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Takayasu’s Arteritis and Systemic Lupus
Erythematosus-A Rare Coexistence
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ABSTRACT

Takayasu arteritis, also known as “pulseless disease” is an inflammatory disease characterized by large caliber artery inflammation.
Although tuberculosis and syphilis are known to be associated with Takayasu arteritis, it is rarely found in association with Systemic
Lupus Erythematosus (SLE). We report a case of 28-year-old Indian female with SLE, on low dose corticosteroids, she presented with
hypertension and developed sudden onset of abdominal pain. She was found to have features suggestive of large vessel vasculitis.
The patient was treated with one month of high dose corticosteroids and discharged. She was reviewed, once inflammation
subsided and underwent procedure of placement of a self-expandable stent. She had improvement of blood pressure immediate
post procedure and reduction of abdominal pain and claudication pain after two weeks of follow up. Although, SLE is known to
involve small and medium-sized arteries, large vessel involvement and features of Takayasu arteritis are extremely rare, clinically.

CASE REPORT

A 28-year-old unmarried Indian female presented to the hospital
with a history of easy fatigability, malar rash and bilateral upper and
lower limb claudication pain on exertion for three months. She had
a history of photosensitivity since the age of 12 years for which
she used topical sunscreen and hypromellose 0.2% eye drops, as
prescribed by a local physician. Five years later, the patient had
generalized fatigability and increased hair fall and on evaluation
was found to be hypothyroid and started on thyroid hormone
supplementation. She was diagnosed to have hypertension and
was treated with cilnidipine 10 mg twice a day by a local physician.

The patient presented to the hospital with complaints of increasing
malar rash since past one month that increased on exposure to
bright sunlight [Table/Fig-1]. She gave a history of lower limb
claudication pain mainly in thigh muscles compared to the upper
limb. She had complaints of on and off small joint pains since five
years which got relieved with non-steroidal anti-inflammatory drugs,
but since past one month, her joint pains were not relieved by non-
steroidal anti-inflammatory drugs.

On examination, the patient had a weak pulse on the right upper
limb with normal rhythm and pulse rate of 76 beats per minute,
blood pressure recorded was 138/90 mmHg in the right upper
limb, 160/104 mmHg in left upper limb, 140/94 mmHg in right
lower limb and 142/92 mmHg in left lower limb respectively. The
general physical examination showed bruit in right carotid. Systemic
examination was unremarkable.

Laboratory investigations showed haemoglobin 10.5 gm/dL,
Erythrocyte sedimentation rate of 85 mm/hour, Mantoux test
negative, serum creatinine 0.8 and globulin 5.06 gm/dL with a
positive Coombs test. Urinary protein and microscopic examination
were normal. Autoimmune workup showed Anti Nuclear Antibody
strongly positive with Anti dsDNA positive with a titer of 140 IU/L
and low complement level C3-62 mg/dL (90-180mg/dL), C4 level
-8 mg/dL (10-40 mg/dL). Because of difference in blood pressure
a carotid Doppler was done which showed mild narrowing of the
right subclavian artery. Anticardiolipin and Anti CCP were negative.
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[Table/Fig-1]: Malar rash.

She was counselled regarding evaluation of secondary causes of
hypertension, but due to poor economic condition she refused for
further investigations and was discharged from the hospital.

Twomonthslater, the patient presentedtoemergency withcomplaints
of severe abdominal pain, generalized not associated with reflux
symptoms or diarrhoea and severe lower limb claudication pain.
Ultrasound examination of the abdomen and pelvis were normal.
Upper Gastrointestinal Endoscopy showed no abnormality. In view
of persistent abdominal pain CECT abdomen with angiography was
done which showed no evidence of mesenteric vasculitis but focal
circumferential irregular wall thickening of thoracic aorta for a length
of ~1.0 cm causing luminal narrowing of 1.3 cm at the level of T11-
T12 suggestive of large vessel occlusive vasculitis Type lll Takayasu
arteritis [Table/Fig-2a,b]. She was started on prednisolone 1 mg/kg
and was planned for stenting after active inflammation settles. After
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[Table/Fig-3a-d]: Angiography showing mid thoracic aorta constriction, Self
Expandable stent in thoracic aorta, Baloon dilatation of the stented part, Normal
Flow post angiography.

one month of steroid therapy, a self-expandable stent was placed
10 x 94 mm walls after balloon dilatation to the site of stenosis, and
the site where the stent was placed was reviewed with angiography
which showed dilatation with adequate dye passage [Table/Fig-
3a-d]. The patient was better symptomatically with reduction of
lower limb claudication and normalization of blood pressure 2 hours
post procedure.

DISCUSSION

Takayasu’s arteritis syndrome coexisting with SLE have been
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described very rarely with only 21 cases available in the literature,
of which four had associated antiphospholipid antibody syndrome
and last two cases reported in literature were of Sokalski DG et
al., and Bandyopadhyay D et al., [1,2]. Takayasu arteritis is a rare,
inflammatory, large-vessel vasculitis because it primarily affects
the aorta and its primary branches and is usually a granulomatous
inflammation which involves all arterial walls and is of unknown
aetiology. Females are affected in 80 to 90 percent of cases, with
the usual age of between 10 and 40 years (median — 34 years)
with prevalence high in Asian continent [3]. Seko Y et al., described
Takayasu arteritis as granulomatous infiltration of aortic tissue
mainly by Killer cells, especially gamma delta T lymphocytes [4].
Absent or diminished pulsation is seen due to arterial wall thickening
or thrombosis of main branches of aorta, often asymmetric but
collateral formations precludes occlusion in a majority of cases but
in untreated cases may lead to occlusion and gangrene [5].

All of the American College of Rheumatology criteria of Takayasu’s
arteritis were met in the indexed case which included: (1) Age less
than 40 years; (2) Decreased right brachial pulse; (3) blood pressure
difference of >10 mm Hg between the two arms; (4) bruit over the
carotid artery; (5) Lower limb claudication; (6) angiographic evidence
of thoracic aorta arteritis [6]. The present patient had evidence of
thoracic aorta arteritis and usually Asians have predominantly Type
lIl Takayasu’s arteritis as described by Hata A et al., also called as
‘Middle aortic syndrome” or “Atypical coarctation” [7].

According to Systemic Lupus International Collaborating Clinics, the
present case was fulfilling five out of eleven clinical criteria being: (1)
Acute cutaneous lupus- malar rash; (2) Photosensitivity; (3) Arthritis;
(4) Alopecia; (5) Haemolytic anaemia — coombs positive and four
out of six immunological criteria being: (1) ANA — Positivity; (2) Anti
dsDNA - Positive; (3) Low complement level; (4) Positive Direct
Coombs test making a diagnosis of SLE [8].

Bandyopadhyay D et al., described a similar case of Takayasu's
arteritis which progressed to Systemic Lupus Erythematosus. SLE is
associated with vasculitis in 56% of patients mainly cutaneous small
vessel vasculitis, and lesions in the aorta are rare occurrence. Vascular
involvement is one among the major cause of death and morbidity
in patients with SLE. However, vascular involvement is common in
males of younger age group [2]. Chakrabarti N et al., described a case
of a pregnant female with SLE and diagnosed with Antiphospholipid
syndrome (APS) having Takayasu arteritis on presentation in a
background of claudication pain and gangrene of lower limbs [9].

Mechanisms involved in  Systemic Lupus Erythematosus
pathogenesis is due to autoantibodies and the immune complexes
they form with antigens leading to defective phagocytosis and
triggering B cell activation through B-cell activating factor and by
persistently activated T helper cells making B-supporting cytokines
such as IL-6 and IL-10. This along with genetic polymorphism,
hormonal and environmental factors lead to abnormal activation of
the immune system [10]. Takayasu’s arteritis was the first vasculitis
associated with infective agent Mycobacterium tuberculosis which
triggers the activation of superantigens by cross-reaction with heat
shock protein and production of cytotoxic T lymphocytes and
leading to chronic granulomatous inflammation [11]. Thus, since
T cell-mediated immunity plays a major role in both the diseases
it may be an overlap of the immune mechanism which leads to
coexistence of both diseases.

CONCLUSION

Takayasu’s Arteritis and Systemic lupus erythematosus are diseases
duetoimmunedysregulation. Overlap of vasculiticinvolvement should
be considered in any patient with Systemic lupus erythematosus
presenting with abdominal pain or claudication of limbs about large
vessel involvement which is rare in SLE. Angiographic diagnosis is of
utmost necessity in such patients as delay may lead to mesenteric
ischemia or limb gangrene.
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