flood flow—Ilike saphenous vein
grafts in coronary artery bypass grafts or arteriovenous
fistulas for hemodialysis. Genta and Haggit proposed
that the mesentery of the hypermobile sigmoid colon
intermittently torses, causing stretching injury and
subsequent arteriovenous fistula (1). At this juncture,
however, no arteriovenous malformations have been noted
on review of the literature or in our two cases. Additionally,
this fails to account for the cases seen in other segments of
the colon or small intestine.

To secure a diagnosis in a timely manner, we are left
to wrestle with the task of identifying patterns in clinical

© AME Publishing Company.

presentation and imaging findings. Surgical resection has
classically been considered the primary method of diagnosis.
Gross specimens with IMHMYV are most frequently described
in the rectosigmoid colon, however, there have been
instances of more proximal disease involving the descending
colon, pancolonic involvement, (7) and even small bowel
disease (5). Interestingly, intraoperative evaluation in both
our cases demonstrated a more distal distribution of disease
extending to the distal rectum. While histopathologic
features have not been definitively identified for IMHMYV,
several reports have suggested features that can prompt
the consideration of this pathology in appropriate patient
populations. In one case report, IMHMYV was diagnosed
preoperatively based on nonspecific ischemic changes
coupled with abnormal thickening of the slightly
tortuous lamina propria veins with smudged eosinophilic
staining (3). Another study further confirmed the presence
of dilated, “arteriolized” capillaries lined by plump
endothelial cells and fibrin deposits in the endothelium (4).
These consistencies give credence to the eventual possibility
of a timelier preoperative diagnosis.

While medical treatment has not yet been optimized,
operative resection has been found to be curative, and thus,
avoids complications inherent to progressive ischemia,
malnutrition, and prolonged antibiotic/corticosteroid use.
This case series looks to highlight the value of including
IMHMV to the clinician’s diagnostic toolbox. At this
juncture, our experience, as well as review of the literature,
suggests that operative intervention with resection and not
medical management, can be curative. Questions certainly
remain for the postoperative period. In both of our cases,
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the remaining rectum was stapled and oversewn. The
tentative plan will be to perform a follow-up proctoscopy to
re-evaluate the rectum. While there have been no published
reports of disease recurrence, the safety of possible reversal
is difficult to establish, even in the setting of normal rectal
mucosa.

Conclusions

The challenge going forward is accurately and systematically
identifying factors from both a pathologic and clinical
perspective that guide timely diagnosis and avoid
unnecessary treatment. Clinicians should have a high
index of suspicion when encountering patients with colitis
refractory to treatment, C'T" angiography negative for arterial
occlusion and biopsy demonstrating changes consistent
with ischemia in the absence of other biopsy findings
specific to inflammatory bowel disease. Undoubtedly, a
multidisciplinary team approach to this condition will be
vital to administering the appropriate treatment modalities
for future cases of IMHMV.
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