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Case report

Initial  isolated  Takayasu’s  arteritis  of  bilateral
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Introduction

Takayasu’s arteritis chiefly affects the aorta and its major
branches, including the pulmonary artery. Clinical presenta-
tions of TA are protean and not specific, the vast majority
of patients presented vascular insufficiency such as stenosis,
occlusion, or aneurysm. Such features confuse TA with those
of chronic thromboembolic diseases, fibrosing mediastinitis
or neoplasia, resulting in an erroneous initial diagnosis.1 The
median delay of the diagnosis of disease was 10 months after
the onset of first symptoms.2 Severe hypertension, severe
functional disability, and evidence of cardiac involvement
were good predictors for either death or major event on
follow-up, which help the prognosis assessment and elective
interventions.3

Case  report
An 18-year-old yellow Asian female patient had been suffer-
ing from fatigue on effort, chest stuffiness, chest pain, and
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dyspnea for 8 months. Two months ago, she was admitted to
the department of cardiology in our hospital. Blood pressure
was 126/83 mmHg  without difference between bilateral arms.
The echocardiography (ECHO) showed excessive stenosis of
both branches of pulmonary artery, the initial portion of the
right branch with a lumen of 14 mm and the left 16 mm,  and
a significantly high pulmonary artery pressure of 118 mmHg
(Fig. 1A–B). Dual source computed tomography (DSCT) verified
a considerable partial stenosis of both branches of pulmonary
artery and no evidence of aorta involvement (Fig. 1C–D). All
the clinical manifestations of this patient demonstrated criti-
cal pulmonary artery hypertension with stenosis followed by
left heart involvement. Therefore, she was diagnosed with
congenital heart disease from these findings.

One month ago, tricuspid valve annuloplasty and branch
pulmonary arteries angioplasty were given in another hospital
due to exacerbated symptoms. Laboratory tests postoperative
tation rate is 89.0 mm/h, and rheumatoid factor is 9.1 IU/mL.
Subsequently the patient was admitted to the depart-

ment of rheumatology of our hospital. Diagnosis of TA was
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Fig. 1 – (A–B) Echocardiography 6 months after symptom onset. It showed colorful blood flow in left branch of pulmonary
artery due to the stenotic lesion (A) and remarked tricuspid regurgitation (B). (C–D) Dual source computed tomography of
pulmonary artery 4 months after symptom onset. It revealed the considerably stenosis of both branches of pulmonary
artery (arrows) and no evidence of aorta involvement. LV, left ventricle; LA, left atrium; RV, right ventricle; RA, right atrium;
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O, aorta; PA, pulmonary artery; LPA, left branch of pulmona
entricular outflow tract.

uspected, and as such a complete aortogram was made
ut proved to be normal. Repeated ECHO showed reduction
f tricuspid regurgitation and pulmonary artery pressure,
nd a normal aortic arch and its branches (bilateral internal
nd external carotid artery, and bilateral subclavian artery).
igital subtraction angiography (DSA) findings referred to
o vascular lesions of the aorta and branches, presented
s stenosis, narrowing, occlusion and irregularity of wall
Fig. 2A). Anti-nuclear antibody (ANA) was positive in a titer
f 1:40, and perinuclear anti-neutrophil cytoplasmic antibody

p-ANCA) positive in 1:10. On admission, she was diagnosed as
A. Prednisone 30 mg/day and aspirin 50 mg/day were added.

Six months later, the patient suffered from pulmonary
uberculosis. Treatment with isoniazid, rifampicin, etham-
utol and pyrazinamide for 3 months was ineffective, and
hen turned to 4-aminosalicylic acid, protionamide, mox-
floxacin and clarithromycin intermittent for 15 months,
ventually achieving relief. Prednisone administration per-
isted throughout the procedure. During the follow-up, she
eveloped great depression and was successfully rescued after

aking 20 mg  digoxin once herself. Forty-two months later,
he patient returned again, being attacked by cervicodynia
nd dizziness for 4 months. Computed tomography angiog-
aphy (CTA) revealed a considerable stenosis of the right
rtery; RPA, right branch of pulmonary artery; RVOT, right

brachiocephalic trunk, left common carotid artery and subcla-
vian artery (Fig. 2B). Consultation for department of cardiovas-
cular surgery was required and angioplasty will be undergone.

Discussion

TA affects generally the aorta and its main branches. An anal-
ysis of 108 Takayasu’s arteritis patients in Korea demonstrated
that in TA patients, according to the number of involved vascu-
lar lesions, the most commonly involved branches of the aorta
is the subclavian artery (33.7%), the renal artery (25.3%) and
the common carotid artery (21.7%), and the pulmonary artery
comprised only 0.8%.4 Another report in 1994 of 60 patients
seen at the National Institutes of Health (NIH) pointed out that
two thirds of patients (65%) had aortic lesions, the most com-
mon  site was in the carotid vessels (70%), and 4 of 60 patients
(15%) had pulmonary artery stenosis and hypertension.2

While in Mexico, right heart catheterization and pulmonary
angiography pointed out 50% pulmonary involvement in 22

patients.5 Therefore, pulmonary arteritis involvement is not
rare in the course of TA. Pulmonary artery involvement coex-
ists generally with damage of the most common arteries such
as described above. Nevertheless, it presented as the initial
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Fig. 2 – (A) Digital subtraction angiography of the aorta and branches after tricuspid valve annuloplasty. Images of thoracic
aorta, abdominal aorta and iliac artery were  integrated into one figure. It referred to no vascular lesions that involved the
aorta and branches. (B) Computed tomography arteriograms of the aorta and branches 42 months after TA diagnosis.
Considerably remarkable stenosis of the right brachiocephalic trunk (large arrow), left common carotid artery (small arrow)

and subclavian artery was noted.

isolated presentation is seldom seen. One literature review
performed in the Medline/PubMed database from 1975 to 2009
eventually found 14 patients with isolated pulmonary vasculi-
tis and 8 patients with pulmonary involvement was the initial
presentation.6 This patient experienced other new arteries
involvement of the right brachiocephalic trunk, left common
carotid artery and subclavian artery, 50 months after the first
presenting manifestations.

Atypical presentations of TA with pulmonary symptoms
contribute to an incorrect initial diagnosis. Clinical manifes-
tations of systemic artery involvement appeared after several
years, just as this case we  report that vasculitis of brachio-
cephalic trunk, common carotid artery and subclavian artery
appeared 3 years after the first presentation, resulting in an
erroneous initial diagnosis. The pulmonary artery involve-
ment confused TA with those of chronic thromboembolic
diseases and pulmonary diseases leading to a misdiagnosis.7

Diseases of pulmonary vasculitis are classified into three cat-
egories according to imaging findings, localized nodular and
patchy opacities (angiitis granulomatosis group), diffuse air
space consolidation (diffuse pulmonary hemorrhage due to
capillaritis), and aneurysm or stenosis of the large pulmonary
arteries such as Takayasu’s arteritis, Behcet’s disease.8 Despite

the initial presentations of this patient are not specific, in a
young female presenting with a clinical picture of acute pul-
monary embolism and an elevated erythrocyte sedimentation
rate (ESR) and CRP, with no risk factors for thromboembolic
disease and no evidence of other systemic vasculitides of large
vessels, TA must be considered in the differential diagno-
sis. The effective method to an early and accurate diagnosis
should be considering TA in the differential diagnosis and
active screening. Patients of TA without specific symptoms of
vasculitis showed inflammatory activity in the vessel walls of
the aorta for PET-CT with (18)F-FDG.9

Although clinically significant palliation usually occurred
after angioplasty or bypass of severely stenotic vessels,
restenosis was common.2,10,11 Whereas, treatment of tricus-
pid valve annuloplasty and balloon dilatation in this patient
pulse prolonged glucocorticoid administration have palliated
both the pulmonary and cardiac conditions and stenotic
bilateral pulmonary artery during 3-year follow-up, although
stenosis of the right brachiocephalic trunk, left common
carotid artery and subclavian artery occurred. Arteries recon-
structed after surgical bypass may have superior patency to
those reconstructed by endovascular treatment.12 Biologic
therapy such as anti-TNF and anti-IL-6 receptor agents may
be a useful adjunct to steroids.13–16

In addition, this patient of TA suffered from pulmonary
tuberculosis 6 months after the definite diagnosis of TA. A
possible relationship between TA and infection with Mycobac-

17
terium tuberculosis has been suggested, but not proven.
Positive purified protein derivation (PPD) tests for tuber-
culin were found high in TA patients.18 M. tuberculosis may
contribute to the development of TA via its production of
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uperantigens and the elevated proinflammatory cytokines.19

urther study of the relationship between TA and tuberculosis
ay show the exact role of M.  tuberculosis in the pathogenesis

f Takayasu’s arteritis.
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