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Takayasu Arteritis Associated with Sarcoidosis: A Case Report
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Takayasu arteritis associated with sarcoidosis is very rare with only a few cases report-
ed. We report on a case of a 55-year-old woman who was incidentally diagnosed with
sarcoidosis and demonstrated numbness and weakness of the left upper limb and

lower extremities associated with Takayasu arteritis.
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INTRODUCTION

Takayasu arteritis (TA) is a chronic inflammatory disease of
unknown etiology primarily affecting the aorta and its main
branches and the pulmonary arteries. The clinical features usu-
ally reflect limb or organ ischemia resulting from gradual ste-
nosis of involved arteries. Takayasu arteritis often occurs in fe-
males during their reproductive years (1).

Sarcoidosis is a systemic granulomatous disease that com-
monly affects the hilar lymph nodes, lung parenchyma, skin,
and almost any organ or tissue can be involved (2). Vasculitis
may be found occasionally in patients with sarcoidosis. A few
cases of concurrent sarcoidosis and TA have been reported (1,
3, 4). However, it has not been confirmed whether vasculitis is
a true manifestation of the disease or an incidentally discovered
abnormality. In this paper, we report a case of 55-year-old
woman presenting with TA accompanied by sarcoidosis. This
additional coincidence has allowed us to suspect a possible as-

sociation between these two diseases.

CASE REPORT

A 55-year-old woman was referred with a 6-year history of
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dyspnea, and newly developed numbness and weakness of the
left upper and both lower extremities for several months. The
patient also complained of general weakness and dizziness. In
addition, the patient has had recurrent uveitis for about one
year. Family history was not significant. She did not smoke
tobacco or drink alcohol and had no remarkable occupational
exposures. A physical examination showed that the patient
had a body temperature of 36.4°C, respiratory rate of 20 breaths
per minute, and pulse rate of 76 beats per minute. Her blood
pressure was 180/90 mm Hg in the right arm and immeasur-
able in the left arm. Bruits were observed over the bilateral ca-
rotid arteries, and a radial pulse could not be found in her left
arm. Her white blood cell count and platelet count were 13,390
per mm® and 227,000 per mm’, respectively Her erythrocyte
sedimentation rate was slightly elevated at 32 mm/hour and
her serum complement levels were normal. Her serum angio-
tensin-converting enzyme (ACE) level was elevated at 84.7 U/
mL. Tests for antineutrophil cytoplasmic antibodies were neg-
ative. Other negative serological studies included antinuclear
antibody, anti-DNA antibody, rheumatoid factor, cryoglobu-
lin, anti-human immunodeficiency virus, syphilis, and hepa-
titis C.

A chest radiograph demonstrated widening of the mediasti-

487



Takayasu Arteritis Associated with Sarcoidosis

nal silhouette and severe calcification of the descending aorta
(Fig. 1A). A contrast-enhanced computed tomography (CT) of
the chest using a 16-multi-detector CT (LightSpeed, GE Health-
care, Milwaukee, WI, USA) was performed. The CT images re-
vealed bilateral enlarged mediastinal and hilar lymph nodes
without necrosis, and extensive calcification with narrowing of
the aorta and major its branches (Fig. 1B-D). Selective arteriog-
raphy showed near total occlusion of the left subclavian artery
with collateral vessels (Fig. 1E). 18-F-fluorodeoxyglucose posi-
tron emission tomography/CT (Biograph Duo, Siemens, Ger-
many) revealed increased uptake in the bilateral mediastinal
lymph nodes with maximum SUV 7.5 (Fig. 1F).

From all of these findings, differential diagnosis included
Takayasu’s arteritis combined with sarcoidosis, lymphoma or
metastatic adenopathy. An excisional biopsy of the right low-
er paratracheal lymph nodes was performed through a right

thoracotomy. Histologic examination showed granulomatous
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inflammation consistent with sarcoidosis. The result of a tis-
sue culture was negative for tuberculosis. The patient began a
regimen of prednisolone at 32 mg/day. Two weeks after the
prednisolone treatment, the patient’s blood pressure was 166/89
mm Hg in the right arm and 98/68 mm Hg in the left arm. After
3 months of treatment, her serum ACE level dropped to normal
(32.2 U/mL). After 6 months of treatment, prednisolone treat-
ment was gradually tapered to 8 mg/day and her symptoms

improved.

DISCUSSION

According to the classification criteria of the 1990 Ameri-
can College of Rheumatology, Takayasu’s arteritis can be clas-
sified if 3 out of the following 6 criteria are fulfilled: 1) age of

40 years or younger at disease onset, 2) claudication of the ex-

tremities, 3) decreased brachial artery pulse, 4) blood pres-

F

Fig. 1. Takayasu arteritis associated with sarcoidosis in a 55-year-old woman.
A. Chest radiograph shows widening of the mediastinal silnouette and narrowing with extensive calcification of the descending aortic wall (black

arrows).

B, C. Contrast-enhanced CT images show circumferential wall thickening and narrowing of the proximal right subclavian (arrows) and left com-
mon carotid (open arrows) arteries, and bilateral hilar and mediastinal enlarged nodes (long arrows).

D. Sagittal reformatted MIP image shows extensive calcification of the descending aortic wall (arrows).

E. Selective left subclavian arteriography shows critical occlusion of the left subclavian artery with collateral vessels (arrows).

F. FDG-PET CT scanning shows increased uptake in bilateral enlarged mediastinal lymph nodes (arrows).

Note.—FDG-PET = 18-F-fluorodeoxyglucose positron emission tomography, MIP = maximum intensity projection
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sure difference between both arms of more than 10 mm Hg,
5) bruits over subclavian arteries or aorta, and 6) arterio-
graphic abnormalities (5). Our patient fulfilled 5 of the crite-
ria, except for age, so that late-onset of Takayasu’s arteritis is
more likely to be the diagnosis for this patient. A rare and in-
teresting manifestation of this patient is the coexistence of
Takayasu’s arteritis with mediastinal lymphadenopathy, which
was confirmed with sarcoidosis on pathology. According to
Fernandes et al. (6), sarcoidosis may be complicated by sys-
temic vasculitis that can affect small- to large-caliber vessels,
and reported that among patients with large vessel disease,
African Americans and Asians appear to be overrepresented
in the United States. To the best of our knowledge, only six
cases of Takayasu’s arteritis associated with sarcoidosis were
reported in English literature (1, 3, 4). However, focus has
been on the clinical symptoms and etiology, with little em-
phasis on the imaging appearance.

The scarcity of reported cases in the literature suggests that
the association between sarcoidosis and Takayasu’s arteritis
may be coincidental. However, considering the relatively low
prevalence of sarcoidosis and TA (sarcoidosis: 1 to 4/million
persons; TA: 1 to 2.6/million persons in western hemisphere
and up to 30/million in Japanese annually), the concurrence
of Takayasu’s arteritis with sarcoidosis exceeds the expected
incidence and raises the possibility that these conditions may
be pathogenically related. In fact, in a review of 60 patients
with TA, Kerr et al. (1) found two cases of sarcoidosis associ-
ated with TA and Fernandes et al. (6) suggested that TA or
other forms of vasculitis and sarcoidosis may be related dis-
eases (7). Reports of Crohn’s disease, another granulomatous
disorder, with TA further support the possibility of a com-
mon basis of granulomatous disorders and TA (1). In a review
of the concurrence of sarcoidosis and aortitis, Weiler et al. (3)
described common features in almost all reported cases: 1)
sarcoidosis precedes vasculitis with a time lag of several years
between diagnoses; 2) the aorta and/or its major branches are
affected; 3) 50% of patients have uveitis, which is much less
common in frank sarcoidosis; 4) all patients respond to glu-
cocorticoid treatment.

In the current report, diagnosis of sarcoidosis and TA were
apparently made at the same time, so that the time lag be-

tween these two diseases was not revealed. We assume that

submit.radiology.or.kr

J Korean Soc Radiol 2011;65(5):487-490

Mi Hye Im, et al

the reason for delayed diagnosis of stage 1 sarcoidosis in this
case is due to silent mediastinal adenopathy.

According to Park et al. (8), the presence of a uniformly
thickened, concentric, high attenuation wall in the aorta or
the presence of extensive full-thickness calcification in a rela-
tively young woman strongly suggests the possibility of
Takayasu arteritis. In our case of a middle-aged woman, un-
usually extensive calcification along the descending aorta
seemed to be related to the late onset of TA. It has been sug-
gested that the thickened wall of calcification in TA tends to
be linear in shape and present in the aortic arch and descend-
ing aorta, sparing the ascending aorta (9), which was also
found in our case.

Like in our case of TA with bilateral mediastinal lymphade-
nopathy, other possibilities of mediastinal malignancy includ-
ing lymphoma or metastatic adenopathy could not be exclud-
ed only by imaging features in a middle-aged or elderly
woman. According to the probable relationship between TA
and sarcoidosis presented as sporadic reports, however, sar-
coidosis should be another diagnosis of choice for mediasti-
nal lymphadenopathy, even if the patients of TA were old
enough for a malignancy to be considered. In conclusion, we
report a case of concurrence of TA and sarcoidosis showing
bulky mediastinal widening and extensive aortic calcification
with luminal narrowing on the chest radiograph in a middle-

aged woman.

REFERENCES

1. Kerr GS, Hallahan CW, Giordano J, Leavitt RY, Fauci AS, Rot-
tem M, et al. Takayasu arteritis. Ann Intern Med 1994;120:
919-929

2. Costabel U, Hunninghake GW. ATS/ERS/WASOG statement
on sarcoidosis. Sarcoidosis Statement Committee. American
Thoracic Society. European Respiratory Society. World Asso-
ciation for Sarcoidosis and Other Granulomatous Disorders.
Eur Respir J 1999;14:735-737

3. Weiler V, Redtenbacher S, Bancher C, Fischer MB, Smolen
JS. Concurrence of sarcoidosis and aortitis: case report and
review of the literature. Ann Rheum Dis 2000;59:850-853

4. Hamzaoui A, Salem R, Klii R, Harzallah O, Berriche O, Golli
M, et al. Co-existing sarcoidosis and Takayasu arteritis: re-

489



Takayasu Arteritis Associated with Sarcoidosis

port of a case. Int Arch Med 2011;4:9

5. Bloch DA, Michel BA, Hunder GG, McShane DJ, Arend WP,
Calabrese LH, et al. The American College of Rheumatology
1990 criteria for the classification of vasculitis. Patients and
methods. Arthritis Rheum 1990;33:1068-1073

6. Fernandes SR, Singsen BH, Hoffman GS. Sarcoidosis and
systemic vasculitis. Semin Arthritis Rheum 2000;30:33-46

7. Maeda S, Murao S, Sugiyama T, Utaka I, Okamoto R. Gener-

alized sarcoidosis with "sarcoid aortitis". Acta Pathol Jpn

1983;33:183-188

8. Park JH, Chung JW, Im JG, Kim SK, Park YB, Han MC. Takaya-
su arteritis: evaluation of mural changes in the aorta and
pulmonary artery with CT angiography. Radiology 1995;
196:89-93

9. Matsunaga N, Hayashi K, Sakamoto I, Ogawa Y, Matsumoto
T. Takayasu arteritis: protean radiologic manifestations and
diagnosis. Radiographics 1997;17:579-594

x O =
AI230|EX 2 SHISt Takayasu Arteritis: 2| 2.3
Yula! - QAT - A - o] - HeAl

AR 0| EF T G R Takayasu 5 UG e B2 Ygho R g 0] Fof Bk glek. ARREL Q5| AR OlES

O % AekE|9in % A9 5H]0] Takayasu FUHO = Q1o AT YRk TAdH 554 o} S A5l
ojof Barskar gt

SRt ot -2 AW 1gatolstatstmAlL P st Al

490 J Korean Soc Radiol 2011;65(5):487-490 submit.radiology.or.kr



