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INTRODUCTION: Takayasu’s arteritis is a rare form of large vessel granulomatous arteritis affecting
young or middle aged women of Asian origin. It leads to intimal fibrosis and vascular narrowing. It
mainly presents as pulseless extremities, so it is also called as pulseless disease. Treatment is mainly
with steroids and immunosuppressants but TNF-a blockers gives promising results. Surgical options
may need to be explored for patients who don’t respond to steroids.
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CASE REPORT: A 30 year old female presented with 10 months duration of pain, discoloration and
disfigurement in digits of both hands and feet. There is history of increase in pain during night. There
is no variation in pain on exposure to cold. She was treated for the same complaints by a
Dermatologist, but the symptoms did not subside even after treatment. There is history of chest pain
for 15 days. No history of Retrosternal chest pain/tearing/constricting type of pain/radiation of pain
to left upper limb/jaw. No history of diaphoresis/vomiting. There is history of difficulty during
swallowing for 10 days. There is no variation in swallowing for liquids or solids and swallowing
difficulty subsided by itself in 3 days. There is history of low grade, intermittent fever and malaise for
3 days. There are no localizing features for fever.

History of night sweats occasionally present. History of shortness of breath on exertion for 3
days. There is no history of symptoms suggestive of angina/ respiratory tract infections. History is
not suggestive of any habits or addictions. The patient is suffering with pain in digits of both hands
and feet for the last 10 months. She was treated for the same complaints, but the symptoms persisted
even after treatment. No history of any co morbidities.

On examination patient is conscious/coherent/oriented. She is moderately built and
nourished. She is anemic. There is no clubbing/cyanosis/icterus/ pedal edema/ Lymphadenopathy.
Pulse: 100 per min. Rate/Rhythm/volume/character/condition of the vessel wall are normal. Pulses
are feeble in both brachial arteries. All other pulses felt equally bilaterally. Blood pressure: 180/ 120
mm Hg in left upper limb in supine position and 160/110mm Hg in right upper limb in supine
position. There is no bruit over carotid/ subclavian/aorta/renal artery. Cardiovascular
system/respiratory system/gastro intestinal system/central nervous system examination are with in
normal limits.

Local Examination:
1. Discoloration and disfigurement of left tip of index finger. (Fig. 1)
2. Swelling at the tip of left ring finger. (Fig. 2)
3. Swelling at the tip of right middle and right index fingers. (Fig. 3a, 3b)
4. Discoloration of right great toe.
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INVESTIGATIONS:
Hb: 8.9 gms/ dl
Normocytic, Normochromic anemia is present.
T.C.: 9, 700 cells/mm3
ESR: 110 mm/ Hour
CRP: 14 mg/ dl
ANA/ds DNA: Negative. Auto antibodies for other connective tissue disorders are also negative.
Fasting blood sugar: 118 mg/dl
Na+: 130/k+: 4.2 /Creat: 1.4 mg/ dl. Other biochemical investigations are with in normal limits.
Urine analysis normal.
2D Echo: Normal
Doppler Ultrasonography: Normal.

TREATMENT: She was treated with prednisolone 1mg/ kg/ day, Azathioprine 100mg two times a
day, Pentoxyfylline 400mg two times a day, Metoprolol 25mg two times a day, prazosin 5mg once a
day, Telmisartan 40 mg once a day, Atorvastatin 20mg once a day, Tramadol 50mg once a day.
Cyclophosphamide, Methotrexate or TNF blockers like Infliximab, Etanercept can also be used in the
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treatment. Auto amputation of gangrenous parts of fingers occurred after treatment. Her symptoms
subsided after three months of treatment.

DISCUSSION: Takayasu’s Arteritis is a rare, idiopathic, noninfectious, chronic granulomatous, large
vessel vasculitis of young adults affecting the aortal 2 and its branches such as the pulmonary3
arteries. It is also called as Aorto arteritis or pulse less disease or Aortic arch* syndrome because of
its predilection for brachio cephalic vessels. Takayasu’s Arteritis with digital gangrene is a rare
manifestation.

It was named after the Japanese Ophthalmologists ¢ Mikito Takayasu who first described the
disease in 19057. Shikhare reported the first case report in India in 1921.8

The incidence of the disease is 1.26 to 2.6/million/year. It is 10 times more common in
women than in men. Age of onset of the disease is in between second and third decades. All races are
equally affected.

Deposition of Mononuclear cell infiltrates (macrophages, T cells, gamma, delta, cytotoxic and
NK cells) in the arterial intima is the underlying pathogenic mechanism of the disease. Cytokines, IL-
6, TNF in these lesions prompted therapeutic approaches using cytokine targeted biologic agent.

Clinical features;-Claudication is the most commonest complaint (due to involvement of
subclavian artery) followed by Bruit, (approx. 80%) Blood Pressure or Pulse asymmetry, (60-80%)
Hypertension due to Renal Artery Stenosis or a chronically damaged rigid aorta® 10, Cardiovascular!?,
Renal??, Vascular?3 complications cause severe morbidity and mortality. Mortality range is 3-35%.

Patients with active disease presents as increased extremity or visceral pain, malaise,
myalgias, arthralgia, night sweats, fever and laboratory evidence of elevated ESR.

INVESTIGATIONS: Besides routine investigations, Acute phase reactants like ESR/ CRP are elevated.
Normocytic normochromic anemia may be present. Auto antibodies are negative. Arteriography is
the gold standard test. Doppler Ultrasonography helps in assessing occlusive changes, dilation and
can measure post-stenosis flow velocity, arterial wall thickening. CT angiography helps in early
diagnosis of wall thickening. MRI angiography may be useful for follow up and to assess vessel wall.
FDG-PET is a noninvasive metabolic imaging test. It has high sensitivity and specificity for the
presence of inflammation.

DIAGNOSIS: Diagnostic criteria for Takayasu’s arteritis as per 1990 American college of
Rheumatology (ACR):

Age at onset < 40 years

Limb claudication

Diminished brachial pulsations

Difference of > 10 mm Hg systolic pressure between arms

Bruit over subclavian or aorta

oUW e

Abnormal angiogram

A patient has Takayasu’ arteritis if > 3 criteria are present. (Sensitivity: 90.5%, Specificity:
97.8%).
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There is poor correlation between Clinical, Laboratory, Radiologic and Histologic data in
Takayasu’s arteritis. Arteriography is the Gold standard test in Takayasu’s arteritis. MRI detects
qualitative abnormalities in the vessel wall that imply inflammatory change. FDG -PET scan has high
sensitivity and specificity in inflammation. No specific diagnostic test for Takayasu’s arteritis.
Diagnosis depends on clinical features in conjunction with vascular imaging abnormalities

DIFFERENTIAL DIAGNOSIS: The following are the differential diagnosis for Takayasu'’s arteritis

1. Marfans syndrome 2. Ehler Danlos syndrome 3. Inborn genetic errors 4. Large vessel aneurysms
caused by Bacteria, Syphilitic, Mycobacteria, Fungal infections. 5. SLE 6. Cogan syndrome 7. Behcets
disease 8. Spondyloarthropathies 9. Kawasaki disease 10. Giant cell arteritis 11. Sarcoidosis.

TREATMENT: Corticosteroids are the drug of choice for treatment of the disease. Prednisone 1
mg/kg/day is the dose of steroid for 3 months. Relapses occur during steroid tapering. Steroid
resistant and relapsing disease responds to cyclophosphamide 2 mg/kg/day or methotrexate 20
mg/week. Dramatic improvement occurs with TNF blockers. Patients who do not respond to medical
management should go for anatomic correction of lesions. Angioplasty,!* stenting!5> valve
replacements and bypass surgeries can be done for anatomic correction of lesions.16
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