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Abstract

Background: Extracranial Carotid Artery Aneurysm is considered a thera-
peutic and diagnostic challenge. In an unprecedented way in the literature, we
describe an aneurysm originating from the Catastrophic Antiphospholipid Syn-
drome. Case Presentation: A 25-year-old male patient came to the Emergency
Room of the ABC University Hospital in Sao Bernardo do Campo referring to
bilateral neck pain for 1 month, associated with carotid aneurysms. Due to the
severity and urgency of the clinical condition, immediate surgical therapy was
performed without a definitive etiological diagnosis. The initial morphological
analysis of the carotid artery suggested a diagnosis of Polyarteritis Nodosa. After
anamnesis, physical examination, the use of a specific primary vasculitis algori-
thm, and a review of the pathological anatomy was requested, which showed bila-
teral carotid aneurysms secondary to catastrophic antiphospholipid syndrome.
Conclusion: It remains evident that Extracranial Carotid Artery Aneurysm-re-
lated morbidity and mortality caused by Catastrophic Antiphospholipid Syn-
drome are influenced by a quick and correct diagnosis.
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1. Introduction

More than a decade ago, El-sabrout et al defined Extracranial Carotid Artery
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Aneurysm (ECAA) as a diagnostic and therapeutic challenge [1].

Acknowledged for its rarity, the ECAA has a wide range of signs and symp-
toms ranging from neck pain to neurological changes, which makes the etiolog-
ical diagnosis difficult (Table 1).

Although there is no consensus in the literature, some authors classify the lesion
before treating (Table 2). In most reviews, open repair of these injuries is recom-
mended [2] [3].

The present report describes the clinical case of a young man who presented
type IV secondary carotid vasculopathy resulting from thrombophilia.

Scientific articles referring to the ECAA describe long-term casuistry. Reviews
are thorough showing risks, prognosis and possible surgical complications. De-
spite this large amount of information, we did not find an ECAA caused by Cat-

astrophic Antiphospholipid Syndrome (CAPS) in the literature.

2. Case Presentation

A 25-year-old male patient came to the Emergency Room of the University
Hospital in Sao Bernardo do Campo referring bilateral neck pain for 01 month,

associated with carotid tumors.

Table 1. ECAA etiological diagnosis.

ECAA etiological diagnosis

Primary vasculitis
Atherosclerosis
Fibromuscular dysplasia
Thrombophilia

Cystic medial necrosis

Connective tissue disease
Loeys-Dietz syndrome
Marfan syndrome
Ehlers-Danlos syndrome
Elastic pseudoxanthomas

Tuberous sclerosis

Table 2. ECAA classification.

ECAA classification

Type I: Isolated aneurysms of the internal carotid artery

Type II: Aneurysms of the complete internal carotid artery with involvement of the bi-
furcation

Type III: Aneurysms of the carotid bifurcation
Type IV: Combined aneurysm of the internal and common carotid artery

Type V: Isolated aneurysm of the common carotid artery
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During propaedeutic investigation, he reported clinical treatment (05 mg of
warfarin/day for 5 years) of antiphospholipid syndrome (APS) with bilateral lower
limb thrombosis, sagittal sinus and portal system (esophageal varices).

Cervical computed tomographic angiography showed left and right saccular
aneurysmal dilatation (Figure 1).

An open surgical approach to the left was performed due to extrinsic compres-
sion of adjacent structures and angulation between the common and internal ca-
rotid artery, which was inappropriate for endovascular correction.

Surgical procedure took place under general anesthesia, with a wide left cervi-
cotomy. An aneurysmal lesion with an important inflammatory process was iden-
tified (Figure 2).

Figure 2. Surgical procedure.
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In the postoperative period, the patient had good recovery, evolving without
neurological deficit and with persistent pain in the right topography (without sur-
gery side). After 12 days, the right carotid artery was revascularized.

Four days after the second surgery (right site), the patient was discharged ho-
me, died within 18 weeks of high digestive hemorrhage resulting from esophage-
al varices.

The initial pathological study described a possible “fibrinoid necrosis with neu-
tronphilic infiltrate in the vessel wall, without formation of granulomas, suggest-
ing necrotizing vasculitis compatible with Polyarteritis Nodosa (PAN)”.

The careful analysis of clinical data does not allow the use of the Bezerra algo-
rithm in Primary Vasculitis, which required a thorough review of the pathologi-
cal study, as documented in Figure 3 and Figure 4.

In both, no PAN characteristics were observed. Figure 3 and Figure 4 do not

show transmural necrotizing inflammation of medium and small caliber arteries.

Figure 3. Haematoxylin and eosin-stained section from cervical peri-lymphonodal adi-
pose tissue showing fibrin trombi in small vessels and sparse neutrophils (original magni-
fication x40).

Figure 4. Haematoxylin and eosin-stained section from left carotid artery showing aneu-
rysm with degeneration, necrosis and intraluminal thrombus (original magnification x10).
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3. Discussion

In the etiological research of ECAA, there are numerous differential diagnoses,
as shown in Table 1, among which primary vasculitis and thrombophilias stand
out.

In the study of primary vasculitis, despite the Bezerra algorithm and the 2013
International Chapel Hill Consensus (CHCC) do not present eligible criteria for
the diagnosis of PAN, was tried to use the traditional criteria of the 1994 Inter-
national Chapel Hill Consensus (CHCC) in which the patient must present 3 or
more of the ten criteria in Table 3, making the sensitivity of 82% and specificity
of 87% [4] [5].

In 1994, CHCC criteria there were also no positive diagnosis of PAN [6].

During anamnesis, the patient was referred to a treatment for APS that can be
classified as thrombotic (TAPS), obstetric (OAPS) and catastrophic (CAPS). This
classification allows patients to be stratified in order to intensify therapy in those
with greater morbidity, as is the case with CAPS [7] [8] [9] [10] [11].

Due to the obligatory nature of the four criteria listed in Table 4, CAPS be-
comes rare, affecting less than 1.0% of patients with APS [8] [10] [11] [12] [13].

Retrospective analysis showed later that the patient met the four criteria in
Table 4, confirming the diagnosis of CAPS.

Due to the high recurrence of thrombotic events in CAPS, anticoagulation should
be perennial [11] [14] [15].

The use of glucocorticoids in CAPS can be performed with 0.5 to 1.0 g/day for
3 days. After the third day, oral prednisone was substituted with 1 mg/kg/day. The

patient in question did not use prednisone [8] [15].

Table 3. The Chapel Hill Consensus Conference (CHCC) criteria por Polyarteritis Nodosa
symptom.

The Chapel Hill Consensus Conference (CHCC) Criteria for Polyarteritis Nodosa
Symptom

Unexplainable Weight Loss of More than 4 kg
Testicular Pain or Tenderness
Myalgias/Muscle Weakness

Mononeuropathy or Polyneuropathy

Elevated Levels of Serum Urea Nitrogen (>40 mg/dl or 14.3 mmol/l) or Creatinine (>1.5
mg/dl or 132 mmol/l)

Evidence of Hepatitis B Virus Infection by Serum Antibodies or Antigen Serology (Old
Concept)

Characteristic Arteriographic Abnormalities Not Resulting from Non-Inflammatory
Disease Processes

Small or Medium Artery Biopsy Containing Polymorphonuclear Cells
Recent Start Diastolic Blood Pressure over 90 mmHg

Livedo Reticularis
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Table 4. Mandatory diagnostic criteria in CAPS.

Mandatory diagnostic criteria in CAPS
1. Clinical manifestations in different anatomical sites in less than 01 week
2. Involvement of three or more organs or tissues

3. Biopsy with histopathological analysis showing small vessel affection
(stasis/thrombosis/angiogenesis)

4. Laboratory changes with anti antiphospholipid antibodies
- Anticardiolipin (AC)
- Lupus anticoagulant (AL)
- Anti-beta-2-glycoprotein I (anti B2-GPI)
- Laboratory confirmation 12 weeks after the first collection

There is no consensus in the literature about the use of plasmapheresis in pa-
tients with CAPS [8] [11] [14] [16].

There were no randomized studies about Intravenous Immunoglobulin (IVIG)
that allow their use. IVIG was not used in this case [8] [14].

Refractory cases of CAPS can benefit from the use of antiplatelet agents and
immunomodulators such as chloroquine [11] [14] [17].

Monoclonal antibodies anti-C5 or ant-CD20 have been used in some reference
centers [18] [19] [20].

No report of ECAA caused by CAPS was found in the literature.

It remains evident that ECAA related morbidity and mortality caused by CAPS
are influenced by a quick and correct diagnosis.
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Abbreviations

APS: Antiphospholipid Syndrome;

CHCC: Chapel Hill Consensus Conference;
CAPS: Catastrophic Antiphospholipid Syndrome;
ECAA: Extracranial Carotid Artery Aneurysm;
IVIG: Intravenous Immunoglobulins;

OAPS: Obstetric Antiphospholipid Syndrome;
PAN: Polyarteritis Nodosa;

TAPS: Thrombotic Antiphospholipid Syndrome.
g/day: grams per day;

mg/dl: miligrams per deciliter;

mg/kg/day: miligrams per kilo per day;

mmHg: milimeters of Mercury;

mmol/l: milimole per liter.
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