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Comparing two different presentations of
Takayasu arteritis

Kurukulasuriya SAF'* &), Munidasa D?

Abstract

Reported here are two Asian patients with Takayasu arteritis (TA) with contrasting presentations and responses to
treatment. The first patient was a 53-year-old man who presented with disabling abdominal pain. Imaging
revealed thickening of the coeliac axis extending to common hepatic and splenic arteries causing external
compression with luminal narrowing. There was uniform thickening of the aortic arch and the wall of the
descending aorta along with retroperitoneal fibrosis. Early treatment resulted in almost complete remission in
eight weeks. The second patient was a 48-year-old woman with pain down the left upper limb with eventual
ischaemia of the fourth finger. Imaging revealed circumferential wall thickening at the origin of the left subclavian
artery. Treatment started after 3 weeks of the initial presentation, and took up to 14 months for clinical
improvement. The relative rarity of this disease and the heterogeneous nature of its clinical manifestations
predispose to late diagnosis and delayed treatment. Clinical suspicion and relevant imaging are crucial for the

early and accurate diagnosis and management of patients with TA.
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Introduction

Takayasu arteritis (TA) is a large vessel arteritis that
mainly involves the aorta and its branches. In this
relatively rare disease, the abdominal aorta and its
branches tend to be affected in men, whereas in
women involvement of the thoracic aorta and its
branches is encountered more commonly.(1)

Depending on the vessel that presents the occlusive
or stenotic lesions or aneurysmal dilatations, clinical
manifestations vary. Interestingly, the involvement of
the aortic arch is referred to as the Japanese form
while the involvement of the descending thoracic or
abdominal aorta and its branches is known as the
Indian form. The subclavian and innominate arteries
are by far the most common sites of stenosis.
Involvement of coronary arteries is also recognised.
Isolated pulmonary arterial stenosis(2) has been
reported. Renovascular hypertension due to disease
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of the renal arteries(3) is seen in the paediatric age
group.

In the adult TA patient, involvement of the renal
arteries is common, explaining the elevated incidence
of hypertension, which is encountered more
frequently in the Asian patient. Heart failure and
uncontrolled hypertension due to abdominal aortic
thrombosis has been reported.(4)

The pathogenesis of TA is mainly due to abnormal
cell-mediated immunity(5) CD4+ T cells, CD8+ T cells,
Th17 «cells, NK cells, y6 T Iymphocytes and
granulocytes have been recognised in the cellular
infiltrate.(6) Involvement of the humoral immune
response is also recognised in TA.(7)

It is recognised that TA coexists with inflammatory
bowel disease (IBD). The two diseases may have
common genetic backgrounds and molecular
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pathways. This may influence treatment decisions.(8)
Eshed et al. suggest that IBD and sacrailiitis should be
routinely screened for in the TA patient.

Large-artery biopsies cannot easily be done in
patients with suspected TA. The non-specificity of
clinical presentations, can vary from asymptomatic
disease to severe cardiac failure, and casue delayed
treatment.(9) Imaging tools such as computed
tomography, magnetic resonance angiography,
fludeoxyglucose positron emission tomography-
computed tomography and more recently contrast-
enhanced ultrasonography are frequently used in the
diagnosis and to assess vascular inflammation.(1)

Accumulating evidence has shown that biological
agents such as anti-tumor necrosis factor agents,
tocilizumab and rituximab could be used effectively in
refractory cases.(1) Loricera et al. have shown that
tocilizumab appears to be effective in the
management of patients with TA, particularly in
patients refractory to corticosteroids and/or
conventional immunosuppressive drugs.(10)

Case presentation 1

A 53-year-old Asian man, developed sudden onset
severe abdominal pain. He had noticed episodes of
mild abdominal pain in the preceding month, along
with constitutional features. He also complained of
dizziness. The pain was not postprandial. His bowel
habits were normal. He did not give a history of back
pain.

Examination did not reveal any murmurs or bruits.
The abdomen was nontender. There were no
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features suggestive of systemic lupus erythematosus.
Initially, he was treated with intravenous
pantoprazole on the assumption that the pain was
due to gastritis, to which there was no response. The
ECG t and troponin T levels were both normal. A CT
aortic angiogram was performed on the same day
that he developed disabling pain. There was
enhancing soft tissue thickening of a long sequence
of the coeliac axis extending to common hepatic and
splenic arteries causing external compression with
luminal narrowing. There was uniform thickening of
the aortic arch and the wall of the descending aorta.
The right renal artery demonstrated mild thickening
at the origin (figure 1A).

An MRl scan performed on the next day
demonstrated inflammatory changes in the
retroperitoneum at the origin of the coeliac axis. MRA
of the brain demonstrated subtle wall thickening of
the M2 segment of the left middle cerebral artery. His
ESR was 82 mm/1st hour.

The patient was commenced on methotrexate and
administered 1000 mg of intravenous
methylprednisolone for three consecutive days. After
3 days, this 55 kg patient was commenced on 1
mg/kg of oral prednisolone and the dose was
reduced by 5 mg every week while monitoring
disease activity with the ESR. The abdominal pain
improved significantly. The CT aortogram was
repeated 8 weeks later, and showed almost complete
resolution of arterial wall thickening of the coeliac
axis and the proximal hepatic artery. Mild residual
thickening of the splenic arterial wall was seen (figure
1B). The ESR had dropped to 14 mm/1st hour. The
patient was completely asymptomatic by this time.

Figure 1 - CT aortogram; Before treatment A, After treatment B
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Case presentation 2

A 48-year-old Asian woman presented with pain
down the left arm. Her history dated back to 14
months, when she had presented with severe pain
down the left arm with dysaesthesia. The patient was
investigated for ischaemic heart disease. In two
weeks she developed excruciating pain in the 4th
finger of left hand which changed colour. There had
been no evidence of vasculopathy or trauma. The
patient was a non-smoker. The left radial pulse was
absent, and the brachial pulse was of low volume.
The CT angiography of the thoracic aorta and left
upper limb revealed circumferential wall thickening
of the origin of the left subclavian artery, with
significant luminal narrowing of approximately 50%
(figure 2).

The patient was commenced on methotrexate and
0.5 mg/kg of oral methylprednisolone about three
weeks after the onset of pain. Despite increasing
doses of methotrexate, there was no improvement of
the symptoms. The patient decided to travel to India
for medical treatment. In India, she was treated with
two doses of tocilizumab. There was some
improvement in the pain. The patient was asked to
repeat a CT aortogram. Due to financial constraints,
the next angiography was performed seven months
later. This scan was almost identical to the first scan,
but the luminal narrowing had increased up to 60%.
In addition, mild eccentric atheromatous lesions were
seen in the infra-renal abdominal aorta, causing no
significant luminal narrowing. The patient was
developing worsening upper limb pain. Due to the
unavailability of tocilizumab and the recurrence of
symptoms she was commenced on mycophenolate
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mofetil. Six weeks following mycophenolate mofetil
therapy she improved clinically. Two months later the
patient started developing the same symptoms again.
She was commenced on tofacitinib 5 mg twice daily
to which she has responded remarkably up to now.

Discussion

According to the 2022 American College of
rheumatology/EULAR  classification  criteria  for
Takayasu arteritis(11) both patients fulfil the criteria
for diagnosis of TA. When referring to the 2021
American  College  of rheumatology/vasculitis
foundation guideline for the management of giant
cell arteritis and Takayasu arteritis(12) both patients
presented with features of both active and severe
disease.

When considering the first patient, although
involvement of the descending and abdominal aorta
is more commonly seen in Asians, associated
retroperitoneal fibrosis makes it a rare presentation
of TA. Only five such cases have been reported in the
literature so far.(13) Abdominal pain is rarely
described as a clinical manifestation of Takayasu
arteritis, although abdominal vascular involvement is
common.(14)

The second patient had ischaemia of a digit which is
rarely reported, which appeared after 2 weeks of the
initial presentation. Ischaemic heart disease (IHD)
was considered initially in this patient. While
considering ischaemic heart disease in a patient with
pain down the left arm is of paramount importance,
other diagnoses also should be entertained,

DEEP PLAMER ARCH

REDIAL ART

ULNAR ART
|

Figure 2 - Images depicting narrowing at the origin of the left subclavian artery
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especially when the investigations supportive of IHD
are negative and the symptoms are prolonged. This
case reiterates this aspect.

Even though TA is 8-9 times commoner in the
female(15) and the subclavian and innominate
arteries are the most common sites of stenosis(4),
there was a delay of over 3 weeks in commencing
immunosuppression.  Contrastingly, the patient
discussed in the 1st case was fortunate to have the
CT aortic angiogram conducted on the same day and
have treatment commenced.

The patient in case number one responded almost
completely to methotrexate and IV pulse
methylprednisolone and subsequent high-dose oral
steroids, in eight weeks. There is no evidence that IV
pulse glucocorticoids are more effective than high-
dose oral glucocorticoids.(12) IV pulse glucocorticoids
may be considered for patients with life- or organ-
threatening disease, as in patient 01 where there was
impending bowel ischaemia.(12) The second patient
commenced on treatment three weeks after the
onset of symptoms, and was treated with high dose
oral steroids and methotrexate initially. The response
was poor.

The guidelines recommend the use of a non
glucocorticoid immunosuppressive agent such as
methotrexate plus glucocorticoids over
glucocorticoids  alone.  Tocilizumab is  not
recommended as initial therapy. The guidelines
recommend tapering off glucocorticoids in TA
patients who achieved remission while receiving high-
dose glucocorticoids for 26-12 months, for remission
maintenance.(1) Patient 01 easily achieved remission
in eight weeks, and was maintained on 5 mg of
prednisolone which has now been taken off.

Patient 2 who had not achieved remission even at 14
months was continued on low-dose steroids. She was
commenced on bisphosphonates to prevent
glucocorticoid-induced osteoporosis (GOIP).(16) She
was treated with two doses of tocilizumab, to which
there was no improvement. Adding a TNF alpha
inhibitor is better than tocilizumab at this point.(12)
Due to the unavailability of biologics the patient was
commenced on mycophenolate mofetil to which she
clinically responded initially only to present with
recurrent symptoms in eight weeks. She was
commenced on tofacitinib 5 mg twice daily to which
she responded.(17) This patient's treatment history
depicts a refractory case of TA.
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Conclusion

There is no literature available on the treatment
delay and how it affects the response to treatment in
the TA patient. Nonetheless the comparison of these
two case reports calls for greater clinical suspicion in
considering TA in a patient with ischaemic symptoms
of an arterial territory.
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