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Takayasu’s arteritis, known as “pulseless disease,” is a chronic idiopathic inflammatory

disease, which has a greater predilection for large vasculature in the body. Initially
described in the1800s, this rare condition is more commonly seen in Asian women in
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Introduction

Takayasu’s arteritis is an uncommon, systemic inflamma-
tion involving large vessels of unknown etiology that have
a higher incidence in females of younger age group. It is
defined as “granulomatous inflammation of the aorta and
its major branches” by the Chapel Hill consensus conference
on the nomenclature of systemic vasculitis.! As it commonly
involves brachiocephalic vessels, it is known as “pulseless
disease” or “aortic arch syndrome.”? Takayasu’s arteritis can
present as isolated, atypical, and/or catastrophic disease. It
can involve multiple or one major organ systems of the body.
The condition is common in all parts of the world, although
it seems to be more common in Asians. Aortic arch involve-
ment is frequent in Japanese whereas abdominal aorta
involvement is common in Indians with Takayasu’s arteritis.?
In India, women-to-men ratios are as low as 1.6:1.1 The
underlying etiology is chronic inflammation, and various eti-
ologies have been proposed.

Case History

A 36-year-old woman, a known case of hypertension, came
with 4-year history of intermittent claudication of Rutherford
grade I in the right lower limb, which was progressively
increasing in nature to Rutherford grade II. Previously the
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40 years age group. Herein, the authors report the case of a 36-year-old woman whose
exertional claudication was the initial manifestation of active Takayasu’s arteritis along
with involvement of multiple peripheral arteries not involving ostial area of the vessels,
instead affecting the proximal area and also presenting with thrombosis of right CIA
(common iliac artery), which is an unusual presentation in case of Takayasu’s arteritis
without aneurysmal involvement.

patient had dragging pain in right upper limb and one episode
of giddiness not associated with loss of consciousness and
palpitations. Over time, she had worsening right lower limb
pain associated with coldness, pallor, numbness, and pares-
thesias, and gradually claudication distance was decreased to
100 m. Recently she developed rest pain of lower limb and
was in Rutherford grade III.

Examination

The patient was anxious with right cold lower limb with
absent peripheral pulses. Pulse was felt well in the left upper
limb with a pulse rate of 88 beats/min and blood pressure
(BP) of 180/90 mm Hg. Right radial pulse was of low volume
with BP of 110/80 mm Hg. Left carotid and left subclavian
bruit was present. Precordium revealed normal findings.
With the onset of symptoms before 40 years of age and pre-
senting with prominent upper and lower limb ischemia in a
female Takayasu'’s arteritis was diagnosed.

Investigations

Hemoglobin was 12.3 g% with normal leukocyte count. Eryth-
rocyte sedimentation rate (ESR) was elevated with 86 mm in
the first hour along with positivity of C-reactive protein (CRP).
Electrocardiographic (ECG) was normal. Two-dimensional
(2D) echo showed no regional wall motion abnormality
with good left ventricular function. Right lower limb arterial
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Doppler study demonstrated thrombosis of the right com-
mon iliac and external iliac arteries, which is an unusual
finding in Takayasu’s arteritis, except noted with aneurysmal
involvement of vessels. Arterial Doppler of aortic arch and its
branches showed reduced flow in left common carotid and
no flow in right subclavian artery. Computed tomographic
(CT) peripheral angiogram showed tight left common carotid
artery stenosis and total occlusion of right subclavian artery
along with thrombosis of the right common iliac artery (CIA).

Coronary angiogram showed normal epicardial coronaries.
Carotid angiogram showed that the left common carotid artery
had 70 to 80% stenosis and that the right common carotid
artery was normal. Arch aortogram showed ostial total occlu-
sion in the right subclavian artery (Fig. 1A, B). Lower limb arte-
riogram showed total occlusion in the right CIA, with reforma-
tion at the common femoral artery with distal occlusion at the
level of the anterior and posterior tibial arteries (Figs. 1C, 2A).
Left lower limb vessels were normal. A renal arteriogram
showed right renal artery total cutoff at proximal portion but
not at the ostium, whereas the left renal artery was normal
(Fig. 2B). As the patient presented with rest pain in lower limb,
vascular surgeon opinion was taken regarding thrombolysis
and catheter-directed thrombolysis was done with urokinase
for 24 hours. The patient improved after thrombolysis, and rest
pain decreased .
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Discussion

Takayasu'’s arteritis is a chronic inflammatory disease affect-
ing large- and medium-sized arteries, mainly involving the
aorta and its branches.* Takayasu’s arteritis is also known
as “pulseless disease,” “occlusive thromboarteriopathy,” and
“Martorell’s syndrome.” The aorta may be diffusely involved,
or any of its branches may be affected. Predominantly subcla-
vian and carotid arteries® are involved as in our case. Ves-
sel stenosis is reported in more than 90% of patients as our
index case, whereas an aneurysm is seen in nearly 25%"¢ of
the cases. The presentation of the disease varies geograph-
ically.>"" The site of arterial disease either in the arch or
descending aorta determines its clinical presentation. The
other visceral arteries such as the renal arteries and supe-
rior or inferior mesenteric arteries'? are involved. Classically
all arterial stenosis affects ostium. In this case, subclavian
involvement was ostial, but renal involvement was not ostial,
and proximal involvement was seen.

Ishikawa graded Takayasu’s arteritis based on the
presence of four significant complications such as hyper-
tension, retinopathy, aneurysm formation, and aortic
regurgitation.’”> Hypertension with Takayasu’s arteritis is
commonly renovascular, as in our case. It may be due to
decreased elastic nature and severe stenosis of the aorta

.

Fig. 1
iliac artery showing thrombus containing lesion.

Angiographic images. (A) Right subclavian artery showing no flow. (B) Left common carotid artery showing no flow. (C) Right common

Fig. 2 Peripheral angiographic images. (A) Right popliteal artery no flow. (B) Right renal artery showing total cutoff and no flow.
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and major arteries and impaired baroreceptors regulation
of carotid and aortic sinus.'* Recording of BP and palpa-
tion of all pulses is essential. Noninvasive BP recording by
oscillometric method and pulse oximetry give easy and
reliable BP recordings patients with in pulseless extremi-
ties."! Descending aorta involvement especially around the
renal arteries, which is called as “middle aortic syndrome,”
is a well-described entity in Takayasu’s arteritis, but the
involvement of the iliac artery and femoral artery is rela-
tively rare. Mandalam et al reported 20 cases of common
femoral artery diseases without contiguous involvement
of the external iliac and superficial femoral arteries.
Among them two were of Takayasu’s arteritis.!® Pistorius
et al reported a case of Takayasu’s arteritis with aortoiliac
disease thrombus in a 30-year-old female patient because
of its rarity.'® A series of Takayasu's arteritis by Chung et al
showed 15% involvement of the right or left iliac arteries, of
which either stenosis or wall thickening on CT was demon-
strated, but aneurysmal involvement was not seen.'”

Similarly Arnaud et al, in 82 patients with Takayasu’s
arteritis, demonstrated 15 patients with iliac artery involve-
ment.'® Aneurysm formation, though rarer than stenosis, is
an important cause of death when it ruptures. This variety
of Takayasu’s arteritis was reported to be associated with
thrombus formation. However, our case is a purely stenot-
ic variety with thrombosis of the CIA. Similar to our case,
Ostertag-Hill et al reported a rare case of Takayasu'’s arteritis
with iliac stenosis superadded with thrombus.'*? Treatment
modalities of Takayasu’s arteritis depend on the activity of
disease along with the opening of occluded arteries. Corti-
costeroids effectively suppress inflammation in the active
phase, and good results are seen with immunosuppressive
and cytotoxic agents.?! Surgical intervention is required to
reduce symptoms due to arterial obstruction, and percuta-
neous angioplasty with stenting gives good outcomes. These
interventions are best done in patients when acute inflam-
mation is under control.

Conclusion

This case of Takayasu's arteritis is reported due to the
presence of few rare associations such as proximal renal
artery involvement instead of ostial involvement and also
iliac artery with thrombus, which is also uncommon except
in aneurysmal involvement. However, in our case, there
were no aneurysms, but thrombus was seen with a stenotic
lesion.
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