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Abstract

Takayasu arteritis (TA) is an idiopathic large vessel vasculitis which
occurs mostly in young Asian females. The authors report an atypical
presentation of TA in a woman who presented with signs and symp-
toms of limb claudication and mesenteric ischemia. This case illus-
trates the potential severity of this disease and the difficulty in its di-
agnosis and treatment. A 46-year-old Caucasian woman was admitted
to the hospital with right lower limb claudication, aroused for small
distances, in association to ischemic ipsilateral foot ulcers. She also
reported recurrent episodes of abdominal pain, vomiting and diarrhea
which leaded to an overall weight loss of 10 kg in a period of a year.
Non-invasive vascular testing revealed a right ankle-brachial index
of 0.17 and a left ankle-brachial index of 0.37. The abdominal aor-
tography and the computed tomography (CT) angiography showed
an occlusion of the superior mesenteric artery and irregularities of
the aortic lumen. Oclusions in the right internal iliac artery and in
the distal common femoral artery were found in the pelvic aortogra-
phy. Lower limbs arteriography revealed multiple stenoses. The his-
tological result from the femoral endarterectomy was consistent with
large vessel vasculitis. The diagnosis of TA was established accord-
ing to the American College of Rheumatology Criteria, based on the
patient’s symptoms, physical and imaging findings. Despite aggres-
sive immunosuppressive therapy with prednisolone and infliximab,
an atypical refractory massive mesenteric ischemia occurred, lead-
ing to patient’s death. TA is a rare disease with variable presentation.
Since this disease is associated with high morbidity and mortality, an
early diagnosis is essential for the best prognosis. Critical mesenteric
ischemia and peripheral limb ulcers are rare presentations. As mes-
enteric ischemia can be potentially fatal, early aggressive immuno-
suppressive therapy and resection of the affected bowel segment are
usually required.

Keywords: Takayasu arteritis; Vasculitis; Rheumatology; Internal
medicine; Vascular surgery

Manuscript submitted October 20, 2017, accepted November 3, 2017

aDepartment of Internal Medicine, Hospital de Braga, Braga, Portugal
®Department of Vascular Surgery, Hospital de Braga, Braga, Portugal
“Department of Pathology, Hospital de Braga, Braga, Portugal
dCorresponding Author: Catarina Nunes, Rua Pedro Alvares Cabral 345, Santo
Tirso, Portugal. Email: catarinaspn@hotmail.com

doi: https://doi.org/10.14740/jmc2945w

Introduction

Takayasu arteritis (TA) is a large-vessel chronic inflamma-
tory vasculitis, mostly affecting large and medium sized ar-
teries, with predilection for the aorta and its main branches.
The inflammatory process results in stenosis, occlusion, dila-
tion or aneurysm formation in the arterial wall [1, 2]. It is a
rare disease with unknown etiology. Although the disease has
a worldwide distribution, it appears to occur more often in
young Asian women [3].

Patients with TA may present constitutional symptoms,
vascular-ischemic pain with typical features such as lower
limb claudication, decreased or absent peripheral pulses, vas-
cular bruits, hypertension and reduction or discrepancies in
blood pressure between arms [1, 2].

Epidemiological and mortality studies about TA are
scarce but it is generally accepted that the survival of patients
with TA is significantly lower than that observed in general
population [4]. Medical treatment for TA includes glucocorti-
coids, immunosuppressants and new biological agents which
are applied to patients with TA refractory to conventional
treatment, with favourable results [5]. Efficacy of endovascu-
lar treatments for vascular complications, and consequently
their indications, is still a matter of debate because of the
high rate of restenosis at an early stage after the procedure
[5]

The authors describe a case of TA which presented with
signs and symptoms of limb claudication and mesenteric is-
chemia. This case reflects the severity of this disease and also
the complexity in its diagnosis and treatment.

Case Report

A 46-year-old Portuguese Caucasian woman was admitted to
the hospital with right lower limb claudication and non-infect-
ed ischemic ulcers on the second and third toes of right foot.
Symptoms started 4 years before, with progressive worsening
of right leg claudication, aroused for small distances 1 month
before her admission.

Over the last year, she also described complaints of recur-
rent and transient episodes of severe abdominal pain, wors-
ened after meals, accompanied with vomiting and diarrhea,
with increasing intensity and frequency that led to an overall
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Figure 1. (a) Abdominal aortography: occlusion in the distal third of the superior mesenteric artery without collateral vasculariza-
tion. (b) Abdominal CT angiography with 3D reconstruction: distal third occlusion of the superior mesenteric artery.

weight loss of 10 kg during that period. A Raynaud phenom-
enon on the third, fourth and fifth fingers of the left hand was
also reported.

There was a relevant previous exposition to smoking habit
(28 pack-unit years) and a consumption of about 40 g of alco-
hol per day. She denied hypertension, diabetes, dyslipidemia
or surgical background. There were no regular medications.

On physical examination she was emaciated. The cardio-
pulmonary auscultation was normal. There were no bruits over
both of the carotids, suprasternal and supraclavicular areas.
Abdominal palpation was non-painful and no organomegaly or
pulsating masses were found. No abdominal bruits were heard.

Right femoral pulse was less palpable than the left one.
She had absent right popliteal and pedal pulses; weak left pop-
liteal pulse and absent left pedal pulse. Left brachial, radial
and ulnar pulses were very weak. Right upper extremity pulses
were normal. The right ankle-brachial index (ABI) was 0.17
and left ABI was 0.37.

Laboratory investigations revealed a normocytic normo-
chromic anaemia with an haemoglobin level of 10.4 g/dL (ref-
erence range 13.5 - 17.0 g/dL), white cell count 14.2 x 10%/L
(reference range 4.0 - 11.0 x 10°/L) with 47% of neutrophils,
platelet count 372 x 10%/L (reference range 150 - 400 x 10%/L),
erythrocyte sedimentation rate (ESR) 13 mm/h (reference
range 1.0 - 20.0 mm/h), and C-reactive protein (CRP) 2.9 mg/L
(reference range < 2.9 mg/L). Renal, hepatic and thyroid func-
tions were normal. Lipid profile was also normal. Serum pro-
tein electrophoresis did not reveal any change. Viral serology
tests for human immunodeficiency virus (HIV), hepatitis B
virus (HBV), hepatitis C virus (HCV) and syphilis were nega-
tive. Bacterial and fungal blood cultures were negative. Au-
toimmune screening, including rheumatoid factor, anti-cyclic
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citrullinated peptide antibodies (anti-CCP), antinuclear anti-
bodies (ANA), double-stranded DNA antibodies (dSDNA) and
cytoplasmic antineutrophil cytoplasmic antibodies (c-ANCA)
was also negative.

The transthoracic echocardiogram showed a patent fora-
men ovale that did not explain diffuse arterial changes. The
abdominal aortography and CT angiography showed an oc-
clusion in the distal third of the superior mesenteric artery and
irregularities of the aortic lumen (Fig. 1). Pelvic aortography
revealed occlusion of the right internal iliac artery and oc-
clusion of the distal common femoral artery (Fig. 2). Lower
limbs arteriography also showed multiple stenoses (Fig. 3).
Doppler ultrasound of the left upper limb showed diffuse con-
centric thickening with multiple stenoses exceeding 50% of
occlusion.

The diagnosis of TA was made according to the American
College of Rheumatology 1990 criteria (claudication of ex-
tremities, decreased brachial artery pulse, blood pressure dif-
ference greater than 10 mm Hg and arteriogram abnormality).

Rescue immunosuppressive therapy with prednisolone
was started (1 mg/kg/day), along with hypocoagulation with
low-weight heparin, clopidogrel (75 mg/day) and pentoxifyl-
line (400 mg thrice daily).

Despite medical treatment, persisting right foot pain
as well as gradual worsening of ischemic ulcers led to an
attempt of revascularization of the right femoral artery by
surgical approach. Therefore, an open endarterectomy of the
distal common femoral artery and a thromboembolectomy
using a Fogarty balloon catheter were done. A thrombus and
a small piece of the inner layer of the artery were collected.
The histological result showed clots and an acute polymor-
phic inflammatory infiltrate suggesting a large vessel vascu-
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Figure 2. Pelvic aortography: irregularity of aortic lumen, occlusion of
the right internal iliac artery and distal occlusion of the common femoral
artery.

litis (Fig. 4).

Although there was improvement in lower and upper
limbs symptomatology, the persistence of abdominal pain and
vomiting related to meals due to celiac-mesenteric vascular
ischemia , lead to a more aggressive immunosuppressive strat-
egy with an anti tumor necrosis factor (TNF) agent (infliximab
5 mg/kg).

In spite of aggressive medical treatment, refractory ab-
dominal pain and vomiting worsened during hospitalization
and the patient died 2 months after initial admission due to is-
chemic colitis consequent to inoperable mesenteric occlusion.

Discussion

TA is an idiopathic large and medium vessel vasculitis charac-
terized by segmental chronic inflammation affecting predomi-
nantly aorta and its main branches [1, 2]. Annual estimated
incidence is up to 3.3 cases per million in Asia compared to
0.4 - 1.3 cases per million in Europe [6]. The constant inflam-
matory process induces several degrees of stenoses, occlusions
and dilatations of the involved vessels leading to ischemia and
aneurysm formation [2].

TA presents with varied symptomatology, although it
may be asymptomatic for a long time [3]. At an early stage,
non-specific symptoms of inflammatory disease such as fever,
night sweats, weight loss, malaise and arthralgia may appear
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Figure 3. Arteriogrphy of the lower limbs: occlusion of the superficial
femoral and popliteal arteries in the right and left limb.

and often anticipate more specific features. Usually narrowing
vascular process is insidious allowing appropriate collateral
vessel formation. As the disease advances, vascular occlusion
may occur with symptoms related to the arterial affected area,
which may include vertigo, syncope, stroke, limb claudication,
angina, renovascular hypertension, abdominal pain and aortic
dissection [1, 2, 7].

Critical mesenteric ischemia is an unusual manifestation
of TA and may present with chronic and refractory abdominal
pain [7, 8]. In a retrospective study with 126 patients diagnosed
with TA only four had mesenteric ischemia as a manifestation
of the disease [4]. Peripheral limb ischemia and gangrene are
also extraordinarily uncommon with only 10 previous reported
cases in literature [7, 9]. Concomitant intestinal and peripheral
limb ischemia is extremely rare [7].

Elevation of inflammatory markers such as CRP or ESR is
not pathognomonic for TA disease [2, 3]. According to data, at
the time of diagnosis, inflammatory markers elevation can be
found in only about 71% of the cases [4].

Establishing an early diagnosis is essential to the patient
prognosis, since this disease is associated with high morbidity
and mortality. Suspicion must be kept even when rare features
are present, and a correct assessment of the vascular arterial
area must be performed. Conventional angiography, which al-
lows accurate assessment of vessel morphology and lumen,
remains the gold standard for the diagnosis. CT angiogram and
magnetic resonance angiography can also be used to evaluate

www.journalmc.org 385



Takayasu Arteritis With Mesenteric Ischemia

) Med Cases. 2017;8(12):383-387

Figure 4. (a, b) Part of the wall of a blood vessel (H&E x 40) with acute inflammatory infiltrate (H&E % 100). (c) Calcifications of

the wall of a blood vessel (H&E x 20). (d) Blood clot (H&E x 20).

large and medium size vessels [2, 3, 10].

In this case, clinical diagnosis of TA was based on Ameri-
can College of Rheumatology 1990 criteria, accomplishing
four of the six criteria: claudication of extremities, decreased
brachial artery pulse, difference of greater than 10 mm Hg
in systolic blood pressure between arms and arteriogram ab-
normality. These classification criteria have a sensitivity and
specificity of 90.5% and 97.7%, respectively [11]. Finally, the
histological result was consistent with large vessel vasculitis.

Noteworthy in this case is the disease progression despite
hypocoagulation, antiaggregation and immunosuppressive
therapy with prednisolone. In about 50 % of the cases, isolated
corticoid therapy is not sufficient to prevent vasculitis evolu-
tion and additional immunosuppressive therapy is required [2].
As in TA patient, the TNF-a level is increased, a vehement
strategy with infliximab was instituted. The goal was to ob-
tain the control of the disease in a fast and short time due to
progressive degradation of the patient’s clinical status. Several
studies have reported the efficiency of biological agents in the
treatment of refractory TA patients [12-16]. This did not apply
on this case. The past medical history of smoking habits may
also have worsened the patient’s prognosis.

In conclusion, TA is a rare disease with variable presenta-
tion and nonspecific immunological laboratory profile. Estab-
lishing an early diagnosis is essential for a better prognosis,

386 Articles © The authors | Journal compilation © ] Med Cases and Elmer Press Inc™

since this disease is associated with high morbidity and mortal-
ity. Critical mesenteric ischemia is an unusual manifestation of
TA, nevertheless it can be a disastrous complication, requiring
aggressive immunosuppressive therapy and usually involving
resection of the affected segment of intestine. Multiple periph-
eral limb ulcers with consequent gangrene are extremely un-
common.
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