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ABSTRACT

Takayasu’s disease is a chronic nonspecific inflammatory vasculitis that mainly affects the aorta and its main branches. Stenotic
involvement of the descending aorta is very uncommon, and the clinical expression may mimic an aortic coarctation.

We report the case of a 25-year-old woman, treated with corticoids for Takayasu’s disease, who consulted for lower limb claudication with
non-controlled hypertension. Pulses in the lower limbs were absent without signs of limb ischemia. An aortic stenosis was highly

suspected. The CT scan showed two severe stenoses on the descending thoracic aorta above the diaphragm.

The surgery was performed under general anesthesia and thoraco-phreno-lombotomy, without extra corporeal circulation.

After controlling the thoraco-abdominal aorta and the intercostal arteries just above the coeliac trunk, we were not able to control the upper
neck so we performed a second thoracotomy in the 4th intercostal space.

Via lateral clamping of the aorta, we performed an aorto-aortic bypass with a tubular Dacron graft. No complications were noted after the

surgery, and we noted the reappearance of lower limb pulses.

One month later, we noted that blood pressure was less elevated, and there was a decrease on number and dose of anti-hypertensive drugs
by the cardiologist. The lower limb claudication also disappeared. The CT Scan control showed a patent bypass.

Descending thoracic aortic stenosis secondary to Takayasu’s disease remains a rare event. Renovascular hypertension is the main indication
for aortic repair. Surgical repair is safe and is considered the best choice of treatment.
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INTRODUCTION

Takayasu’s arteritis was first described in 1908 by Mikito
Takayasu in Japan [1]. It is a chronic nonspecific
inflammatory vasculitis of unknow etiology that mainly
affects the aorta and its main branches. The inflammatory
process results in structural changes that lead to vascular
wall fibrosis and stenosis [2,3]. Stenosisis the most common
vascular lesion [3,4], but aortic aneurysms are also described
in the literature. Stenotic involvement of the descending
aorta is very uncommon, and the clinical expression may
mimic an aortic coarctation.

We report the case of a successful surgical management of
an aortic coarctation secondary to Takayasu’s disease.

CASE REPORT

A 25-year-old woman, treated with corticoids for
Takayasu’s disease since the age of 18, consulted in our

institution for lower limb claudication with non-controlled
hypertension under 3 different antihypertensive drugs. On
physical examination, there was a pulse and blood pressure
asymmetry between the left and right arms. The blood
pressure on right arm was 180/100 mmHg and 140/85mmHg
on the left arm. Pulses in the lower limbs were absent
without signs of limb ischemia. The walking perimeter was
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200 m. In laboratory tests, erythrocyte sedimentation rate
was 2.9 mg/dL. Echocardiography showed signs of (ESR)
was 40 mm/Hour and the C-reactive protein (CRP)
hypertensive cardiopathy but no signs of heart failure.

Due to the absence of lower limb pulses and non-controlled
hypertension, an aortic stenosis was highly suspected. The
CT scan showed two severe stenoseson the descending
thoracic aorta just above the diaphragm (Figure 1). The
distal aorta after the stenosis was hypoplastic and there was
no sufficient lower neck length to allow a proper landing
zone for an endovascular repair. In addition, the risk of post
TEVAR paraplegia was very high due to the coverage of
well-developed intercostal collaterals.

The surgical procedure was performed under general
anesthesia and without extra corporeal circulation. We
decided to perform a thoraco-phreno-lombotomy (Figure 2)
in order to access the thoraco-abdominal portion of the aorta.
From the cutaneous incision, there was a very developed
parietal collateral circulation (Figure 3).

After controlling the thoraco-abdominal aorta and the
intercostal arteries just above the coeliac trunk (Figure 4),
we were not able to control the upper neck. So, we
performed a second thoracotomy through the 4™ intercostal
space (Figure 5). We administrated a 1mg/kg bolus of
heparin, andvia lateral clamping of the aorta, we performed
an aorto-aortic bypass with a 20 mm tubular Dacron graft
(Figures 6 and 7). No complications were noted after the
surgery, and we noted the reappearance of lower limb
pulses.

One month later, we noted that blood pressure values were
less elevated and there was a decrease on the number and the
doses of anti-hypertensive drugs by the cardiologist.

The lower limb claudication also disappeared. The CT Scan
control showed a perfectly patent bypass (Figure 8).

Figure 1. CT scan showing two severe stenoses of the
descending aorta (arrows).
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Figure 2. Thoraco-phreno-lombotomy.

Figure 4. Controlling of the aorta and the intercostal
arteries.
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Figure 5. Intra-operative view showing the thoraco-phreno-
lombotomy and the fourth intercostal space thoracotomy.

Figure 7. Distal anastomoses of the aorto-aortic bypass.
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Figure 8. Control CT at one month showing a patent bypass.
DISCUSSION

Takayasu arteritis is a chronic idiopathic inflammatory
disease which mostly affects the aorta and its main branches.
The median age at presentation is 30 years, ranging from 4
to 63 years [4]. The main histological changes are
granulomatous vasculitis of the medium and the large
arteries. Stenotic lesions are more common; however, mixed
lesions and aneurysmal dilations may also be seen [5].
Female patients with Takayasu arteritis have more frequent
involvement of the thoracic aorta and its branches, where as
involvement of the abdominal aorta and its branches is more
common in males.

Ethnicity implication is also well described, according to
Hata et al. [6], the aorticarch and its branches are mostly
affected in Japanese patients, however in Indian patients, the
abdominal aorta is mostly affected part [4]. Aortic
involvement is found in 50-76% of the patients [7], it can be
seen from the ascendant aorta to below the iliac bifurcation.

Therapy is based on glucocorticoids, but once arterial
stenosis is formed, angioplasty or bypass grafts are the two
available therapeutic options [5]. Renovascular hypertension
is the main indication for interventional or surgical repair

[5].

Endovascular repair is an attractive option [8-10]. Despite
there have been many reports of successful endovascular
repair procedures, reports of long-term outcomes and event-
free survival are sparse. In fact, Destruction of the elastic
fibers inside the vascular wall could explain the poor vessels
response to endovascular repair in Takayasu arteritis patients
[11]. In addition, because of the concomitant aortic branch
involvement, the aortic anatomy become hostile and not
suitable for endovascular repair. The well-developed
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collateral circulation and the extent of diseased aortic
segment places the paraplegia risk as high. Considering the
relatively young age of the patients, long-term durability is
not certain in case of endovascular repair and becomes an
essential determinant for selecting the type of treatment.
Moreover, TEVAR should be carefully performed and
reserved for patients with a high anesthetic and operative
risk [12].

Also, surgical management of coarctation-like aortic stenosis
is well reported in the literature [9,12-17]. In fact, surgical
management is considered the best choice. It is
recommended that open repair should not be performed
during the active phase [12] and proper preparation before
surgery is necessary by administrating corticosteroids, and
eventually immune suppressive agents and antihypertensive
drugs in order to return ESR to normal to reduce the
operation risk [18] Taketani et al. [14] reported in their study
about 33 patients with Takayasu arteritis that overall and
event-free survival rates at 20 years were 62.3% and 58.4%.
Field et al [10] also concluded that surgery was considered
safe with excellent long-term results; Moreover, patients
with active disease were at risk for reintervention [12].

As for high blood pressure after surgical repair, Cohen et al
[19], reported that 96% of patients were normotensive or had
easily controllable hypertension postoperatively [14], like in
our case, the blood pressure levels decreased in the same
way of the need of antihypertensive drugs.

CONCLUSION

Descending thoracic aortic stenosis secondary to Takayasu’s
disease remains a rare event. Renovascular hypertension is
the main indication for aortic repair. Surgical repair is safe
and considered the best choice of treatment. However,
surgery is not recommended during the active phase and
therapy with corticosteroids, eventually immune suppressive
agents and antihypertensive drugs are strongly advised
before repair
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