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Isolated visceral manifestation of Buerger’s disease

presenting as intestinal obstruction: a case report

Ramesh Rana, MD?, Satyadeep Bhattacharya, MDP, Baishali Bhattacharya, MD, MPH®, Ram K. Ghimire, MD",
Neeraj Joshi, MD**

Introduction and importance: Buerger’s disease is an uncommon segmental nonatherosclerotic vasculitis essentially affecting
small to medium-sized arteries and veins of upper and lower extremities and can lead to limb amputation. Visceral vessel involvement
is quite rare accounting for 2% of cases presenting with acute abdomen due to mesenteric ischemia. Moreover, isolated visceral
involvement is even rare.

Case presentation: A 42-year-old gentleman, a chronic smoker, presented with abdominal pain associated with nausea and
vomiting and loose stool of 2 months duration. Magnetic resonance enterography revealed segmental circumferential wall thickening
with stricture in the mid part of the jejunum with lymphadenopathy features of possible inflammatory bowel disease (Crohn’s disease).
Furthermore, intraoperative surgical findings were also suggestive of Crohn’s disease. However, histologic findings were consistent
with thromboangiitis obliterans.

Discussion: Thromboangiitis obliterans can present with inflammatory vascular lesions without necrosis in the early stage to varying
degrees of recanalisation, gangrene, and amputation in the late stage. It rarely involves the brain, heart, and abdominal viscera. The
visceral involvement may be in the form of intestinal obstruction or mesenteric ischemia or can mimic Crohn’s in a background of
smoking.

Conclusion: This case report will help to learn more about the rarer intestinal presentation of intestinal Buerger’s disease. It can
present with features of bowel ischemia, obstruction or Crohn’s. So, histology would play a pivotal role in differentiating the diagnostic

dilemma.
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Introduction

Buerger’s disease is a relatively rare segmental nonatherosclerotic
vasculitis predominantly affecting small to medium-sized arteries
and veins, especially of upper and lower extremities, and can lead
to limb amputation. It has a lower prevalence than peripheral
arterial disease, even in countries where it is prevalent. Visceral
vessel involvement is quite rare, accounting for 2% of cases
presenting with acute abdomen due to mesenteric ischemial’~!.
The etiology is unknown and no definite treatment protocol is
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HIGHLIGHTS

e Buerger’s disease is a rare segmental nonatherosclerotic
vasculitis of small and medium-sized vessels of extremities
and can lead to limb amputation.

e Visceral involvement is relatively rare accounting for 2%
of cases presenting with acute abdomen due to mesenteric
ischemia. Isolated visceral involvement is even rare.

e Our case is a 42-year-old gentleman, a chronic smoker who
presented with clinical features suggestive of partial bowel
obstruction, radiological imaging, and intraoperative find-
ings were in favor of Crohn’s disease. However, histo-
pathological findings revealed Buerger’s disease. So
histopathological correlation has great importance in case
of dilemma.

available. However, smoking is a known risk factor and smoking
cessation prevents disease progression!>>,

We report a very uncommon case of visceral manifestation of
Buerger’s disease mimicking features of Crohn’s disease pre-
senting as intestinal obstruction.

Case presentation

We report a 42-year-old gentleman who presented with chief
complaints of abdominal pain and distension, associated with
nausea and vomiting for 2 months. Sometimes pain was aggra-
vated by food intake. Stool consistency was loose with a
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fluctuating frequency of 4-6 episodes/day, sometimes associated
with mucus without blood, and one episode of black stool
2 months before presentation. He also gave a history of pain and
tightness over his left lower leg on walking long distances or brisk
walks, which relieved by rest. Furthermore, there was a history of
left lower leg discolouration and decreased sensation and was
advised to get the opinion of a vascular surgeon 7-8 years ago.
However, he did not seek a vascular opinion and the symptoms
improved later, with no similar issues to date. He has a history of
binge drinking and smoking since the age of 20 amounting to 20
pack years. On examination, his vitals were stable (pulse 80 beats
per minute, blood pressure 139/90 mmHg, afebrile, respiratory
rate of 18/min), with normal bilateral dorsalis pedis and popliteal
arterial pulsation. On abdominal examination, multiple small
lipomas with mild epigastric tenderness observed in a non-
distended abdomen. Respiratory and cardiac examinations were
normal. Laboratory investigation showed hemoglobin mildly
elevated at 18.4 gm/dl and C-reactive protein of 22.6 mg/dl,
otherwise lab values were within the normal limits (Table 1).
Initial ultrasonography showed mural thickening and dilatation
of jejunal loops in the left hypochondrium and epigastric region
with normal peristalsis suggesting enteritis. Furthermore, mag-
netic resonance enterography in our center revealed segmental
circumferential and symmetrical minimal wall thickening with
stricture in the mid part of the jejunum with features of small
bowel obstruction, prominent vasa recta, and few enlarged lymph
nodes in mesentery suggesting probable inflammatory bowel
disease (IBD-Crohn’s disease). The celiac trunk, proximal
superior mesenteric artery (SMA) and inferior mesenteric artery
were normal, however, few beaded appearances of the distal
branches of SMA were seen without occlusion (Fig. 1). Given the

Routine laboratory findings

Lab parameters Count Range Unit

Hematology ~ White blood cells 6280 4000-11 000 cells/cumm
Red blood cells 5.63 4.44-5.61 millions/cumm
Hemoglobin 184 13.5-16.9 gms%
Packed cell volume 51.4 40-50 %
Platelets 339000 150 000-450 000 cells/cumm
MCV 91.3 81.8-95.5 fl
MCH 32.7 27-32.3 pg
MCHC 35.9 32.4-35 gm/dl
ESR 11 <15 mm/hr
CRP 22.6 <10 mg/dl
Prothrombin time 13.10 11-16 Sec.
INR 1.01

Biochemistry ~ Fasting blood sugar ~ 93.00 74-106 mg/dl
Urea 16 15-45 mg/dl
Creatinine 0.9 0.66-1.25 mg/dl
Sodium 135 137-145 mmol/l
Potassium 4.30 3.5-5.1 mmol/l
Total cholesterol 174 <200 mg/dl
Triglycerides 69 <150 mg/dl
HDL 34 <40 mg/dl
LDL 126.15 <100 mg/dl
VLDL 13.80 <30 mg/dl
Albumin 4.20 3.5-5.0 g/dl

CRP, C-reactive protein; ESR, erythrocyte sedimentation rate; HDL, high-density lipoprotein; INR,
international normalizing ratio; LDL, low-density lipoprotein; MCH, mean corpuscular hemoglobin;
MCHC, mean corpuscular hemoglobin concentration; MCV, mean corpuscular volume; VLDL, very low-
density lipoprotein.

history suggestive of recurrent subacute bowel obstruction,
laparoscopic-assisted resection anastomosis of the jejunum was
performed. Intraoperative findings showed dense adhesion
between the jejunal loop (10 cm), omentum and transverse colon,
circumferential stricture in the jejunum in the adhesed loop 80 cm
from the duodenojejunal flexure, and dilated proximal loop with
collapsed distal loop. Multiple enlarged mesenteric lymph nodes
were observed adjacent to the stricture. Therefore, the post-
operative first differential was IBD-Crohn’s. However, the his-
tology revealed a denuded ulcerative mucosa with acute and
chronic inflammation, hemorrhage, and necrosis extending to the
submucosa. No granulomas were seen. There was marked fat
necrosis in mesenteric fat with histiocytic reaction, giant cells and
broad areas of sclerosis. Submucosa also showed sclerosis. Blood
vessels, especially arterioles showed intimal thickening with
edema and fibrosis and many with near occlusion, rare small
vessel inflammation. Fibrinoid necrosis was not seen and the
internal elastic lamina was intact. Adjacent mucosa showed
regenerative villi. Lymph nodes showed reactive changes. The
severe mesenteritis could be related to a healed perforation/mural
necrosis. The features were consistent with thromboangiitis
obliterans or Buerger’s disease given the histological findings and
history of heavy smoking (Fig. 2).

The patient was advised to strictly quit smoking. Further
investigations were done to rule out Buerger’s disease-related
other organ involvement. Both venous and arterial Doppler scans
of bilateral lower limbs were normal. Mild mitral regurgitation
was seen on echocardiography without other abnormalities,
which have no clinical significance with Buerger’s disease. The
patient was asymptomatic at 6 weeks follow-up and the hemo-
globin dropped to 16.7 g/dl on subsequent consultation.

This work has been reported in line with the Surgical Case
Report (SCARE) 2023 criterial’.

Discussion

Thromboangiitis obliterans, also known as Buerger’s disease, is a
nonatherosclerotic, segmental inflammatory and obliterative
vascular disease of small to medium-sized arteries, veins, and
nerves. It has three phases: i) acute phase: characterized by acute
inflammation involving all layers of the vessel wall in association
with occlusive cellular thrombosis containing polymorpho-
nuclear leukocytes, multinucleated giant cells, and micro-abscess
evolved in the distal circulation. In contrast, the internal elastic
lamina appears relatively spared in other systemic vasculitis. ii)
Subacute phase: there is a progressive organization of the occlu-
sive thrombus in the arteries and veins with the persistence of
inflammatory cells. And iii) Chronic phase: characterized by
complete organization of the occlusive thrombus with extensive
recanalization, prominent vascularization of the media and
adventitial and perivascular fibrosis with no presence of inflam-
matory cells. In all three stages, the normal architecture of the
vessel wall including the internal elastic lamina remains intact,
which distinguishes it from atherosclerosis and other systemic
vasculitis. Extensive arterial occlusion accompanied by the
development of corkscrew collateral vessels is characteristic of
angiographic findings but not pathognomonic!®”), In the late
stage, the thrombus becomes organized leading to varying
degrees of recanalization and subsequent gangrene and
amputation!®. The involvement of the brain, heart, and
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Figure 1. A, B, C: Magnetic resonance enterography showing circumferential wall thickening with a stricture of mid jejunum with proximal dilatation of the lumen. D:
magnetic resonance angiography showing few beaded appearances of the distal superior mesenteric arterial branches without occlusion and with the normal celiac

trunk, proximal superior mesenteric artery, and inferior mesenteric artery.

abdominal viscera is very rare; however, it can have visceral
involvement before involvement of the extremities'>*). It is most
common in the Orient, Southeast Asia, India, the Middle East and
the Far East, but least common in North America and Western
Europe. It affects predominantly men than women, especially
young male smokers!®~'%, However, its prevalence is rising due to
increased smoking in women as well™'2I, They can present with
symptoms of abdominal pain or postprandial pain, weight loss,
and bloody stool. Diarrhea can present in 25% of cases!'3!.
Smoking has a strong correlation with disease involving direct
idiosyncratic toxicity caused by a component of tobacco or an
immune response to the same agents that have modified host
vascular wall proteins'®!%!*l There is no definite treatment for
this disease; however, administration of injectable iloprost, a
synthetic analog of prostacyclin PGI2 over 28 days was superior
to aspirin and had better results in relieving the pain and complete
healing of all trophic changes™®!. Smoking cessation has a high
preventive value in disease progression rate with only 5% of

ex-smokers developing disease in another site compared to 100 %
in those who continue smoking!™.

We found 45 case reports regarding intestinal Buerger’s disease
in the literature and those with full details are shown in Table 2.
However, some case reports were in non-English language and
the details were inadequate!'>!315-2¢],

In our case, the patient presented with abdominal pain and
distension associated with nausea and vomiting. The abdominal
imaging and intraoperative findings were suggestive of probable
IBD-Crohn’s. However, the histologic finding was consistent
with the Buerger’s disease. According to the systematic review,
the mean number of cigarettes smoked daily was 32+ 12 and the
duration of smoking before mesenteric ischemia was
22+8 yearsPl. In our case, the average number of cigarettes
smoked per day was 20, especially in the last 10 years and the
duration of smoking was 22 years before abdominal symptoms.
In the majority, the SMA involvement was seen (53 %), followed
by both (22%), inferior mesenteric artery (12.5%), and celiac
artery and its branches (12.5%). There was only visceral
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Figure 2. A, B, C: Histopathological picture showing the foci of ulcerative mucosa with acute and chronic inflammation,

showing intimal thickening with edema and fibrosis and many with near occlusion, rare small vessel inflammation.

hemorrhage and necrosis. Arterioles

Buerger’s disease case reports with gastrointestinal manifestations

Authors Age (years)/sex Peripheral involvement Gl symptoms Site of Gl involvement
Bhushan M et ai" 45/female Toe and finger amputation Pneumo peritoneum Ascending colon predominant colon
Mishra SV et al¥ 45 years Right midfoot amputation Pain abdomen, vomiting, loose stool Jejunum and appendix

Naqvi H A et al!"
Darshan J et a/l"®
Lee KS et al®

Edo N et a/l'®
Magalhdes ED et all"”

Cho YP et a/l"®
Medlicott SA et all""!
Kobayashi M et a/l"”!

Kurata A et al?"
Adem C et al?"!
Arkkila PE et a/%??
Ziad H et ai'?

MZ Siddiqui et al®!
lto M et a/?4

Michail PO et al%®!
Herrington JL et a/"*!

38 years/male
48 years/male
65 years

39 years
54 years/male
41 years/male

37 years/male
43 years/female
42 years/male

35 years/male
37 years/male
50 years/male
50 years/male

51 years/male
42 years/male
42 years/male
33 years/male
42 years/male

Lower leg amputation

Migratory thrombophlebitis s/p RLL

amputation
Toe amputation
Below knee amputation

Claudication of left hand
Right leg claudication
Left leg amputation

Gangrenous left toe with ulcer
Distal limb

History of Iterative amputations
Peripheral artery disease

Below knee amputation
Upper limb venous thrombosis

Intermittent rectal bleeding
Abdominal pain and diarrhea
Periumbilical and RUQ pain

RLQ pain, bloody stool

Severe abdominal pain and vomiting

Periumbilical and right lower quadrant pain,
vomiting

Diffuse abdominal pain

Abdominal pain

Abdominal pain

Abdominal pain
Unexplained abdominal pain

Postprandial epigastric pain, vomiting 1&
diarrhea

Abdominal pain and vomiting
Left lower quadrant abdominal pain
Abdominal pain, anorexia, weight loss

Sigmoid colon
Proximal jejunum
Sigmoid colon

Sigmoid colon
Superior mesenteric artery
lleum

Jejunum and proximal ileum

jejunum

Terminal ileum, cecum and part of
ascending colon

lleum

Mesenteric infarction

Perforation of colon

Preterminal Small bowel

Recurrent intestinal ischemia

Cecum and proximal ascending colon
Terminal ileum

Sigmoid colon

Distal ileum
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involvement, beaded appearance in the distal branches of SMA
without occlusion and obvious peripheral vascular involvement
in our case as reported in the literature, which is extremely rare’!.
Our patient is unique with features of Buerger’s disease. While
only abdominal symptoms suggesting subacute intestinal
obstruction were there. The initial thought was probably IBD-
Crohn’s until the histology report confirmed the diagnosis and
retro-prospectively we evaluated the patient to see if other sites of
ischemia were involved or not. However, he did not have sig-
nificant involvement of other sites except visceral involvement
leading to intestinal obstruction besides his smoking habit.
There were some limitations of our case report as well. We did
not rule out other vasculitis which can mimic Buerger’s disease
such as Behcet’s syndrome, rheumatoid arthritis, and systemic

lupus erythematosus!®”.

Conclusions

Intestinal Buerger’s disease without peripheral involvement is
very uncommon. It can mimic Crohn’s or present with features of
bowel ischemia or obstruction. Therefore, in that case, Buerger’s
disease should be kept in the differential. Moreover, histo-
pathology would play a pivotal role in differentiating the diag-
nostic dilemma. As in our case, the histopathology revealed
Buerger’s disease where the primary differential was Crohn’s in a
background of clinical findings, radiological imaging, and
intraoperative findings.
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