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To our knowledge, this is the first report of Takayasu’s arteritis from Saudi Arabia. Seven
patients out of ten were Saudis. Seven were females and three were males. Chest radiograph is
invaluable in the evaluation of this disease since it allows visualization of the contour of the aorta
with calcification of aortic wall. Carotid duplex can initially suggest the diagnosis based on
characteristic sonographic features of the disease, however, panarteriography helps in evaluation
of the extent of the disease and the state of collateralization.

Introduction

This peculiar arteritis was first noted in 1908 by the
Japanese ophthalmologist Takayasu', subsequently this
disease entity has been described by a variety of terms
that reflect some of its many features, i.e. aortic arch
syndrome, pulseless disease, reversed coarctation, occlu-
sive thromboaortopathy, young female arteritis as well
as Takayasu’s arteritis’. This disease occurs world wide,
the majority of the reports of this condition have come
from Japan, Korea, China, Southeast Asia, Mexico and
India with occasional reports from North American and
European Caucasians™. To our knowledge, not a single
report came out from Saudi Arabia.

Materials and Methods

Ten pateints with Takayasu;s arteritis were seen at
King Abdulaziz University Hospital, or referred for
angiography from King Fahd General Hospital, Jeddah.
Saudi Arabia between the period from October 1991 and
October 1993. All patients were evaluated by duplex
scan and angiography. Seven were Saudis and three were
Non-Saudis (2 Palestinians and 1 Sudanese). Their age
ranged from 21 to 42 with an average of 32 years. There
were seven females and three males. The diagnosis was
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made on the basis of the proposed criteria for the clinical
diagnosis of Takaysu’s arteriography’. These included
clinical symptoms and signs, laboratory findings and the
results of angiography. The diagnosis was also based on
the characteristic duplex findings®. In six patients, the
diagnosis was proven by surgical arterial biopsy. Pa-
tients who had only single vessel involvement without
histologic confirmation were excluded from the study.
Two patient went for arterial bypass operations.

All patients were examined by DSA thoracic and
abdominal aortography through intraarterial route. For
thoracic aortography, a pigtail catheter tip was placed at
the aortic root and 30 ml of omniopaque 240 (Iohexol)
was injected at a rate of 15/sec. For thoraco-abdominal
aortography, the catheter tip was placed in the thoraco-
abdominal aorta at the level of 11th thoracic vertebra
and 20 ml Omniopaque 300 was injected at a rate of
10/sec. Other DSA runs were taken when necessary.
Also, selective catheterization of either common carotid
or subclavian were done according to the clinico-radio-
logical circumstances. Pulmonary scintigraphy was done
only in one patient who suffered three attacks of pulmo-
nary embolism.

Results

Clinically, eight patients presented by diminished or
absent pulses; 4 of them showed audible bruit, six
patients had recurrent headache (mostly either due to
brain ischemia or hypertension); two of them had
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Table 1: Distribution of Arterial Lesion in 10 Patients with Takayasu’s Aortitis

—
Nos | Age | Sex | Nation- | Tho- R.CCA | L.CCA | R.SC | L.SC | Abdom- | Pulmo-
ality racic inal nary
Aorta Aorta
1| 29 F ) - - + * + - -
2 | 28 F S - - + - - - -
3| 36 F s - - - - * - -
4 35 F Palestinian - - + + - - -
51 33 M S . + + - + - -
6 | 21 F S - + - + - - -
7| 42 F s + - - * + - -
8 | 37 M | Swaneee - + * - * - -
9 | 27 F S - - - - - + -
10| 32 [ M | Peestnion - - - - + - +
Regend F : Female + : Occluded vessel
M : Male - : Patent Lumen
R.CCA : Right common carotid artery * : Narrowed vessel
L.CCA  : Left common carotid artery S : Saudi
R.SC : Right subclavian artery
L.sC : Left subclavian artery

syncopal attacks. Four patients presented by ischemic
manifestation of the brain (three TIA and one extensives-
troke). Two had abdominal angina and one showed
aortic valve regurgitation. Only one patient suffered
pulmonary manifestation who presented by recurrent
attacks of shortness of breath which was secondary to
pulmonary embolism. None of our patients presented in
the acute systemic initial phase. Laboratory findings
showed that seven patients had elevated erythrocyte sedi-
mentation rate at presentation. On chest radiography,
two patients showed linear, irregular calcification of the
aortic arch and descending thoracic aorta.

On carotid Duplex, all the affected common carotid
arteries had diffuse, homogenous, circumferential vessel
wall thickening, causing a long segment of smoothly
narrowed patent lumen or thrombosed lumen. Internal,
external and carotid bifurcation were spared in all cases.
The flow in the narrowed segment had high velocities
and increased resistance with turbulence, while distal to
the narrowed segment, the flow was dampened.

By angiography, according to Nasu classification’,
eight patients had Type I with involvement of the
branches of the aortic arch only, one patient has Type II
with involvement of the thoracic aorta and its branches,
and one patient had Type III with involvement of the
abdominal aorta and its branches, however, no patient
showed Type IV with extensive involvement of both
thoracic and abdominal aorta.

According to Yamato, et. al.®, we did not include
involvement of pulmonary artery in the classification of
Takayasu’s aortitis. Only one patient with Type [ aortitis
had involvement of the pulmonary artery which was
proved by scintigraphy.

Table I shows distribution of vessel involvement.

Discussion

In our study, we reported 10 cases of Takayasu’s
arteritis; seven of them were females and three were
males with a mean age of 32 years. This agreed with
Yamato et. al® who stated that Takayasu’s arteritis is
much common in young females. Ishikawa’® pointed out
that patient’s age should be <40 years at the onset of
characteristic signs and symptoms. in our study, all
patients were below 40 years except one (42 years). If
we reviewed her initial symptoms, we found that she
was symptomatic 9 years earlier and was misdiagnosed.
This confirms Hall et. al.* statement that the classical
signs and symptoms of Takayasu’s arteritis had frequent-
ly been noted for several years prior to diagnosis with
delay between first symptom and time of diagnosis
ranging from 1 month to 16 years.

The chest scintigraphy is invaluable in the evaluation
of this disease since it allows visualization of the contour
of the aorta, calcification in the aortic wall, rib notching
and pulmonary arterial and cardiac changes®*'°.
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Figure 1 (A & B):[A] DSA for the aortic arch shows complete occlusion of the Lt.CCA, Lt. subclavian, marked narrowing of Rt.

subclavian and occluded Rt. vertebral. (Small arrow heads point to Rt. subclavian and large one points to Rt.CCA). This 29 year old female
was proved to have Takayasu's arteritis. [B] Long B-scan for Lt.CCA shows concentric wall thickening with narrowed thrombosed lumen.

|
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Figure 2:Selective catheterization of right subclavian (large arrow head) visualizes retrograde filling of the venous graft (small arrow heads)

that carried blood flow to the left axillary artery.

Figure 3:32 year old male who was proved to have Takayasu’s
arteritis. Post operative DSA for the aortic arch which was done to
ensure patency of the venous graft (black arrow heads) that shunted
blood from right subclavian to left axillary artery. It also demonstrates
complete occlusion of right CC (open arrow), left CCA and left
subclavian (long arrow). The small arrow points to the patent right
vertebral.

Figure 4:Long B-scan for the right common carotid artery shows
marked concentric wall thickening with thrombosed narrow lumen.

Although, pulselessness of the upper extremities or
hypertension are the usual clues that suggest the diagno-
sis, the chest radiography may be the first examination
to suggest this disease™''. Irregular contour and calcifi-
cation in the aorta, very unusual in premenopausal
women'?,should alert the radiologist to the diagnosis,
aithough they are not early manifestations of this dis-
case.In our study, two patients (20%) showed linear
irregular calcification of the aortic arch and descending
thoracic aorta.This agreed with the previous report of
Hachiya'? who reported that the incidence of calcification
ranges from 10% to 25 % and contour irregularity ranges
from 10% to 73%.
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Figure S:Duplex for the venous grafl, that runs transversely and subcutaneously on the chest, demonstrates its patency. The flow during

diastole is negative as there is no elastic recoil in the graft wall.

=

Figure 7:Long B-scan for the right CCA demonstrates marked
intimal proliferation that leads to concentric wall thickening and tight
thrombosed lumen.

Figure 6:DSA for the aortic arch shows occluded brachycephalic
trunk. The left veriebral arises directly from the aortic arch.
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Figure 8 (A & B):[A] Demonstrate reversed flow in left vertebral (subclavian steal). [B] In the first frame, complete occlusion of left

subclavian, severe stenosis of RSC origin (small arrow). The second and third frames show the narrowed descending thoracic aorta. The last
frame shows retrograde filling of left vertebral (arrow head) and lef subclavian. That picture confirmed the presence of subclavian steal.

“
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On carotid Duplex, the common carotid artery was
affected, while internal and carotid bifurcation were
spared on all cases. The affected vessel showed diffuse,
homogenous, circumferential wall thickening with long
segment or narrow or occluded lumen. These diagnostic
sonographic features wqfe previously described by Bond
et. al.%. They correlate well with the described patholog-
ical and anatomical features of Takaysu's arteritis.

“Actually, these specific sonographic features help to
differentiate this disease from other disease entities
specially atherosclerosis where it usually affect bifurca-
tion, fibromuscular dysplasia and idiopathic carotid
dissection involving the internal carotid, while temporal
arteritis affects the external carotid artery. The common
carotid artery affection was found in 40% of the patients
(8 out of 20 vessels). Five on left and three on right, In
the previous reports, the CCA involvement ranges from
45 % to 70 % . The most pertinent to this discussion is the
fact that CCA is the easiest artery to be examined by
duplex, as it is relatively large, superficial with clear
surface anatomy. Park et. al.' reported that the left
common carotid was frequently more affected than the
right one.

The findings in our angiographic studies are similar to
those in Nasu's autopsy series’ where the aortic arch
vessels are affected in all types except Type I1I which is
much less common. This type was only recorded in one
patient in our series (10%) while aortic arch vessel
affection was found in the remaining nine patients. Since
this disease can involve the entire aorta and its branches,
total aortography is mandatory for diagnosis, evaluation
of the extent of the disease and the state of collateraliza-
tion specially when surgical grafts or bypass are consid-
ered. ‘
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