Case REPORT

Takayasu's arteritis with renal artery stenosis diagnosed in a

patient with 65 years old

ABSTRACT

Takayasu arteritis is a rare disease
of unknown etiology that affects the
aorta and its main branches. It is a
condition, geographically more common
in Southeast Asia, which mainly affects
women of reproductive age. The clinical
presentation is nonspecific, with signs
and symptoms that vary according
to the affected arterial segment. The
most commonly affected vessel is the
subclavian artery, while renal artery
stenosis is relatively uncommon. Cardiac
involvement and association with other
diseases may also be present. We present
in this report the case of an elderly
patient with late diagnosis of Takayasu's
arteritis and various comorbidities or
related complications.
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INTRODUCTION

Takayasu arteritis (TA) is a rare
chronic granulomatous inflammatory
arterial disease of unknown etiology
that may affect the aorta and its
main branches.™ It is an uncommon
disease, which mainly affects women
their years;
more commonly seen in Southeast
Asia.*® According to data from North
America, the annual incidence is 2.6
cases per one million people.’*

Initial clinical manifestations can

within reproductive

be insidious, with nonspecific signs
and systemic
according to the affected arterial sites,

symptoms, varying

and the left subclavian artery is the

one most often involved, followed by
the aorta, the common carotid, the
renal and the vertebral artery.'*”

Renal artery injury associated with
TA is reported in 30-35% of cases,
with reports mainly from Asia.*’
Stenosis occurs in 23-31% of affected
renal arteries, whereas other lesions
(occlusion, dilation and aneurysm)
are often more common.® TA-induced
renal artery stenosis can result in
malignant hypertension, severe renal
impairment, cardiac decompensation
and premature death.3

CASE REPORT

A sixty-five year-old female, born
and living in Pelotas, a former
smoker, with a previous history of
mitral valve disease due to rheumatic
fever sequelae, withs replacement
by bioprosthesis for 9 years. Since
then, the bearer of heart failure,
atrial fibrillation, and dyslipidemia,
without a diagnosis of hypertension
(SAH).

Two years ago she looked for an
angiologist for medical treatment
due to a deep and erosive lesion
in the medial portion of the right
lower limb and a complaint of
intermittent  claudication.  Her
physical examination revealed blood
pressure (BP) not measurable in the
left arm, murmurs in her left-side
subclavian and carotid arteries and
femoral pulse difference between
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the legs. Her laboratory tests did not stand
out, with creatinine of 1.05 mg/dL and urea
of 17 mg/dL.We ordered a magnetic resonance
angiography (MRA) of her thoracic aorta
and her abdominal and iliac arteries (Figure
1), which results showed signs suggestive of
inflammatory parietal artery disease involving
the thoracoabdominal aorta and its branches,
characterized by occlusion of the left subclavian
artery, the right common iliac artery and also
the superior mesenteric artery, moderate diffuse
reduction of the innominate artery gauge (around
50%), critical stenosis at the origin of the celiac
trunk (70-90%) and moderate stenosis in the
middle third of the right renal artery (between
60- 70%). These findings were consistent with
the diagnosis of Takayasu arteritis. The patient
was then submitted to an angioplasty with a stent
placement in the right iliac artery with complete
resolution of the right lower limb injury. She was
started on a drug treatment for vasculitis with
deflazacort at 30 mg/day.

The patient
corticosteroids for three months only, after which
he stopped and did not return to the angiologist. She

continued treatment with

continued under medical care at a basic healthcare
unit in her own district, where she used to present
nonspecific symptoms such as fatigue, diffuse
arthralgia, dizziness, intermittent claudication,
diffuse myalgia, tachycardia, and depressive
symptoms. In one of these visits, she complained of
recent oliguria, slowness, drowsiness and hair loss.
Her laboratory tests showed TSH 66.09 mIU/L;
free T, of 0.53 ng/dL; creatinine of 5.58 mg/dL
and urea of 172 mg/dL. She was then referred to
the nephrology clinic, where she was admitted for
investigation. During hospitalization, the patient
was treated for hypothyroidism and was submitted
to an abdominal ultrasound scan, which showed
topical kidney, with normal morphology and
echogenicity, with a slight reduction in the right
kidney size, measuring 8.8 cm in its longest axis,
and the left kidney measured 10.3 cm. The patient
improved in renal function with only intravenous
hydration and was discharged with a creatinine of
2.60 mg/dL for outpatient monitoring.

] Bras Nefrol 2015;37(4):501-504

Figure 1. Coronal MRA showed an occlusion of the left subclavian
artery, of the right common iliac artery and also of the superior
mesenteric artery with moderate stenosis in the middle third of the
right renal artery.

During the outpatient follow-up, the patient
presented partial improvement of symptoms, still
complaining of dizziness, slowing of her thinking
process and diffuse myalgia, being referred back
to the hospital. In this new hospital stay, the
patient showed signs of dehydration and new
exacerbation of her chronic kidney disease,
with creatinine at 3.8 mg/dL. After reviewing
the MRA images, we could infer, besides all
the aforementioned findings, the patient also
suffered of subclavian steal syndrome, as she had
an occlusion of the proximal segment of the left
subclavian artery (Figure 2), from its origin all
the way to the emergence of the vertebral artery,
with filling of the distal bed of the subclavian,
which happened because of the reverse blood
flow from the ipsilateral vertebral artery. We
then established the diagnosis of Takayasu
arteritis with chronic ischemic renal failure, and



started treatment with prednisone 40 mg/day for
her vasculitis.

Figure 2. Coronal MRA shows an atypical aortic arch, with occlusion
of the proximal segment of the left subclavian artery from its origin
all the way to the emergence of the vertebral artery, with a filling
of the distal subclavian bed. Brachiocephalic trunk and left common
artery with smooth walls and moderate diffuse reduction in gauge of
around 50%.
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Discussion

Chronic and slow-developing TA -the clinical setting
that is the most frequent, causes vascular lesion
characterized by thickening of the adventitia and
cellular infiltration of the tunica media, with local
destruction of smooth muscle cells and elastin of
the vessels.* The intimal hyperplasia results from
the proliferation of myofibroblasts, followed by
fibrosis of the media and intima, leading to stenosis,
and occasionally overlapping atherosclerosis of the
affected arterial segment.’*

The diagnostic criteria for TA, defined by the
American Rheumatology College, include: age of
onset < 40, claudication of the limbs, decreased
pulse of the brachial artery, difference in systolic
blood pressure > 10 mmHg between the two
arms, murmurs of the subclavian arteries or the
aorta, and abnormal arteriography. Having three
or more of these criteria yields a sensitivity of
90.5% and specificity of 97.8%.'° In this case,
the patient had four criteria, with an unknown
age of onset and late diagnosis.

The clinical expression is varied and may be
asymptomatic for several years, or present as
nonspecific systemic symptoms such as fever,
asthenia, arthralgia, myalgia or night sweats,
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and more rarely: acute vascular events.” The
nonspecific nature of the symptoms upon
presentation, combined with the absence of
physical symptoms, typically results in late
diagnosis and a fail to install proper treatment
early in the course of the disease.* According
to Kerr et al.,''! 20% of the patients are not
diagnosed for three years after the onset of
symptoms. This demonstrates the difficulty in
diagnosis, and corroborates the fact that several
recent studies have shown a high prevalence in
the elderly.”

Cardiac involvement occurs in up to 50%
of patients with TA and may involve any heart
structure.! This association between rheumatic
fever and TA, as described in our patient, is
infrequent and, according to Vale et al., this
combination raises the possibility of a common
immunological basis in the pathogenesis of both
diseases.!? In advanced cases, the occlusion of
arterial vessels of the limbs may resultin ischemic
ulcers or gangrene in a minority of cases.!
Our patient only sought specialized medical
care after she developed an erosive lesion in
the right lower limb, which ultimately led to
the diagnosis of TA, showing the importance
of dermatological aspects, albeit unusual. The
involvement of the subclavian artery is frequent,
present in up to 93% of cases of TA."® The
stenosis of this vessel can lead to neurological
symptoms related to the phenomenon called
the Subclavian Steal Syndrome, with impaired
cerebral blood flow due to the reverse flow of
the vertebral artery.'*In our case, we associated
the partial improvement of the symptoms with
the early hypothyroidism - the subclavian
steal syndrome, as the patient remained with
dizziness and slowness of thought even after a
state of euthyroidism.

According to surveys, renal artery stenosis
induced by TA is seen in 23-31% of patients.®
Atherosclerosis and fibromuscular dysplasia
account for the vast majority of cases of
renal artery stenosis, so it is very rare to have
this stenosis as a manifestation of systemic
vasculitis.!3 Usually, most TA studies are focused
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on brachiocephalic involvement, with no reports
on the exact consequence of renal stenosis, but
it is known that it can result in hypertension
and fatal cardiovascular events.>® In 33-83%
of TA cases there is arterial hypertension (AH),
and in 20-38% of these patients, renal artery
stenosis contributes to this factor.” However,
AH can often be hidden, since the BP measured
in the upper limbs may underestimate the true
central pressure as a result of the subclavian
artery involvement.* In our case, besides the
occlusion of the left subclavian artery, there
was a diffuse reduction in the diameter of the
innominate artery, suggesting lower BP values,
reason why the renovascular hypertension was
probably not diagnosed.

In addition to the considerable morbidity,
TA-related mortality rates have been described
as above 35% in § years.* This arterial disease
remains a clinical challenge at all stages, and
treatment decisions are hampered by a shortage
of evidence pro and against targeted therapies.
In about 50% of cases, steroid treatment alone is
not sufficient to prevent vasculitis progression,
requiring the addition of immunosuppressive
therapy.” The difficulty in dealing with TA is
a reflection of the nature of the disease and
its rarity, which limits the feasibility of future
clinical trials.*
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