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ABSTRACT

Localized gastrointestinal vasculitis is
a rare condition. It may be observed
as an incidental unexpected patho-
logic finding at the time of biopsy of
an abdominal mass or may present
as unexplained abdominal pain with
or without unexplained lower gas-
trointestinal bleeding. In this report
we describe a new case of localized
polyarteritis nodosa with involvement
of peripancreatic middle-sized blood
vessels. A literature review of cases
of localized gastrointestinal vasculi-
tis was also conducted. A major point
of concern is whether a single organ
vasculitis of the gastrointestinal tract
is actually a localized gastrointestinal
vasculitis or simply an initial mani-
festation of a more severe systemic
vasculitis. Due to this, in cases of lo-
calized gastrointestinal vasculitis a
complete evaluation of the patient to
exclude the presence of a systemic a
potentially threatening systemic vas-
culitis is required.

Introduction

The vasculitides are a heterogeneous
group of conditions characterized by
blood vessel inflammation and necro-
sis (1). By definition, they are systemic
diseases with overlapping clinical and
pathologic manifestations (1, 2). How-
ever, cases of a vasculitis apparently
confined to one organ and mimicking
other conditions have previously been
reported (3). In this regard, a number of
cases of localized vasculitis involving
the gastrointestinal tract have also been
described (4-8).

In this report we describe a new case of
localized vasculitis involving the gas-
trointestinal tract. We have conducted
a review of cases of localized gastro-
intestinal vasculitis.
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A 75-year-old white man with a past
history of smoking, chronic broncho-
pathy and colonic diverticular disease
was operated due to epigastric pain and
the presence of a pancreatic mass on
ultrasound and computed tomography
scans. In the operation a microcystic
serous cystadenoma of pancreas was
found. Because of that a cephalic duo-
denopancreatectomy was performed.
Excision was curative. Incidentally, a
polyarteritis nodosa with involvement
of peripancreatic middle-sized blood
vessels was observed (Figs. 1 and 2).
However, no evidence of systemic vas-
culitis was found over a 3 year-follow-
up period after the diagnosis.

Discussion

The present case is a good example
of localized abdominal vasculitis in-
volving middle sized blood vessels. In
most cases, however, the vasculitic in-
volvement of the gastrointestinal tract
is known to occur in the setting of a
primary systemic vasculitis (9, 10). In
adults vasculitis of the gastrointestinal
tract is more commonly observed in
patients with polyarteritis nodosa with
typical involvement of middle sized
and small arteries (10). Intestinal vas-
culitis may also occur in patients with
other primary systemic necrotizing
vasculitides affecting small and mid-
dle-sized blood vessels such as Churg
Strauss syndrome (9, 10) and more
rarely in cases of Wegener’s granulo-
matosis (9). In addition, primary sys-
temic vasculitides involving only small
blood vessels (capillaries, venules or
arterioles) may also cause gastroin-
testinal manifestations. In this regard,
abdominal pain and gastrointestinal
bleeding are typical findings observed
in children with Henoch-Schénlein
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purpura (11, 12). Individuals classified
as having hypersensitivity vasculitis
may also have gastrointestinal mani-
festations due to abdominal vasculi-
tis. However, severe gastrointestinal
complications due to small-sized blood
vessel vasculitis are less common and
generally less severe in patients with
hypersensitivity vasculitis than in
those with Henoch-Schonlein purpura
(13). Children with Kawasaki disease
may also present gastrointestinal com-
plications (9). Cases of gastrointestinal
manifestations due to primary systemic
vasculitis  affecting predominantly
large-sized blood vessels have been
reported in individuals with Takayasu
arteritis (9) and more rarely in the con-
text of giant cell arteritis (14).
Population-based studies have dis-
closed that secondary vasculitides are
not uncommon in patients with rheu-
matic diseases (15). With respect to this,
vasculitis involving the gastrointestinal
tract may be observed in individuals
with rheumatoid arthritis, systemic lu-
pus erythematosus or Behget’s disease
(9, 16).

As discussed before, although a vas-
culitis is generally considered to be a
systemic disease, it may present as a
localized condition with or without
inflammatory signs (5). Localized vas-
culitis involves blood vessels within a
confined vascular distribution or single
organ without clinical evidence of gen-
eralized inflammation (4, 5).

Burke et al. reported a series of 63
patients with localized gastrointesti-
nal vasculitis (4). As with our present
case, 33 (52%) of them were classified
as having polyarteritis nodosa due to
involvement of middle-sized muscu-
lar arteries. Burke et al. also found 8
(13%) cases of localized gastroin-
testinal necrotizing vasculitis affect-
ing arteries and veins with numerous
eosinophils along with extravascular
eosinophilic microabscesses typical of
Churg Strauss syndrome (4). Besides 12
(19%) cases in whom the only finding
was inflammation of muscular veins,
2 cases with pathological findings of
thromboangiitis obliterans and 1 with
giant cells within the arterial media
layer, these authors reported 6 (10%)
patients with small-sized blood vessel

Fig. 1. A pancreatic medium-sized muscular artery showing panmural infiltrate, fibrinoid degeneration

and destruction of the wall.

Fig. 2. An artery close to the pancreatic acini with fibrinoide necrosis and a florid inflammatory cell
infiltrate consisting mainly of neutrophils around and within the vascular wall.

vasculitis. In keeping with these obser-
vations, we recently reported a patient
with isolated colonic vasculitis due to
involvement of small-sized blood ves-
sels (8). In that middle-age man, a co-
lonic biopsy disclosed the presence of
a necrotizing arteritis involving small
arteries with fibrinoid necrosis and
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neutrophilic infiltration accompanied
by extravasation and fragmentation
of granulocytes (leukocytoclasia). Of
note, the intestinal crypts were normal
(8). In the present report we show an
unpublished figure (Fig. 3) that empha-
sizes the involvement of small blood
vessels within the colonic mucosa in
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Fig. 3. Among the colonic glands, affected small blood vessels of the mucosa can be seen. Fibrinoid
necrosis and nuclear debris within the vascular walls (arrow).

our patient with isolated colonic vas-
culitis (8).

The most frequently involved organs in
patients with localized vasculitis of the
gastrointestinal tract are the small and
large bowel, gallbladder, appendix, and
pancreas (4, 5). As described in our pa-
tient with localized polyarteritis nodo-
sa with involvement of peripancreatic
middle-sized blood vessels, a localized
gastrointestinal vasculitis may be an
unexpected pathologic diagnosis at the
time of biopsy of a tumor (5). However,
alocalized vasculitis of the gastrointes-
tinal tract may present as unexplained
abdominal pain with or without unex-
plained gastrointestinal bleeding (8).
In these cases anorexia and weight loss
are not uncommon.

Patients with polyarteritis nodosa of the
gallbladder usually present with acalcu-
lous cholecystitis (5). An acute abdomen
may be the presenting manifestation of
an appendiceal polyarteritis nodosa (5).
Small-vessel vasculitis involving the
appendix has also been described (4).
Moreover, asymptomatic small-vessel
vasculitis in the gallbladder and appen-
dix has also been described (4).

The intestine is by far the most com-
mon site clinically involved in patients
with localized vasculitis (5). The small

intestine is more commonly affected
than the large intestine (5). In cases
of localized bowel vasculitis the most
common presenting symptoms are
acute abdomen and peritonitis, low-
er gastrointestinal bleeding or small
bowel obstruction (5). Bisceglia et al.
reported two young patients with acute
abdomen caused by necrotizing vascu-
litis of the cecum and ascending colon
with no history of systemic disease or
medical treatment (17). A case of toxic
megacolon as presenting manifestation
of an isolated colonic leukocytoclastic
vasculitis that required surgical explo-
ration and subsequent colectomy has
also been described (7).

Burke et al. reported 5 patients who un-
derwent partial pancreatectomies for bi-
opsy of pancreatic masses (4). Besides
areas of chronic pancreatitis, the histo-
logic examination disclosed the pres-
ence of a small-vessel vasculitis in one
case and a polyarteritis nodosa in the
remaining 4 cases. In our case a mid-
dle-sized blood vessel vasculitis was
also observed following surgery for a
pancreatic tumor.

A major point of concern is whether a
single organ vasculitis of the gastroin-
testinal tract is actually a localized
gastrointestinal vasculitis or simply an
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initial manifestation of a more severe
systemic vasculitis. Taking into account
this consideration, complete evaluation
of a patient with localized gastrointes-
tinal vasculitis is mandatory to exclude
a systemic vasculitis as the prognosis
may differ, and hence, the treatment
also. Due to this, in patients presenting
with localized gastrointestinal vasculi-
tis laboratory determinations including
antineutrophil cytoplasm antibodies,
antinuclear antibodies, rheumatoid fac-
tor, cryoglobulins, C3 and C4 serum
complement levels, HIV, and hepa-
titis B and C serology should be per-
formed. Moreover, close follow-up, in
particular during the first 5 years after
the diagnosis of localized gastrointes-
tinal vasculitis, is required to confirm
that the vasculitis is strictly restricted
to the gastrointestinal tract and no pro-
gression to a more threatening systemic
vasculitis occur in the following years
after the diagnosis of this condition.

In conclusion, localized gastrointestinal
vasculitis is a rare condition. It may be
observed as an incidental finding in the
biopsy or may present as unexplained
abdominal pain and bleeding. In cases
of localized gastrointestinal vasculitis a
complete evaluation of the patient to ex-
clude the presence of a systemic a poten-
tially threatening vasculitis is required.
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