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CASE REPORT

Spontaneous Isolated Bilateral lliac Artery Dissection in a Patient with

Relapsing Polychondritis
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Introduction: Isolated iliac artery dissection (IAD) is a rare form of arterial dissection. The most commonly known
causes of non-traumatic isolated iliac dissection are connective tissue diseases. Relapsing polychondritis (RP) is a
rare inflammatory and multisystemic disease, typically affecting cartilage and connective tissue. Cardiovascular
complications occur in approximately 25% of patients with RP.

Case description: The first case of spontaneous isolated bilateral iliac artery dissection in a patient with RP is
reported. A 48-year-old woman presented with a two year history of severe right leg intermittent claudication
(Rutherford category 3). The complaints were initially attributed to joint pathology associated with RP. However,
clinical examination and computed tomography angiography led to a diagnosis of bilateral IAD. A dissection in
the left common iliac artery (CIA) began at its origin and ended at the origin of the internal iliac artery, with the
true and false lumen both comprising half of the entire lumen. The right CIA was completely occluded from its
origin to the origin of the right internal iliac artery. The patient was treated endovascularly by bilateral CIA stent
placement with covered stent grafts (Bentley BeGraft), 8 x 57 mm on the right side and 8 x 37 mm on the left.
The patient recovered pedal pulses, the stent remained patent, and the patient was asymptomatic at the one
month follow-up.

Discussion: Early identification of intermittent claudication is necessary to prevent the progression of
complications in patients with RP. Vascular surgeons should be aware of IAD as the potential first presentation of
underlying systemic disease. Internists should also keep vascular complications in mind in patients with systemic

diseases like RP suffering from unexplained complaints in the lower limbs, undertake a basic vascular

examination, and make a vascular referral where appropriate.
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INTRODUCTION

Isolated iliac artery dissection (IIAD) is a rare form of arterial
dissection. The aorta and the carotid artery are the
two most common sites for artery dissection. The most
commonly known causes of non-traumatic isolated iliac
artery dissection are connective tissue diseases such as
Marfan syndrome, Ehlers—Danlos syndrome, fibromuscular
dysplasia and cystic medial degeneration, and Erdheim-
Gsell syndrome.” > Exertion has also been described as a
possible cause for spontaneous iliac artery dissection.®
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Relapsing polychondritis (RP) is a rare multisystemic dis-
ease of inflammatory origin that typically affects the carti-
lage and connective tissue. The prevalence of this disease is
unknown; the incidence is estimated at 1/285 000 per year.
It is characterised by recurrent episodes of acute inflam-
mation in several anatomical regions, including pro-
teoglycans, which are the core elements of cartilage and
connective tissue. Typically involved are the nose, ears,
tracheobronchial tree cartilage, and peripheral joints, but
the cardiovascular system can also be affected. Cardiovas-
cular complications have been reported in about 25% of
patients with RP. Cardiovascular complications have the
second highest share of cause of death, after pneumonia, in
patients with RP. Examples of these complications are aortic
dissection, aortic aneurysm, valvular heart disease, and
systemic vasculitis.”®

IIAD in patients with RP has not yet been described.
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Figure 1. Computed tomography angiography image showing dissection of the left common iliac artery (CIA) and occlusion of the right CIA.

This paper reports a case of isolated bilateral common
iliac artery (CIA) dissection in a patient with RP whose
complaints were resolved after successful endovascular
treatment.

CASE REPORT

A 48-year-old woman presented to the vascular surgery
department with a two year history of severe intermittent
claudication (IC) of the right leg (Rutherford category 3). The

IC was disabling for the patient but had been stable without
further deterioration.

Five years earlier the patient experienced an acute
inflammatory episode with involvement of multiple
anatomical regions. In the eyes, the inflammation presented
as panscleritis, episcleritis, uveitis, and impending retinal
detachment. In the skin there were patchy lesions and
lymphocytic vasculitis. Further, she suffered from poly-
arthralgia, with the costochondral and sternoclavicular
junctions as most pronounced locations. Blood analysis

Figure 2. Computed tomography angiography showing the dissection of the left common iliac artery (CIA) and a calcified occlusion of the

right CIA.
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showed leukocytosis (12.9 x10%/L), and an elevated C
reactive protein (121.8 mg/L) and sedimentation rate (51
mm/hour). Autoimmune serology was negative and fluo-
rodeoxyglucose positron emission tomography computed
tomography (PET-CT) showed no pathological tracer
capture. Based on the multiple combined clinical manifes-
tations, the diagnosis of RP was made. The patient was
initially treated with high dose corticosteroids, later in
combination with azathioprine, and, finally, she was treated
with dapsone monotherapy.

The cardiovascular history of this patient was negative
and the cardiovascular risk factors were smoking and
arterial hypertension. Hypertension was treated with
ramipril 5 mg once daily.

Initially, the pain in the right leg was attributed to joint
pathology. A whole body bone scan showed a maxillary
sinusitis and degeneration of the L4—L5 facet joint. PET-CT
revealed the same results, but a vascular origin of her
complaints was not initially investigated. Approximately two
years passed before the possibility of a vascular problem
was considered.

On physical examination, neither leg was ischaemic, how-
ever, femoral pulses were absent. The ankle brachial index
(ABI) was 0.4 on the right side and 0.5 on the left. Computed
tomography angiography (CTA) showed an occlusion of
the right CIA, a dissection of the left CIA, and remarkably
little atherosclerosis in the other vascular segments (Figs. 1
and 2). Endovascular treatment was scheduled.

Bilateral retrograde common femoral artery access was
obtained, but it was not possible to advance the 0.035” wire
into the aorta through the right CIA, because it was not
possible to get into the true lumen. The wire spontaneously
crossed over through the false lumen into the false lumen
of the left CIA. Through the left common femoral artery, a
second wire was inserted and moved through the true
lumen up into the aorta. With a wire in the false lumen
from the right to the left CIA (crossover) and another wire
in the true lumen on the left side a 4 x 40 mm balloon was
inserted on each side and inflated simultaneously in the left
CIA. By this manoeuvre, the dissection flap was “cracked”.
Subsequently, the wire on the right side was advanced from
the false lumen in the right CIA to the true lumen in the
distal aorta. Bilateral common iliac stent placement was
performed with covered stent grafts (Bentley BeGraft), 8 x
57 mm on the right side and 8 x 37 mm on the left. The
stents were placed in the terminal aorta proximally and did
not reach the external iliac arteries. The internal iliac ar-
teries remained patent (Figs. 3—6).

The post-operative course was uneventful; the patient
had bilateral femoral and pedal pulses. She was discharged
on the first post-operative day with medical treatment
consisting of acetylsalicylic acid 80 mg once daily lifelong
and clopidogrel 75 mg once daily for three months. Addi-
tional primary thrombosis prophylaxis with nadroparin 3800
IU was prescribed for 10 days. At the one month follow-up,
the patient remained asymptomatic. She had good distal
pulses and an ABI of 1.1 on both sides.

71

Figure 3. Peri-operative angiography of the true lumen of the left
common iliac artery.

Figure 4. Peri-operative angiography showing an occlusion of the
right common iliac artery.
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Figure 5. Peri-operative angiography showing a recanalised right
common iliac artery with visible dissection flaps in both common
iliac arteries.

DISCUSSION

Vascular complications are not well known in the context of
RP.

Figure 6. Peri-operative angiography after bilateral stent place-
ment in both common iliac arteries.
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Although there was no awareness of the connection be-
tween RP and vascular disease, an explanation was sought for
the presentation of an atypical IAD in a 48-year-old woman
with little atherosclerosis on CTA.

Several aetiological factors can be identified for this
presentation of atypical dissection. IAD has previously been
associated with systemic disorders.” The pathogenesis of RP
consists of connective tissue destruction and replacement by
fibrous tissue. This can cause weakening of the arterial wall
and progression to dissection.” An important causal factor
for 1AD is atherosclerosis.”*'° Although this patient was a
smoker and suffered from arterial hypertension, remarkably
little atherosclerosis was detected on CTA. Further, she had
been treated with corticosteroids and immunosuppressants
for several years to control the RP. Lengthy administration of
these drugs is known to affect tissue strength adversely and
increase the risk of dissection.’

There are several treatment options for IAD. Some cases
of spontaneous resolution have been reported. Conserva-
tive treatment is an option in asymptomatic patients with a
normal ABIl. The risk of complications such as rupture,
occlusion, dissection, and the formation of (pseudo) aneu-
rysms have to be weighed when this treatment option is
chosen.®*® Endovascular treatment is mostly applied in
elective IAD cases, when patients have symptoms but no
evidence of rupture. Also, in very ill patients, who are not fit
for open surgery, endovascular treatment is a feasible
option. Endovascular treatment with percutaneous trans-
luminal angioplasty alone has been reported to be effective
and less expensive than stenting. However, in most cases of
IAD, covered stents were used with continuing false lumen
exclusion during long term follow up.*®° Open surgery with
distal dissection flap repair is preferred in urgent cases
complicated by rupture and when endovascular treatment
has failed.*®° This paper reports IAD that had existed for
several months in a symptomatic patient with underlying
RP. This patient met the conditions for endovascular treat-
ment. Bilateral common iliac stent placement with covered
stents was performed. Follow-up showed an asymptomatic
patient with good pedal pulses.

The limitations of this report are mainly the lack of long-
term follow-up, and the inability to demonstrate a causal
relationship between the systemic disease and the dissec-
tion. In addition, there are the intrinsic limitations of a case
report, such as not being able to extrapolate the results to a
larger group since it concerns only one case.

CONCLUSION

This is the first case report of a spontaneous IIAD as a rare
vascular complication in a patient with RP. Increased
awareness of IIAD as the first presentation of an underlying
systemic disease such as RP is important for vascular
surgeons.

Raised awareness is necessary especially in patients not
at risk, based on sex, medical history, or risk factors. How-
ever, it is also important for internists to keep vascular
complications in mind in patients with systemic diseases like
RP who are suffering from unexplained complaints in the
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lower limbs. Early referral to a vascular surgeon can lead to
early treatment, resolution of the symptoms, and increased
quality of life. Endovascular surgery is a suitable treatment
option for elective IAD cases and has shown a good short-
term outcome.
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APPENDIX A. SUPPLEMENTARY DATA

Supplementary data related to this article can be found at
https://doi.org/10.1016/j.ejvsvf.2022.01.011.
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