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ABSTRACT
Atherosclerosis might begin in childhood with the development of fatty streaks. However, the advanced lesions of 
atherosclerosis, which complicate with ischemic events, are frequent rather in the elderly. We report here a case 
of early severe and symptomatic atheromatosis of large cervical vessels, in a young patient with some risk factors 
and strong familial history of vascular disease who was diagnosed with Sezary syndrome.
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CASE PRESENTATIONS

INTRODUCTION

Atheroslerosis is considered to be anage depen-
dent process, involving interactions between multi-
ple genetic and environmental factors. It affects me-
dium and large size artheries, characterized by 
endothelial dysfunction and cronic infl ammatory re-
sponse, leading to the appereance of atherosclerotic 
plaque. This plaque is formed through the accumula-
tion of lipids, cholesterol and calcium within the in-
tima of the vessel wall. (1) These atherosclerotic 
plaques cause changes in the vascular wall and as the 
artery walls thicken a decrease or a block of the 
blood fl ow to target organs appear. (2) The progres-
sion of atherosclerotic disease appears over decades 
in most people and often is asymptomatic. However 
strokes in young adults are uncommon and often a 
diagnostic challenge, simptomatic atherosclerosis 
being considered a rare cause. 

CASE REPORT

A 34 years old man, smoker, with overweight, at 
least 3 years history of hypertension without treat-

ment and both parents hypertensive before the age 
of 30, presented to ER for right upper limb weak-
ness and slurred speech. He has no other comor-
bidities except pityriasislichenoid. The neurologic 
examination revealed motor defi cit of right upper 
limb (4/5), brisk symmetric deep tendon refl exes 
and transcortical motor aphasia. The usual labora-
tory assessment revealed only mild hypercholester-
olemia.

No evidence of inherited prothrombotic states 
like protein S or protein C defi ciency, antithrombin 
III defi ciency, factor V Leiden mutation, prothrom-
bin gene mutation, elevated homocysteine or ac-
quired prothrombotic state like antiphospholipid 
antibody syndrome was detected.

 Both brain CT and MRI (Fig. 1) showed evi-
dence of cerebral small vessel disease with lesions 
spread in semioval center white matter bilaterally, 
including a recent left frontal subcortical lesion, 
probably responsible for the recent clinical symp-
toms. Cervical and transcranial Doppler ultrasound 
examination showed severe stenosis of the left 
middle cerebral artery at the M1 segment (> 80%) 
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and of the right internal carotid artery at the bifur-
cation (> 80%) – Fig. 2. The heart ultrasound ex-
amination detected the presence of an aortic annu-
lus calcifi cation.

ence of persistent erytroderma and the appearance 
of laterocervicallimphadenopathy, with breathing 
disorders led to hospitalization in the Department 
of  Haematology, where he was diagnosed with 
Sezary syndrome. The patient succumbed to the ill-
ness within 1 week of hospitalization.

DISSCUSION

Ischemic stroke in young adults presents many 
and diverse causes. Advanced atherosclerosis rep-
resents a rare cause of ischemic stroke at young 
adults. Although the process of atherosclerosis is 
known to begin in childhood, usually symptomatic 
advanced lesions don’t appear at young adults.

We report a case of advanced atherosclerosis at 
a 34 years old male, with some risk factors and 
strong familial history of vascular disease. 

In this case, the presence of severe (> 80%) bi-
lateral stenosis atcervical and transcranial Doppler 
ultrasound examination (the left middle cerebral 
artery at the M1 segment and of the right internal 
carotid artery at the bifurcation) and the presence of 

FIGURE 1. Patient MRI (FLAIR and T2 sequences) 
showing multiple ischemic lesions in the subcortical 
white matter

He received antithrombotic (aspirin 100 mg) 
and statin (atorvastatin 20 mg) treatment. Neuro-
logically, the patient’s condition improved; speak-
ing disorder and right upper limb weakness remit-
ted.

After 4 months his skin lesions have worsened 
and a skin biopsy was performed. He was diag-
nosed with mycosis fungoides. However the pres-

FIGURE 2. Carotid ultrasound demonstrating stenosis 
of both internal carotid arteries
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an aortic annulus calcifi cation at the heart ultra-
sound examination lead us to a premature athero-
sclerosis etiology.

A major role in the development of atheroscle-
rosis is owned by environmental factors such as 
diet or smoking and metabolic risk factors such as 
hypertension, dyslipidemie and diabetes mellitus. 
Nevertheless these risk factors don’t explain the 
hereditary susceptibility to atherosclerosis. In the 
recent years, interest in the identifi cation ofgenetic 
inherited traits grew.

Single gene disorders are the most important 
evidence of the genetic implication of atherosclero-
sis. (3) Usually monogenic diseases like familial 
hipercholesterolemia, mutation in APOB-100 gene, 
elevates plasma levels of LDL, by affecting the ac-
tivity of hepatic LDL receptors, which normally 
had a role in eliminating LDL from plasma. (4,5)

Nevertheless, in majority of cases it is impossi-
ble to identify a single gene disorder and probably 
multiple major genes may be involved. There is a 
high probability that the existence of such a wide 
range of atherosclerotic diseases within the popula-
tion may be determined by polymorphisms within 
genes in lipid metabolism, infl ammation, and 
thrombogenesis. A good example is apolipoprotein 
E gene polymorphism, that includes alleles E2, E3, 
E4 and his interaction with hiperlipidemia III. Indi-
viduals with hiperlipidemie III are homozygous for 
E2 allele but not vice versa. (6). Therefore, other 
genetic or environmental interactions are necessary 
to produce hyperlipidemia besides homozygosity 
for the E2 allele.

In the past several years, the use of genetic mod-
els like inbred genetic strains, transgenic ani-
malshelped gain a better understanding of mecha-
nisms and discover a potential therapy. (7)

It had been made experimental studies on inbred 
mouse strains which differ in their predisposition to 
atherosclerosis, studies which have pointed wheth-
er differences in lipid profi les were infl uenced by 
particularly dietary terms or it shows that underly-
ing genetic factors contribute to atherosclerotic 
susceptibility.

The authors introduced apoE – defi cient in 
C57BL/6J mice or strain susceptible to atheroscle-
rosis and C3H/HeJ mice, a prototypical atheroscle-
rosis mouse resistant strain. The study proved that 
in mice with an apoE – defi cient background that 
were fed a chow diet, the level of plasma lipids 
were approximately the same. The study has also 
showed that mice with the C3H/HeJ background 
developed smaller lesions of atherosclerosis than 
mice with C57BL/6J (B6) background, indicating 
that differences in atherosclerosis susceptibility are 
not related to differences in plasma lipid level. (8)

However, at short time after experiencing stroke, 
our patient was diagnosed with cutaneous lympho-
ma. It might be possible that this hematologic con-
dition precipitated the cerebrovascular disease, by 
systemic factors. 

CONCLUSIONS

We report here a case of early severe and symp-
tomatic atheromatosis of large cervical vessels, in a 
young patient with some risk factors and strong fa-
milial history of vascular disease. 

Unknown genetic inherited traits might be im-
portant for atheromatosis in such cases.

We hope that with the use of genetic models will 
help us understand of the pathogenesis of this pro-
cess that will lead us to discover a new anti athero-
sclerosis therapy.
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