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Summary

Takayasu arteritis (TA) is defined as a rare chronic granulomatous panarteritis that classically involves segments of
large arteries such as the aortic arch. The aim of this report is to present our recent experience in diagnosis and treatment
of TA and to provide aspects of surgical strategy for inflammatory aneurysms caused by TA. We present the case of a
36-year-old Caucasian female admitted to our clinic with low effort dyspnea, fatigability, palpitations, sweats, malaise
and light-headedness. The medical history revealed a history of treated tuberculosis, anemia, arterial hypertension, chro-
nic inflammatory syndrome, aortic insufficiency, and anterior mitral valve prolapse. Echocardiography revealed grade
III-IV aortic regurgitation, grade I-II mitral regurgitation, a dilated ascending aorta and mild systolic dysfunction. CT
angiography revealed an aneurysmal dilatation of the ascending aorta. Surgical treatment was mandatory, and intraope-
rative, the surgeon noted a diffuse thickening of the aortic wall and suspected TA, further confirmed by histopathological
examination. The tricuspid aortic valve was excised and a composite graft with a biological valve and an aortic conduit
were implanted on patient’s request. Postoperative course was uneventful and the patient was discharged from the hospi-
tal on the 10th postoperative day, and directed towards Rheumatology Clinic for medical treatment. A multidisciplinary
approach to the diagnosis and management of TA patients is essential to a satisfactory outcome.
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Rezumat. Tendinte actuale ale abordului chirurgical in arterita Takayasu — prezentare de caz

Arterita Takayasu (AT) reprezinta o forma rara de panarteritd granulomatoasa care afecteaza in principal aorta si arte-
rele mari. Scopul studiului prezent este de a prezenta experienta recenta a Institutului de Boli Cardiovasculare din lasi pri-
vind diagnosticul si strategia terapeutica chirurgicala intr-un caz de dilatatie anevrismala a aortei ascendente determinata
de AT. Autorii prezintd cazul unei paciente de 34 ani spitalizatd pentru dispnee la eforturi mici, fatigabilitate, palpitatii,
transpiratii, astenie si cefalee usoara. Istoricul medical releva antecedente de tuberculoza pulmonara tratata, anemie, hi-
pertensiune arteriala, sindrom inflamator persistent, insuficienta aortica si prolaps de valva mitrala anterioard. Examenul
ecocardiografic evidentiaza regurgitare aortica grad III-IV, regurgitare mitrald grad I-1I, dilatatie a aortei ascendente si
disfunctie sistolica usoara. Angiografia computer tomografica (CT) confirma dilatatia anevrismala a aortei ascendente si
obiectiveazd modificari sugestive de vasculita la nivelul aortei ascendente, crosei aortice si ramurilor mari emergente din
crosa. Severitatea dilatatiei aortei ascendente si a regurgitarii valvulare aortice impun abord chirurgical. Intraoperator, se
identifica ingrosarea difuza a peretelui aortic si se suspecteaza AT, diagnostic confirmat ulterior anatomopatologic. Se ex-
cizeaza valva aortica, tricuspida, si se plaseaza un graft compozit alcatuit dintr-o proteza valvulara biologica (la solicitarea
pacientei) si un conduct aortic, cu evolutie postoperatorie favorabila, pacienta fiind externatd a 10-a zi postoperator si di-
rectionata spre Clinica de Reumatologie in vederea tratamentului medical. in concluzie, AT impune abord multidisciplinar
in vederea stabilirii unei conduite diagnostice si terapeutice medico-chirurgicale optime, conform ghidurilor in vigoare.

Cuvinte-cheie: arteritd Takayasu, diagnostic imagistic, aortitd, protezare aortica

Pe3tome. CoBpeMeHHbIe HANIPABJIEHUSI XUPYPru4ecKoro jJedeHus 0oJiesnn Takascy — KIMHUYECKUI cory4yai

Bonesnp Takasicy (BT) — ayroumyHHOE 3a00JieBaHKE, XapaKTECPU3YIOIIEECs XPOHHUSCKUM BOCIAICHUEM KPYITHBIX
apTepuil, MPUEMYIIIECTBEHHO aopTHI U ¢€ BeTBed. L{enb HacTosmIeit paboThI 3aKITIOUASTCs] B 03HAKOMJICHUHU C HETaBHUM
onbIToM MHCTUTYTA CepICUHO-COCYAMCTRIX 3a00JICBaHU T. SICCHI B TMATHOCTUKE U TAKTHKE JICUCHUS] aHCBPH3MBI BOCXO-
nsiieit aopthl, o0yciosieHHoW BT. KoiekTuB aBTOpOB MpECTaBIseT KIMHUYCCKHNA CITydail MalUeHTKu 34-X JIeT, To-
CIUTATH3UPOBAHHON CO CICTYIONUMH CHMIITOMAMM: OBIIIKA TIPU HEOONBIINX HATPY3KaX, OBBINICHHAS YTOMIIIEMOCTb,
cepaieOucHue, IErKUe TOJOBHBIC 0OJIM, MOBBIICHHAS MOTIMBOCTE. [IpOBEIEHHBIN aHAMHE3 BBIABUII: U3JICUCHHBIA Ty-
0epKyné3 NErKNX, aHEMUIO, apPTEPUATBHYIO THIICPTECH3UIO, TICPCUCTCHBIN BOCTIATUTEIBHBIN CHHIPOM, HEJOCTATOYHOCTh
AOPTAJBLHOTO KJIalaHa W MpOJIATC TMEePEeIHEH CTBOPKH MHUTPAIBHOTO KIIalmaHa. JXOKapauorpaduyeckoe UCCICIOBaHUC
BBISIBUIO PErypruTtaiuio aoprajipHoro kinanasa III-IV crt., HegoctatounocTs MuTpansHoro kinamnasa I-11 ct., pacmmpenue
BOCXOJISIICH YaCcTH TPYAHON a0pTHl M HEKOTOPOE CHMKEHHUE cHUCToNnYeckoi (yHknuu. KoMmeroTepHas ToMmorpadude-
ckas anruorpadus (KTA) noareBepauiia aHeBpU3MATHIECKOE PACIIIMPEHUE BOCXOSIICH a0PTHI ¢ OOHAPYKEHUEM COITYT-
CTBYIOIIUX MPU3HAKOB BACKYJIUTa BOCXOSIIEH aOpThI, IYTH aO0pThI U e€ BeTBel. Onupasch Ha MOMyUYEHHBIE PE3YIbTAThI
HCCIEeIOBAaHUM MPUHATO PEIICHHUE O XUPYPTUYECKOM JieueHHUH. Bo BpeMs omepaTMBHOTO BMEIIATENhCTBA OOHAPYKEHO
YTOJIIIEHUE CTEHKHU aopThl, ¢ Nono3peHrneM Ha BT, mozxe moaTBep AEHHBIM pe3yiabTaTaMi aHaTOMOIATaJIOTnYeCKOro
uccienoBanus. [Ipou3BOANTCS MPOTE3UPOBAHKE KIIATAHA A0PThI U BOCXOJAIICH aOPThI KOMOMHHPOBAHHBIM IPOTE30M,
COCTOSIIMM M3 OMOJIOTHUECKOTO KJIaraHa aopThI (10 JKETAHUIO MAIMCHTKH) U JIMHEHHBIM COCYIUCTHIM mpoTe3oM. [locT
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OHepaHI/IOHHHﬁ nepuosa 6e3 ocnoxxuenuit. Ha 10-prit JCHb IMalfUCHTKA IMEPEBCCHA B KIIMHUKY PCBMATOJIOTUU JId IIPO-
XOKACHU OCTICAYIOMICTO dTara JICUYCHU . Beisoasi: BT Tpe6yeT TMOJUKIMHUYCCKOTO MoaxoAaa AJjisd MpUHATUA ONITUMaJlb-
HOT'o pCHICHUA B IIJIaHC TUATHOCTHUKHU U JICYCHUS, COTIIACHO COBPEMECHHBIM PCKOMCHIAIIUAM.

KuarwueBble ciioBa: YTOJMICHNUC NHTHUMBI, 00s1e3Hb TaKaﬂCY, 3aMCHa a0pTaJIbHOIO KJlallaHa

Introduction

Takayasu arteritis (TA) also known as “pulseless
disease”, occlusive thromboaortopathy, or Martorell
syndrome, is defined as a rare chronic granulouma-
tous panarteritis that classically involves segments
of large arteries such as the aortic arch [1]. In 1/3 of
the cases the remainder of the aorta and its branches,
and the pulmonary arteries are also affected [2]. The
histopathological examination reveals, in most cases
an irregular adventitial thickening with intimal wrin-
kling, fibrosis, stenosis, thrombus formation and inti-
mal hyperplasia [3]. Arterial acute inflammation can
lead to media degeneration, with aneurysm formation
(25% of cases in the studied literature) [3-6]. Coro-
nary, subclavian and renal arteries may be equally
affected, associated with considerable morbidity and
premature mortality amongst young female patients.

This paper reports the case of a young woman
with a history of tuberculosis, arterial hypertension
and infertility, which presented aneurysmal ascen-
ding aorta and aortic regurgitation due to TA and un-
derwent surgical repair of the aortic valve and ascen-
ding aorta.

Case presentation

A 36-year-old Caucasian female was admitted to
our clinic with low effort dyspnea, fatigability, pal-
pitations, sweats, malaise, and light headaches. The
medical history of the patient has revealed a history
of tuberculosis (treated 10 years ago), anemia, arterial
hypertension and chronic, unexplained, inflammatory
syndrome (diagnosed 6 years ago), aortic regurgita-
tion and anterior mitral valve prolapse (diagnosed

2 years ago). Cardiovascular examination revealed
tachycardia (115 beats/minute), weak radial pulse,
holosystolic (regurgitant) heart murmur in the aortic
area, irradiating to both carotid arteries. Based on the
EKG left ventricular hypertrophy was suspected. La-
boratory tests results sustained an inflammatory syn-
drome with a C-reactive protein of 29 mg/dl.

Echocardiography diagnosed a grade III-IV aor-
tic insufficiency, grade I-II mitral insufficiency, a
dilated ascending aorta (50 mm), an aortic annulus
diameter of 24 mm, a tricuspid aortic valve, and mild
systolic dysfunction of the left ventricle.

CT angiography revealed an aneurysmal dilatati-
on of the ascending aorta (51 mm at the level of the
right pulmonary artery, 33 mm proximal to the bra-
chiocephalic arterial trunk, gradually decreasing to
28 mm at the level of the first transverse segment and
26 mm at the level of the second transverse segment),
and thickening of the walls of the aortic arch and its
branches (fig. 1).

A gross unspecific thickening (up to 6 mm) of
the walls of the aorta (ascending and arch), brachio-
cephalic trunk, subclavian arteries, and common
carotid arteries was identified (fig. 2).

Right subclavian artery registered a long, severe
stenosis after the origin of the right vertebral artery,
with near occlusion of the proximal axillary artery,
and retrograde filling of distal axillary artery through
collaterals. Left subclavian artery was also severely
involved (4 mm permeable lumen) (fig. 3).

Because there was noticed a severe thickening of
the common carotid walls and a dilation of the right

Fig. 1. CT showing severe thickening of aortic walls
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Fig. 4. CT showing prestenotic dilatation of the right common carotid artery
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Fig. 5. Doppler ultrasound showing narrowing of the left common carotid artery

common carotid artery, a Doppler ultrasound exami-
nation was indicated (fig. 4).

Doppler ultrasound revealed a 50-69% stenosis
(PSV 163 cm/s) of the right common carotid artery
with prestenotic dilatation and a less than 50% steno-
sis of the left common carotid artery (PSV 113 cm/s).
Both carotid bifurcations and proximal internal caro-
tid arteries were involved, without significant steno-
sis (fig. 5).

A non-specific arteritis was evoked based on pre-
operative imaging. Because of the important aortic re-
gurgitation and aneurysmal dilatation of the ascending
aorta, surgical treatment was considered mandatory.
Surgery was performed through median sternotomy.
Intraoperative, the surgeons noted a significantly dila-
ted aortic root and diffuse thickening of the aortic wall
(5 mm), and suspected Takayasu arteritis, suspicion
further confirmed through histopathological examina-
tion. The tricuspid aortic valve was excised and a com-
posite graft with ascending aorta replacement using an
aortic conduit (diameter 26 mm, usable length 50 cm,
Gelweave™ manufactured by Vascutek Ltd, Scotland)
attached with a prosthetic aortic valve (a 23 mm bio-
logical valve (Edwards Lifesciences model 2980) was
implanted, on patient’s special request by performing a
modified White procedure.

The pathological specimen exhibited a panarteri-
tis characterized by severe thickening of the adven-
titia, media, and intima, and residual inflammatory
changes including lymphocyte infiltration, thus con-
firming the diagnosis of Takayasu’s arteritis. Posto-
perative course was uneventful and the patient was
discharged from the hospital on the 10th postopera-
tive day, and directed towards a Rheumatology Cli-

nic for medical treatment. The patient presented for
one-month control. The echocardiographical exami-
nation showed normal results and she was doing well
in normal daily activities.

Discussions

Epidemiology. Takayasu, a Japanese professor of
ophthalmology at Kanazawa University Japan, first
reported TA in 1905 [7]. TA is mainly diagnosed in
young women (female:male ratio of 8:1) with a ty-
pical onset around the age of 25-30 years. Some ho-
spital based studies report an incidence of 1-2 cases
per million, however available data regarding its real
incidence and prevalence are yet limited both in Ro-
mania and worldwide [8].

Etiology and Pathogenesis. The etiology of TA
is still uncertain, same as its pathogenic course. In
1996, a hypothesis has been developed where 65kDa
heat-shock protein (HSP) in the aortic tissue is sti-
mulated by unknown stimuli inducting a major histo-
compatibility class I chain-related A (MICA) located
on the vascular cells, producing hemodynamic stress
[9]. Previous studies have suggested that there is an
increased risk for some immune-mediated diseases to
develop after tuberculosis, but the question of which
disorder came first is difficult to disentangle [10]. Our
patient was treated for tuberculosis 10 years ago and
was diagnosed with a chronic, unexplained, inflam-
matory syndrome 6 years ago, two important argu-
ments in the favor of the hypothesis that tuberculosis
is involved in the determinism of TA. Tuberculosis is
an important differential diagnosis (tuberculous aorti-
tis) and a possible etiological factor for TA, especially
in endemic areas, such as Moldavia, but we lack in-
formation (complete medical history with occurrence
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dates) in order to determine the causality relation of
the two diseases.

Histopathology. The gross morphologic intraope-
rative examination revealed irregular thickening of
the aortic vessel and its branches wall with intimal
wrinkling (fig. 6).

Nasu provided a detailed review concerning the
pathological aspects of TA [11]. In his opinion, the
main pathological finding is severe destruction of me-
dial elastic fibers that maintain the strength of the aor-
tic wall. In the early and active inflammatory phases,
granulomatous inflammation is present, with various
cellular infiltrations in the adventitia and the outer
part of the media, along with marked inflammation
of the vasa vasorum. Subsequently, in the chronic
stage, severe intimal thickening occurs in the areas
that overlie granulomatous and fibrotic lesions in the
media and adventitia. Even in this stage, some pati-
ents present residual inflammatory changes including
lymphocyte infiltration, as was the case of our pati-
ent. Pathological specimens of aortic valve leaflets
resected during surgery exhibited no evidence of in-
flammation but presented severe secondary changes,
such as curling and thickening of the free margins of
the valve leaflets.

Presentation and differential diagnosis. Being
a systemic disorder, TA affects multiple organs thus
representing a challenge for physicians of different
specialties. TA clinical manifestations range from
asymptomatic disease, diagnosed on the absence of
the pulse or presence of pathological heart murmurs,
to catastrophic neurological impairment, according
to the two phase’s development of the disease. TA
presents an early and sometimes prolonged active

phase and a late, chronic phase, accompanied or not
by previous inflammatory syndrome history. Patients
with TA are usually admitted for non-specific sys-
temic symptoms like fatigue, fever, arthralgia, wei-
ght loss, malaise, weakness, night sweats and vision
changes. In our case the symptoms were nonspecific,
major clinical features being represented by high blo-
od pressure and weak radial pulse with coldness or
numbness of the fingers. Currently, there is no single
diagnostic test available, but nonspecific features like
fever, fatigue, malaise, arthralgia and night sweats are
suggestive for a positive diagnosis (table 1) [12].

Table 1. Criteria to Diagnose Takayasu’s Arte-
ritis (1990 ACR criteria) [12]:

1. Age under 40 at disease onset (development
of symptoms or findings related to Takayasu arteritis
at age <40 years);

2. Claudication of extremities (Development
and worsening of fatigue and discomfort in muscles
of 1 or more extremity while in use, especially the
upper extremities);

3. Decreased brachial artery pulse (Decreased
pulsation of 1 or both brachial arteries);

4.Blood pressure difference more than 10
mmHg between arms;

5. Bruit audible on auscultation over 1 or both
subclavian arteries or abdominal aorta;

6. Angiogram abnormalities: occlusion or
narrowing in aorta or its main branches Arteriogra-
phic narrowing or occlusion of the entire aorta, its
primary branches, or large arteries in the proximal
upper or lower extremities, not caused by arterios-
clerosis, fibromuscular dysplasia, or similar causes;
changes usually focal or segmental.

(Elastica van Gieson stain x40)
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A diagnosis of Takayasu arteritis requires that at
least 3 of the 6 criteria are met. TA may be suspected
based on clinical presentation and medical imaging.
Histopathological confirmation can be obtained for
patients undergoing vascular surgery. Given the non-
specific clinical symptoms, diagnosis is often delayed
and patients receive inappropriate symptomatic tre-
atment.

Differential diagnosis may include certain conge-
nital or acquired conditions associated with aneurys-
mal aortic dilatation (Marfan syndrome, Ehler-Dan-
los syndrome, Loeys-Dietz syndrome, syphilis), tu-
berculosis, autoimmune conditions associated with
vasculitis (systemic lupus erythematosus, giant cells
arteritis, Cogan syndrome, Behget’s disease, Churg-
Strauss disease, sarcoidosis, polyarteritis nodosa),
neurofibromatosis and idiopathic aneurysms. These
disorders are not associated with stenotic lesions of
large vessels, which is a common finding in TA.

Paraclinical diagnosis. Laboratory test results
are usually non-specific in TA, such as a raised
erythrocyte sedimentation rate (ESR) in 50% cases,
increased serum C-reactive protein (CRP) and nor-
mocytic normochromic anemia, reflecting an under-
lying inflammatory process. In our case, laboratory
tests results revealed increased C-reactive protein le-
vels (29 mg/dl) and mild anemia (hemoglobin 9,60g/
dL). Serum anti-endothelial cell antibodies (AECA)
have also been reported in patients with TA by some
researchers but their role is still uncertain [7]. Positi-
ve diagnosis is largely based on symptoms, and cli-
nical and imaging findings (echocardiography, CT,
MRI, angiography) like arterial stenosis, occlusion,
aneurysmal dilatation, and wall thickening [13].

Treatment and prognosis. The aim of TA tre-
atment is to control the disease activity and to pre-
serve vascular competence, with minimal long-term
side effects, but the management can be problematic
[14]. Medical treatment of TA is based on anti-in-
flammatory and immunosuppressive therapy, most of
the cases responding to high-dose oral prednisolone
(1-2 mg/kg/day). Due to the delay in diagnosis and
the severity of the aortic involvement, our patient was
firstly treated surgically (rates of primary surgical in-
terventions varies in literature from 12 to 70%) [15].
Surgery is recommended at a time of quiescent di-
sease in order to avoid complications, like secondary
stenosis, anastomotic failure, thrombosis, hemorrha-
ge, and infection. Vascular surgery should be avoi-
ded in active inflammatory phase, but certain cases
with uncontrolled hypertension, severe symptomatic
coronary artery or cerebrovascular disease, severe
aortic regurgitation or coarctation, stenotic or occlu-
sive lesions resulting in critical limb ischemia, and

aneurysms at high risk of rupture urge for immediate
surgical repair.

Miyata et al. demonstrated that surgery increases
the long-term survival of patients with stage 2 and
3 TA (major complication and progressive disease),
based on prognostic classification by Ishikawa (table
2), while conversely survival is decreased in stage 1
TA patients (no major complications and no evidence
of progressive disease) due to surgery-related com-
plications [16].

Table 2

Ishikawa clinical classification of Takayasu

arteritis (16)
Group Clinical features
| Uncomplicated disease, with or without
pulmonary artery involvement

A Mild/moderate single complication together
with uncomplicated disease
1B Severe single complication together with

uncomplicated disease
I Two or more complications together with
uncomplicated disease

There is a chance of some uncertainty regarding
the onset and course of the disease, a poor correlati-
on between clinical assessment and disease activity,
poor disease activity markers in peripheral blood or a
lack of useful treatment in up to 25% of patients with
progressive disease [14]. Overall, surgical outcomes
have improved over time, aided by advances in sur-
gical techniques and technology as well as improve-
ments in preoperative optimization and peri- and pos-
toperative care [15].

Regarding the medical treatment of TA, the Eu-
ropean League Against Rheumatism (EULAR) re-
commends an initial high-dose glucocorticoid the-
rapy (prednisolone 1 mg/kg/day with a maximum of
60 mg/day) for a month in order to induce remission
followed by a gradual tapering up to 10-15 mg/day at
3 months. An alternate day therapy is not recommen-
ded as it can lead to a relapse [16].

Case particularities

Hypertension associated with weak peripheral
pulse and a chronic inflammatory syndrome repre-
sents important differential diagnosis clues. Ascen-
ding aorta dilatation with subsequent aortic valve re-
gurgitation or aortic dissection rather than medium/
small vessels stenosis are the major complications of
TA. Severe aortic regurgitation due to ascending aor-
ta dilatation, like the case of our patient, is usually
associated with significant morbidity, ranging from
pulmonary edema to refractory heart failure and car-
diogenic shock. In such conditions surgery is com-
pulsive (table 3) [17]. Miyata et al. 12 reported that
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the incidence of anastomotic aneurysm in Takayasu
arteritis is 8.5% (15].

Table 3. Current ACC/AHA guidelines, aortic
valve surgery recommendations [17]

e Patient is symptomatic;

e Patient is asymptomatic, with a resting EF
<55%;

e Patient is asymptomatic, with LV dilation
(LV end-systolic dimension [LVESD] >55 mm).

Given the severity of the aortic regurgitation and
the degree of enlargement of the ascending aorta, the
aortic valve was replaced at the same time with the
aortic repair by performing a modified White’s proce-
dure that was successfully undertaken. These results
may support the superiority of technical modificati-
on of the aortic valve replacement or modified Whi-
tes operation for effective treatment of patients with
aortic insufficiency and ascending aorta anevrismal
dilatation, with aortic root preservation. Our patient,
being a young female wishing a child, the issue of
pregnancy was important. Due to the severity of her
condition and the high probability of progressive val-
vular disease, we felt that concomitant valve replace-
ment using a bioprosthesis instead of a mechanical
one is appropriate. Positive diagnosis was mainly ba-
sed on physician awareness, along with a high index
of suspicion.

It is well documented that TA follows a cyclic co-
urse, including acute onset, subsequent chronic state
with progressive deterioration, and periodical exa-

cerbation in some cases [8, 12]. Once diagnosed, a
key limitation to optimal management is the relative
lack of sensitive and accurate means for monitoring
inflammatory activity (specific serological tests). The
low prevalence of the condition makes it difficult to
provide a standardized approach for diagnosis and
treatment, particularly in Romania.

Being a systemic vasculopathy, TA can progress
and cause vital organ ischemia, thus requiring long
term follow up. The prognosis of TA improved in the
last decade due to increasing usage and advance of
noninvasive imaging methods, medical and surgical
treatment. The five-years survival rate from the time
of diagnosis ranges from 60 to 83% in the reviewed
studies [13, 15, 17].

Conclusions

Current challenges of TA include lack of aware-
ness concerning this condition, diagnosis delay due to
unrecognized nonspecific symptoms, rapid progressi-
on and suboptimal methods for assessing disease ac-
tivity. Besides imaging aspects, an age younger than
40, weak radial pulses, claudication, hypertension or
blood pressure difference between the upper limbs
and carotid or subclavian bruits are significant clues
to the diagnosis of TA.

A multidisciplinary approach to the diagnosis and
management of Takayasu arteritis patients is essen-
tial to a satisfactory outcome. Aggressive surgical
treatment is recommended in cases with aortic dila-
tation and valvular regurgitation even if inflammation
signs seem to be controlled. Long-term follow-up by
non-invasive imaging methods is essential to monito-

Keypoints:

especially in endemic geographical arias;

in establishing the clinical diagnosis.

e TA is a very rare systemic disorder in the Romanian population;
e Tuberculosis is an important differential and possible aetiological factor for TA,

e Vascular involvement tends to be progressive, leading towards delays and challenges

e Manifestations range from asymptomatic disease, found as a result of impalpable
pulses or bruits, to catastrophic neurological and cardiovascular impairment;

e The four most important complications for classification are Takayasu retinopathy,
secondary hypertension, aortic regurgitation, and aneurysm formation, each being graded as
mild/moderate or severe at the time of diagnosis;

e Treatment should aim to control the disease activity and preserve vascular
competence, with minimal long term side effects.

e Aggressive surgical treatment is recommended for cases with aortic dilatation and
valvular leakage even when inflammation signs appear to be controlled.

e Due to varying clinical presentations and course of the disease, multidisciplinary

approach is essential to achieve satisfactory patient outcomes.
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ring disease activity and increasing the life expectan-
cy of patients with TA.

Consent

Written informed consent was obtained from the
patient for publication of this case report and any ac-
companying images.
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MICA: major histocompatibility class I chain-re-
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