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Systemic sclerosis is an autoimmune 
disease characterized by immune 
system dysfunction, vasculopathy and 
fibroblast dysfunction leading to excess 
collagen deposition in the skin and 
internal organs.1 Patients with this 
condition are at higher risk of acute 
cerebral vascular events, but it is difficult 
to develop strategies for prevention due 
to our limited understanding of the 
pathophysiology of disease.2 

 

This case illustrates that the risk of 
cerebrovascular accident in a patient with 
a history of systemic sclerosis may be 
increased. Other contributing risk factors 
in this patient include  a history of 
hypertension and hyperlipidemia. 
However, the patient was not on 
antihypertensives because blood 
pressure was controlled outpatient 
without them. Permissive hypertensive 
was allowed but no longer present 
following dual antiplatelet therapy 
(DAPT). Her hyperlipidemia was 
controlled with statins and the lipid panel 
showed LDL in normal range. For these 
reasons we suspect systemic sclerosis to 
be the most likely cause of CVA in this 
patient.  Patients with this disease have a 
higher neurovascular and cardiovascular 
burden which puts them at risk for CVA.4 
Although, instructions have been made to 
manage the cutaneous manifestations 
and other findings associated with this 
disorder, very little research has 
investigated the neurovascular findings.5 
There are no clear guidelines for 
prevention of CVA in this population, 
however, long-term aspirin therapy is a 
consensus practice. Unfortunately, aspirin 
therapy failed for this patient, and she will 
eventually be transitioned to PLAVIX 
monotherapy after DAPT. The POINT and 
CHANCE trials indicated that DAPT 
provided the most benefit for the first 21 
days after acute CVA.6,7 However, due to 
the suspected paucity of stenosis, we felt 
the patient would benefit from 90 days of 
DAPT, followed by monotherapy. 

A 76-year-old female with a history of 
systemic sclerosis presented to the 
emergency department with acute onset 
slurred speech, facial droop, and left arm 
pain with a National Institutes of Health 
(NIH) Stroke Scale of 1. She was outside 
the thrombolytic window. Other history 
includes hypertension and 
hyperlipidemia; both were well 
controlled. MRI confirmed right frontal 
lobe ischemic stroke with additional 
ischemic foci in the temporal and parietal 
lobe. CTA neck and echocardiogram 
were negative for emboli source, and 
LDL was within normal limits. She was 
started on dual antiplatelet therapy 
(DAPT). The patient’s condition 
improved and by day 2 the only residual 
symptom was facial droop. She was 
discharged on DAPT with plans to 
transition to PLAVIX monotherapy after 
90 days.
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Clinicians must be aware of the 
increased neurovascular burden 
associated with systemic sclerosis 
and recommendations should be 
made to help guide clinical decision 
making. Further research should be 
done regarding pathophysiology and 
prevention of CVA in patients with 
systemic sclerosis. 

Figure 1. T1 weighted 
MRI. Hypointense signals 
from right frontal lobe 
extending towards base of 
ganglia (A), with additional 
ischemic foci in the 
temporal (B) and parietal 
lobes (C). 

Table 1 shows guidelines that 
can be used to date and classify 
acute ischemic strokes3 

Figure 2. Possible paucity of vessels with stenosis 
and intracerebral atherosclerosis in the MCA 
territories. 
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