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Introduction:-

Takayasu arteritis (TA), also known as “pulseless disease”, is a type of primary systemic vasculitis affecting
medium and large arteries, including the aorta and its branches, as well as the pulmonary and coronary arteries. It is
a chronic inflammatory disease of unknown origin characterized by granulomatous vasculitis, leading to thickening,
dilatation, stenosis, and/or aneurysm formation of the involved vessels Furthermore, the signs and symptoms exist
due to systemic inflammation or ischemia of an organ or limb, and encompass angiodynia, claudication, peripheral
pulselessness, murmurs, ischemic stroke, myocardial infarction, severe systemic arterial hypertension, etc. TA tends
to affect females more than males, with 80% of patients being female.

Furthermore, TA is associated with significant morbidity and can be life threatening. TA is estimated to affect 2.6
persons per million annually. Around 20% of patients experience monophasic and self-limited disease, whereas
others can have a progressive or relapsing/remitting disease. Moreover, the overall 10-year survival rate for this
disease is approximately 90% which can be reduced in the presence of major complications’ Here we present a case
of TA in a 21-year-old female.
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Fig 1:- Takayasu arteritis.

Clinical features:

1. Diminished or absent pulses in 84-96% of patients associated with limb claudication and blood pressure
discrepancies.

2. Vascular bruits in 80-94% of patients,often multiple, and particularly affecting the carotids, subclavian, and
abdominal vessels.

3. Hypertension in 33—-83% of patients,generally reflecting renal artery stenosis, which is seen in 28-75% of
patients.

4. Takayasu retinopathy in up to 37% of patients.

5. Aortic regurgitation resulting from dilatation of the ascending aorta, separation of the valve leaflets, and valve
thickening in 20-24%.

6. Congestive cardiac failure associated with hypertension, aortic regurgitation, and dilated cardiomyopathy.

7. Neurological features secondary to hypertension and/or ischaemia, including postural dizziness, seizures, and
amaurosis.

8. Pulmonary artery involvement in 14-100% of patients, depending on the method used to assess pulmonary
vasculature. Oligaemic lung fields on plain chest X-ray correlate with pulmonary vasculopathy in
approximately a third of cases.Pulmonary artery disease shows little correlation with the systemic pattern of
arterial involvement, but can be useful in the differential diagnosis by helping to confirm Takayasu arteritis.

9. Other symptoms include dyspnoea, headaches, carotodynia, myocardial ischaemia, chest wall pain, and
erythema nodosum.

Treatment:

Medical management of Takayasu arteritis depends on the disease activity and the complications that develop. Some
patients have only mild forms of Takayasu arteritis; others deteriorate considerably. The two most important aspects
of treatment are controlling the inflammatory process and controlling hypertension.

Corticosteroids:
Corticosteroids are the mainstay of therapy for active Takayasu arteritis. However, some patients may also require
cytotoxic agents, to achieve remission and taper of long-term corticosteroid treatment.

Oral corticosteroids are started at 1 mg/kg daily or divided twice daily and tapered over weeks to months as
symptoms subside.
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Long-term, low-dose corticosteroid therapy may be required. Osteoporosis prevention when patients are started on
corticosteroids should be seriously considered.

IL-6 receptor inhibitor:

Evidence supports interleukin-6 (IL-6) as a major component in the inflammatory process of large-vessel vasculitis,
and case reports and observational studies have shown that the humanized monoclonal antibody tocilizumab, which
blocks the soluble IL-6 receptor, can produce clinical responses and have a steroid-sparing effect in patients with
refractory Takayasu arteritis, including patients refractory to tumor necrosis factor (TNF) inhibitors.

B-cell depletion:
Rituximab, a chimeric IgG1 antibody that binds to CD20 expressed on the surface of B cells, has been shown to
improve clinical signs and symptoms of Takayasu arteritis.

Cytotoxic agents:

Cytotoxic agents are used for patients whose disease is steroid resistant or relapsing. These agents are usually
continued for at least 1 year after remission and are then tapered to discontinuation. Methotrexate, azathioprine, and
cyclophosphamide are among the drugs used in Takayasu arteritis.

Cardiovascular procedures:

Bypass graft surgery is the procedure with the best long-term patency rate. Percutaneous balloon angioplasty can
provide good outcomes for short lesions. Angioplasty and stenting have been used to treat recurrent stenosis.
Conventional stents seem to be associated with high failure rates in patients with Takayasu arteritis. Other
procedures include aneurysm clipping and revascularization.

Cardiovascular risk factors:

Strict management of traditional cardiovascular risk factors such as dyslipidemia, hypertension, and lifestyle factors
that increase the risk of cardiovascular disease is mandatory to minimize secondary cardiovascular complications.
These complications are the major cause of death in Takayasu arteritis.

Hypertension is treated with antihypertensive agents, and aggressive therapy is necessary to prevent complications.
Low-dose aspirin may have a therapeutic effect in large vessel vasculitis.

Antiplatelet agents and heparin may prove useful in preventing stroke. Warfarin also has been used. The literature
reports a case of improvement in renal and systemic function with low-dose intravenous (IV) heparin therapy
(10,000 U/d) followed by oral anticoagulant and antiplatelet agents.

Pregnancy:

Pregnancy is an important concern in Takayasu arteritis; these patients require aggressive treatment. Pregnancy may
exacerbate hypertension and/or cardiovascular complications and can increase the risk for maternal and fetal
morbidity and mortality. Pregnancy may be safer during presumed remission of Takayasu arteritis. Fetal monitoring
is indicated in patients with suspected complications of pregnancy.

Surgical Therapy:

Critical stenotic lesions should be treated by angioplasty or surgical revascularization during periods of remission.
Indications for surgical repair or angioplasty are as follows:

Renovascular stenosis causing hypertension

Coronary artery stenosis leading to myocardial ischemia

Extremity claudication induced by routine activity

Cerebral ischemia and/or critical stenosis of 3 or more cerebral vessels

Aortic regurgitation

Thoracic or abdominal aneurysms larger than 5 cm in diameter

Severe coarctation of the aorta.
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Case Report:
A 21 year old female patient reported to Asian institute of gastroenterology and oncology in department of
cardiology, somajiguda, Hyderabad on 24-02-20 complaining of:

1. Cold

2. Cough

3. Fever

4. Facial puffiness

5. Bilateral Renal artery stenosis

6. Resistant hypertension

Physical examination:

Parameters Observed range
Blood pressure(bp) 170/110mm/hg
Pulse rate(pr) 106bpm
Respiratory rate(rr) 18 breaths per minute
Heart rate(hr) 106bpm
Temperature 100°f

Diagnostic tests:

CBP

Liver function tests

Electrolytes

Renal functional tests

Renal angiogram

Other investigations i.e, cholesterol, triglycerides, HDL, LDL.

Based on history, clinical manifestations and above laboratory findings it was confirmed that the patient is suffering
from Takayasu arteritis type V and bilateral renal artery stenosis, resistant hypertension.

Discussion:-

Takayasu’s disease is a chronic inflammatory disease of large and medium sized arteries, involving the aorta and its
main branches, the pulmonary arteries, and the coronary tree. Since the original report of Takayasu’s disease in
1908, the estimated worldwide incidence is 2.6 cases per million per year, with women more commonly affected
than men. Cardiac features are present in up to 40% of cases. Patients usually have no risk factors for atherosclerosis
and yet have atheromatous aorta, suggesting the importance of inflammation in atherosclerosis.

Vascular changes lead to main complications, including hypertension, most often due to renal artery stenosis or,
more rarely, stenosis of the suprarenal aorta; aortic insufficiency due to aortic valve involvement; pulmonary
hypertension, and aortic or arterial aneurysm. Cardiomyopathy, myocarditis, and pericarditis have been also
reported. Patients with pulmonary arterities may develop pneumonia, interstitial pulmonary fibrosis, and alveolar
damage. Other clinical manifestations include vertebra-basilar ischemia, carotid stenosis, and hypertensive
encephalopathy. Takayasu’s disease has also been associated with inflammatory bowel disease, glomerulonephritis,
systemic lupus, rheumatoid arthritis, and ankylosing spondylitis. Less common associations have been seen with
sensorineural hearing loss. The retinopathy originally described by Takayasu’s is seen in only about one-quarter of
patients and is usually associated with carotid artery involvement.

In this case the patient was observed with BP- 170/110 and pulse rate-106bpm, respiratory rate was 18breaths per
minute, temperature was observed to be 100°F.

The Complete Blood Picture of the patient shows that the haemoglobin was found to be 10.9%; RBC count
4.19million cells/ cumm; WBC count 13.80cells/cumm; platelet count 2.4lakhs cells/ cumm; lymphocyte count was
3.82; monocytes 1.19; eosinophils-0.06; neutrophils-8.69; ESR-41mm; MCV-75.2fl; MCH-21.8pg; MCHC-
29.1g/dL
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Liver function tests shows that total bilirubin was 0.73mg/dl; direct bilirubin-0.12mg/dl; SGPT (ALT)-18.13U/L;
SGOT (AST)-14.58.

Renal function tests with a urea level 0f42.8mg/dl and serum creatinine of 0.91mg/dl. Other investigations shows
cholesterol level-202.6mg/dl; triglycerides-130mg/dl; HDL-42mg/dl; LDL-130mg/dl.

The patient was treated with corticosteroid (Prednisolone)-40mg once a day for 5 days; calcium channel blocker
(clinidipine)-10mg twice a day foe 7 days; beta blocker (metoprolol)-50mg twice a day for 7days. The patient was
followed up for 10 days by administering iron supplements and multivitamin and beta lactum antibiotics and was
planned for discharge as there were no further complaints.
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