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Summary :

Nineteen patients (11female and 8 male) with a mean age of 22.7years (range 10
to 35yrs) with Takayasu's arteritis were studied between July 1985to June 1993.these
patients had both non vascular symptoms (myalgia/arthralgia in 47%and weight loss in
31%) and symptoms of vascular insufficiency such as arm claudication or numbness
(37%) and hypertension due to renal artery involvement (73%). Vascular bruits were
found in 73% and diminished or absent pulses was detected in 52% of patients. All
patients had arterial involvement at multiples sites documented by aortography with
various combinations of stenosis, irregularity of arterial lumen and anurysm formation.
Angiographic type IIwas most frequent (47%)form found in our series. Five patients
(26%) had pulmonary artery involvement. We con dude that hypertension is one of the
most common manifestation of Takayasu's arteritis in these patients and renal artery
stenosis is the most common cause of hypertension.

Introduction:

Takayasu's arteritis is a chronic inflammatory arteriopathy of unknown aetiology
affecting largevessels, mostmarkedlythe aortaand itsmainbranches,andto a lesserextent,
the pulmonary artery'. The varying anatomic involvement of the vessels, the time course of
the disease, and the periodicity of exacerbations of inflammatory process give rise to a wide
variety of signs and symptoms. ThoughTakayasu's arteritis is more prevalent inJapan, India
and Southeast Asia, it has been reported from virtually all parts of the world without ethnic
or geographic boundaries2.There are some geographic variation in its clinical presentation.
Till now no work has been published from Bangladesh describing the clinical picture of
Takayasu's arteritis. We have encorentered 19 patients with Takayasu's arteritis whose
symptoms and findings demonstrate the clinical spectrum of this disease in our population.
The purpose of this paper is to describe clinical and angiographic findings of the disease in
patients from Bangladesh.

Materials and Methods:

Nineteen patients were studied from July 1985 to June 1993. Ths series consisted of

11 females and 8 males with a mean age of 22.7 years (range 10 to 35 years). Clinical

diagnosis of Takayasu's arteritis was made as per recommendation of the American College

of Rheumatology3. A patient is said to have Takayasu's arteritis if at least 3 of the following

1. Associate Professor of Cardiology, National Institute of Cardiovascular Diseases, Dhaka. 2. Professor of
Radiology and Consultant Radiologist, BIRDEM, Ibrahim Memorial Diabetes Center, Dhaka.
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6 criteria are present: (1) age of onset of the disease is less than 40 years; (2) Claudication
of extremities; (3) Decreased brachial artery pulse; (4) Difference of more than 10 mmHg in
systolic blood pressure between arms; (5) Bruit over subclavian arteries or aorta; (6)
Aortogramabnormality. Multiplestenotic ordilated lesionsofthe aorta, its mainbranches and
pulmonaryartery, as visualisedby aortography,were usedas angiographiccriteria to identify

Takayasu's arteritis.,Patientswith specificcauses forthe arterial lesionwere excluded. All the
patients were admitted to the hospital and evaluated, including comprehensive medical
history,detail physicalexamination, relevantlaboratorytest, echocardiographicexamination
and total aortography.

Results :

Clinical features of patients are summarised in Table I. Hypertension was the
commonest presentation in ou r series and was found in 14 patients (73%); seven patients had .

mild to moderate hypertension, severe hypertensionwas present in 5 and isolated systolic
hypertension in 2. Myalgia and lor arthralgia were common symptom observed and was
complained by 9 patients (47%). Six patients (31%) had a weight loss of more than 5 kg.
Seven patients (37%) had symptoms of the upperextremities, whichwere expressed as arm
claudication in 5 patients and numbness in 2 cases. Three patients had claudication of the
lower extremities.

Multiple vascular bruits and absent or diminished pulses reflecting wide spread
stenoseswere mostfrequent findings on physicalexamination inourpatients. Vascular bruits
were noted in 14 patients (73%); most commonly subclavian, abdominal aorta and carotid
arteries (63%, 58% and 37% respecively). Ten patients (52%) had diminished or absent
pulses mo!';tcommonly involving the radial, ulnar and brachial arteries. Two patients had
absent carotiCtatery pulsation. Early diastolic murmur of aortic regurgitationwas detected in
4 patients. Typical retinopathyas reported by Takayasu was not found inany of the patients,
but hypertensive retinopathywas observed in6 patients (Grade I in2, Grade II in3,and Grade
III in 1 patient).

Anaemia was observed in 8 patients (42%) with a median naemoglobin of 10mg/dl
(range 8 to 13 gm/dl). Erythrocyte sedimentation rate (Westerngren) was elevated in 9
patients (47%) and in 2 patients it was above 100 mm in one hour. Abnormal C-Reactive
protein level was demonstrated in8 patients (42%)and raisedASOT was found in2 patients.
One patient had a positive tuberculin test. Antinuclear factors and direct coomb's test were
negative and LE cell were absent in the all the patients; however, rheumatoid factor was
positive in 2 patients.

Chest radiograms revealed cardiomegaly (cardio-thoracic ratio>50%) in 8 patients
(42%) and calcification of the aortic wall in one patient. Electrocardiograms showed left
ventricular hypertrophy in 9 patients (47%) and ST-T abnormalities in 4 patients.' Two
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dimentional echocardiography revealed left ventricular hypertrophy in 7 cases (37%).

Doppler examination showed grade II to III aortic regurgitation in 4 patients.

Total aortography was performed in all the patients. All 19 patients had angiographic
abnormalities compatible with Takayasu's arteritis. The positive findings consisted with
irregular interhal surface of the vessel wall, with stenosis of the aorta and lor its tributory
arteries, post-stenoticdilatations,sacularaneurysms,and evencomplete occulsion ofvessel
(Figs: 1-3). Table II shows the friquency of involvement of the aorta and the major arteries
of the aorta. The renal and subclavian arteries were commonly affected ones (68% and
58% respectively). Renal arteries were affected in 13 patients of whom 6 patients had
bilateral renal artery involvement. Five patients (26%), 2 males and 3 females, showed
angiographic evidence of pulmonary arterial involvement. Two of the 5 patients with
pulmonary arterial involvement had pulmonary arterial hypertension (mean pulmonary
artery pressure 30 and 32 mmHg).

Table -I: Clinical features in 19patients with Takayasu's arteritis.

Clinical features

*
Myalgia/Arthralgia

Arm claudication/numbness

Leg claudication
Paresis

Fever

Dizziness/syncope

Weight loss

Headache

Diplopia/Transient

visual disturbance

Vascular bruits

- Carotid

- Abdominal aortic

- Subclavain

Diminished or absent pulses

Hypertension

Congestive Heart Failure

Aortic Regurgitation

*

*

*

No 0/0

9 47

7 37

3 16

4 21

5 26

3 16

6 31

5 26

3 16

14 73

7 37

11 58

12 63

10 52

14 73

2 10

4 21
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Table - II : Sites of blood vessel involvement in 19patients with Takayasu's arteritis (by
aortography).

Discussion:

This pecular arteritis was first noted by the Japanese ophthalmologist Takayasu
who described a pecular cappillary flush in the occular fundi, a wreath like arteriovenous
anastomosis around the papillae, and blindness due to cataract in a 21 year old female4.The
underlying cause of these changes was not apperent to him, and he did not offer any
explanation. In the discussion of this case, Onishi and Kagoshima called attention to two
patients with similar occular findings who also had absent radial pulses. Before thi&re:portby
Takayasu, an English physician,Savory, described in detail the clinical and gross pathologic
findings of a fatal case of arteritis of unknown aetiology affecting the aortic arch and its
branches ina young women5.This descriptionwas quite similar to Takayasu's syndrome but
was unnoticed, for a long time. Shimizu and Sono (6) in 1948detailed the clinical features of
this disorder, which in 1954was termed Takayasu's arteritis by Coccaise and Okuda7.Few
entities in the medical literature havebeen labeledwith as many eponyms as hasTakayasu's
arteritis. It has been known as pulseless disease, aortic arch symdrome, young female
arteritis, idiopathic aortitis, reversed coarctation, Martorell syndrome, occlusive thrombo-
aortopathy, and non specific aorto-atreritisB.
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Blood vessels Right Left Bilateral Total
No 0/0

*
Ascending aorta and arch - - - 8 42

*
Descending Thoracic and/or
Abdominal aorta - - - 12 '63

* Subclavian 6 4 1 11 58

* Carotid 2 3 1 6 31

*
Brchiocephalic - - - 6 31

* Vertebral 2 2 0 4 21

* Caeliae Trunk - - - 3 16

*
Superior mesentric - - - - 4 21

* Renal 3 4 6 13 68

* Iliac 1 0 1 2 10

*
Pulmonary 1 2 2 5 26
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Legends of Figures

Fig.-1 : Arch aortogram from a 30 year-old male
showing occlusion of both common carotid
arteries at their origin. Vertebral arteries are
prominent. There is associated marked
norrowing and luminal irregularity of the
descending thoracic aorta.

Fig.-2 : Abdominal aortogram from a 31 year-old
male showing luminal irregularity with long
segment narrowing of the abdominal aorta. left
renal artery is severely stenotic. Irregular
collateral vessels were noted in the region of
hilum. Two renal arteries seen on the right side.

Fig.-3 : Abdominal aortogram from a 9 year-old girl showing gradual tappering of the abdominal aorta
("rat-tail" aorta) with post stenotic dilatation. Severe stenosis of both renal arteries with post stenotic

dilatations. The girl had severe hypertension in both upper extremities.
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The age of onset of the disease is between 10 to 20 years in as many as three fourth

of cases, although cases beginning in early infancy or late middle age have been reported

(8,9). The disease is more common in females. Higher (upto 9.7:1) female to male ratio has
been reported from Japan10and Mixic09, as compared to Singapore (2.2:1) and India

(1.6:1)12.13.Nine patients (47%) in our series was in the age rangeof 10 to 20 years. Female
to male ratio was 1.4 :1 which is remarkably different than the Japanese data but similar to
the Indian data.

The classic descriptions to Takayasu's arteritis stress the existence of two phases of

the disease. The prespulseless systemic phase is characterised by such diverse signs and

symptoms as fever, night sweates, weakness, weight loss, arthralgia, arthritis, myalia,

cough, haemoptysis, pleuritis, pericarditis, chest and abdominal pains, skin rashes and

erythemas. The late occlusive or pulseless phase of the disease takes the form of variable
ischaemic manifestations secondary to arterial occlusion14.In the vast mojority of patients

onset of the disease is insiduous and the early systemic manifestations are either absent,

vague, or abortive, and passed unrecognised15.In our series of 19 patients, none had
evidence of systemic illness at the time of initial evaiuation. Diffinite past history of

systemic illness could be obtain in 8 patients. All our patients presented with signs and

symptoms of the late occlusive stage of disease. Hypertension in Takayasu's arteritis
appears to arise through several mechanisms, the two most improtant of which are

haemodynamically significant acquired coarctation of the aorta and renal arterystenosis16.
Decreased aortic capacitance and reduced baroreceptor reactivity may be contributory1?

Patients with hypertension in our series had either unilateral or bilateral renal artery stenosis
or occlusion.

At the present time total aortography is of paramount diagnostic improtance in

establishing the diagnosis of Takayasu's arteritis18.The entire aorta and all its branches must
be visualised in order to make a definite diagnosis of Takayasu's arteritis. It is the composite

of the symptomatic and asysmptomaticchanges in the aorta and its branches which creates

a highly characteristic arteriographic configuration.

Depending upon the site of involvement of the aorta and its branches Uen019

subdivided the disease into three types. Type I involves the aortic arch and its branches;

Type II involve the thoraco abdominal aorta and its branches sparing the aortic arch;

Type III combines features of both Type I and II. Lupi Herrera20suggested an additional

category (Type IV) in which there is pulmonary artery involvement in addition to features of

Type I, II or III. The incidence of various types in our series is as follows: Type 1-16%,
Type 11-47%,Type 111-37%and Type IV-26%. Although angiographic classification are
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useful for the location of arterial lesions and for surgical diagnostic reasons, no prognostic

implications can be determined with such classification8.Majority of our patients, 9(47%)

had Type II lesions. The antomic area of disease involvement seems to vary amng different
ethnic groups. Type IIIdisease inthe mostcommonly seen inJapan; Type II is most frequent
form found in South Africa, India and Malaysia21.

Pulmonary arterial involvement in patients with Takayasu's arteritis has not only

been confirmed at autopsy22.23but also been detected by pulmonary angiography,
measurement of pulmonary artery pressure and ling perfusion scanning20.22.24.In the

studies where pulmonry artery involvement has been specifically looked for, it is reported to

occur in 41 to 100% of the patients (20,22-28). In our series angiographic evidence of

pulmonary artery involvement was less common and was seen in 5 patients (26%). Still a
lower incidence of pulmonary artery involvement of 14.3% of patients had been repo"rted

recently from India24,

We conclude that Takayasu's arteritis is Rrevalent in our population and is more
common in females. Female to male ratio in our series (1.4:1) is lower compared to those

reported from other countries like Japan and Mexico but is similar to Indian data.

Hypertension is one of the most common manifestation of the disease and renal artery
stenosis is the most common cause of hypertension in these patients.

References :

1. Hall S, Barr W, Lie JT, Stasor AW, Kazmier FJ, Hunder GG. Takayasu's arteritis: A study of 32 North

American patients. Medicine, 1985; 64: 89-99.

2. Lande A and Berkmen YM: Radiological Aspects of Aortitis. In Lande A, Berkmen YM and McAllister HA.

(eds): Aortitis: Clinical, pathologic and Radiographic Aspects. New York, Raven Press, 1986; 81-143

3. Arend WP, Michel BA, Bloch DA, et al: The American College of Rheumatology 1990-Criteria for the

classification of Takayasu's arteritis. Arthritis and Rheumatism, 1990; 33: 1129-34.

4. Takayasu M : Case with unusual changes of the central vessels in the retina. Acta. Soc. Ophthalmol. Jpn,
1908; 12:554-55 (in Japanese)

5. Savory WS: Case of a young woman in wt)om the main arteries ot'both upper extremities and of the left side

of the neck were throughout completely obliterated. Med Chir Trans. Lond, 1856; 39: 205-10.

6. Shimizu K and Sano K . Pulseless disease. Clin. Surg. (Tokyo) 1948; 3: 379-82 (in Japanese).

7. Coccamise WC and Okuda K . Takayasu's or pulse less disease An unusual syndrome with ocular

manifestations. Am J Ophthalmol, 1954; 37: 784-91.

74



Vol. 20, No.2 Clinical and angiographic profile of Takayasu's M. Nazrullslam et al.

8. Lupi Herrera Eand Seoane M: Takayasu's Arteritis (NonspecificAortoarteritis). In Lande A, Barkemen YM,
and McAllister HS (eds): Aortitis.Clinical, Pahtologic and Radiographic Aspects. New York, Raven Press,

1986; 173-91.

9. Lupi Herrera E, Sanchez TG, Marcuschamer J, mispireta J, Horwitz S and Vela JE Takayasu's
arterities : Clinical Study of 107 cases. Am Heart J, 1977; 93: 94-103.

10. Ihikawa K : Diagnostic Approach and proposed criteria for the clinical diagnosis ofTakayasu's arteriopathy.

J Am Coil. Cardiol, 1988; 12: 964.72.

11. Teoh PC, Tan LKA, Chia BL, et al: Non.specific aorto-arteritis in Singapore with special reference to

hypertension. Am Heart J, 1978; 95: 683.90.

12. Agarwal R, Tyagi S, Arora R, Khalilullah M: Clinical and angiographic profile of aorto-arteritis in India. Ind
Heart J, 1989; 41: 390.93.

13. Subramanyan R, Joy J, Balakrishnan KG: Natural history of aorto-arteritis. Circulation, 1989; 80: 429-37.

14. Nakao K, Ikeda M, Kimato S, et al: Takayasu's arteritis: Clinical report of eighty four cases and immunological

studies of seven cases. Circulation, 1967; 35: 1141.55.

15. Lande A, Bard R, Rossi P, Passarichu Rand Castruci A: Takayasu's arteritis a world wide entity (report on

twelve caucasian patients). NY State J Med 1976; 776: 1477.83.

16. Swinton NW and Cook GA: Systolic hypertension and Cardiac mortality of Takayasu's aortoarteritis.

Angiology, 1976;27: 568-73.

17. Takishita A, Tanaka S, Orita G, Kanaide 'H and Nakamura M: Baroreflex Sensitivity in patients with

Takayasu's aortitis. Circulation 1977;55: 803-10.

18. Lande A and Rossi P :The value of total aortography in the diagnosis of Takayasu's arteritis. Radilogy, 1975;

114: 287-97.

19. Ueno A, Awane Y, Wakabayachi A and Shimizu K : Successfully operated obliterative brachiocephalic

arteritis (Takayasu) associated with the elongated coarctation. Jpn. heart J, 1967; 8: 538-44.

20. Lupi Herrera E, Sanchez TG, Horwitz S and Gutierrez FE: Pulmonary artery involvement in Takayasu's
arteritis. Chest, 1975; 67: 69-74.

21. Sise MJ, Counihan CM, Shackford SR and RowlyWR: The clinical spectrum ofTakayasu's arieritis. Surgery,

1988; 104: 905.10.

22. Nasu T: Pathology of pulseless disease: Systematic study and critical review of twenty one autopsy cases

reported in Japan. Angiology, 1963; 14: 225-42.

23. Saito Y, Hirota K, Ito I, et al: Clinical and Pathological studies of five autopsied cases of aortitis syndrome.

Part I. Findingsolthe aorta and its branches, peripheral arteries and pulmonary arteries. Jpn Heart J, 1972;
13: 107.117.

75



Bangladesh Med. Res. Counc Bull. !\ugust1994

24. Sharma S, Kamalakar T, Rajani M,Talwar KKand Shrivastava S: The incidence and patterns of pulmonary

artery involvement in Takayasu's arteritis. Clinical Radiology, 1990,42: 177.82.

25 Suzuki y, Kenishi K, and Hisada K . Isotope Lung scanning in Takayasu's arteritis. Radiology, 1973; 109:

133.39.

26. Liu YO: Radiology of aorto-arteritis. Radiologic clinics of North America, 1985; 23: 671-88.

27. yamato m, Lecky JW, Hiramatsu K, and Kohda E . Takayasu's arteritis: Radiographic an'!, angiographic

findings in 59 patients. Radiology, 1986; 161' 329.34

28 'Matsunaga N, Hayashi K, Aikawa H, Uetani M, el '11Digital Subtraction angiography in Takayasu's arteritis,

Acta Radiologica (Stock), 1987: 28. 247-55.

76


