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Abstract
Fibromuscular Dysplasia (FMD) is a non-inflammatory vasculopathy that can present diverse vascular disturbances with the multifocal variant, 

characterized by arterial segments of varying length and alternating diameters (string of beads), affecting mainly renal, carotid and vertebral arteries 
and Kawasaki´s disease (KD) is a necrotizing vasculitis occurring in median and small vessels with well-established diagnostic criteria.
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Introduction
Fibromuscular Dysplasia (FMD) is a non-inflammatory 

vasculopathy that can present diverse vascular disturbances with 
the multifocal variant, characterized by arterial segments of varying 
length and alternating diameters (string of beads), affecting mainly 
renal, carotid and vertebral arteries [1]. It is more frequent in young 
women and the etiology is unknown. In adults is present in 4% of 
the population. Systemic arterial hypertension is present in most 
cases being headache the most frequent symptom. Radiologically is 
characterized by dilatations and stenoses in different arteries. The 
diagnosis is a histologic one, being fibroplasia of the middle layer 
the most frequent finding [2].

Kawasaki´s disease (KD) is a necrotizing vasculitis occurring 
in median and small vessels. It´s criteria for diagnosis are: fever 
>5 days, bilateral conjunctivitis (89%), changes in the oropharynx 
mucosa (96%), palmar or plantar erythema (75%), polymorphous  

 
erythema (96%), and cervical lymphadenopathy >1.5 cm (62%). It 
is the most frequent cause of aneurysms in children, having a more 
severe course in individuals under 1 year of age [3].

Case Presentation 
This 4-month-old female infant, a previously healthy patient 

starts her disease with spiking fever of 104°F for 3 weeks, non-
exudative conjuctival hyperemia on day 5 and ankle edema and soft 
stools (4/24 hours) for 3 days. Laboratories showed leukocytosis 
40,920, platelets 575,000, RCP 24mg/dl. A cardiology evaluation 
on week 3 revealed a percardial effusion. She was managed with 
diuretics and antibiotics with abatement of the fever. On week 5, 
a 1.5cm pulsatile nodule was palpated in left axilla and arterial 
hypertension is recognized. An angiotomography was performed 
showing an image compatible with a fusiform aneurysm of the 
left axillary artery of 2cm in diameter and 3cm in length with a 
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filling defect in its interior. Similar findings were seen in the right 
brachial artery as well as coronary and renal arteries (Figures 1, 2). 
A resection of an aneurysm of the left axillary artery was performed 
with interposition of a reversed contralateral greater saphenous 

vein. A biopsy reported hyperplasia of the middle layer secondary 
to collagen and fibroblasts accumulation without inflammatory 
infiltration (Figure 3).

Figure 1: Angio tomography: aneurysm of the left axillary artery and bilateral renal.

Figure 2: Angio tomography: aneurysm of the left axillary artery and bilateral renal.

Figure 3: Hyperplasia of the middle layer resulting from fibroblast and collagen fibers accumulation. Stain: elastic fibers.

Currently, the patient is clinically asymptomatic, with a normal 
psychomotor development. She is on platelet anti-aggregates.

Discussion
This 4-month-old infant who initially presented a picture of a 

gastrointestinal infectious process with systemic manifestations 
(fever, conjunctivitis, pericardial effusion, elevated RPC and 

increased platelets) was thought of having Kawasaki’s disease, 
although it did not meet diagnostic criteria. However, 5 weeks 
after onset of fever, generalized giant aneurysms appeared, which 
along with histologic findings made the diagnosis of fibromuscular 
dysplasia. The latter is a rare disease predominantly of the adult 
age. Radiologically there were multiple dilatations and stenoses 
without the characteristic image of “string of beads”, yet the 
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histologic findings in the resected aneurysm are characteristic of 
this entity.

Conclusion
The presence of multiple aneurysms in the pediatric age should 

arise the suspicion of fibromuscular dysplasia once the diagnoses 
of Kawasaki´s disease and polyarteritis nodosa have been ruled out.
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