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Introduction
Addison disease related to SLE and mostly to Antiphospholipid 

Syndrome (APS) is a rare condition that should be suspected in 
patients presenting with abdominal complaints, fever, hypotension 
and hyponatremia [1-3]. Its prevalence remains unknown such as its 
time of onset once SLE or APS are diagnosed [3]. Nowadays, there 
is not enough evidence for recommending systematic screening 
regarding this involvement.

Its estimated mortality is 3.81% [1]. Nevertheless, under 
correct treatment, long-term survival is quite favourable [4]. Our 
main objective is to remind a very uncommon but life-threatening 
complication that might affect patients with Antiphospholipid 
Syndrome (APS) associated to SLE.

Case Presentation
In April 2018, a 44-year-old man was admitted to the Emergency 

Room with asthenia, nausea, weight loss (15 kg in one month), 
hypotension, renal impairment and hyperpigmentation. His 
medical history was positive for APS with two episodes of deep vein 
thrombosis when he was 14 and 17 years old. He was under treatment 
with acenocoumarol since then. Later, he met 2012 Systemic Lupus 
International Collaborating Clinics (SLICC) Classification Criteria 
for SLE (positive ANA test, lymphopenia, low C3 complement and 
APS antibodies) [5].

The week before, he had been admitted to the Nephrology 
hospitalization ward with the same symptoms and acute kidney 
injury AKI2 attributed to acute interstitial nephritis (due to history of 
treatment with NSAIDs and antibiotics for an otitis media) vs. acute 
tubular necrosis because the patient had already low blood pressure 
assumed to be caused by treatment with enalapril and low fluid 
intake. Methylprednisolone bolus and fluid therapy were prescribed. 
An echocardiogram revealed no pathological findings. His Quick PT 
at that time was 6,7%.

Considering all these previous events, the persistence of the 

symptoms and absence of response to fluid therapy, adrenal 
insufficiency was suspected. Therapy with hydrocortisone was started 
with the indication to increase dose under stress situations and the 
patient was referred to the Endocrinology Outpatient Facility.

An ACTH-cortisol test revealed low cortisol levels with stimulated 
ACTH. Addison disease was confirmed. 21-hydroxylase antibodies 
were negative, and an abdominal CT revealed adrenal bilateral 
nodules (Figure 1a). An adrenal MRI was compatible with bilateral 
haemorrhage (Figure 1b) and 17-OH progesterone levels were 
normal. Other causes, such as TB infection were excluded. Currently, 
the patient is totally recovered, under treatment with hydrocortisone, 
with high ACTH levels.

Discussion
Adrenal involvement in SLE patients with APS normally 

affects both glands in the form of venous thrombosis or adrenal 
haemorrhage. Autoimmune origin and microthrombi have been 
described [1-3]. Bilateral involvement might be due to anatomical 
and histological reasons (artery-vein ratio 3:1 [2-4,6] and similarities 
between the APS antibodies targets and adrenal cortical cells 
membranes [2,3,7]). Glandular damage is irreversible, and atrophy 
seems to be the outcome [2,3]. 

Most of its evidence is based on case reports [1]. No diagnostic 
algorithm has been stablished. Electrolyte, hormonal and autoimmune 
testing are necessary [1-3]. Infiltration, haematoma, malignancy or 
adrenal infection should be excluded through imaging studies [1-3]. 
Glucocorticoid supplementation is mandatory. Mineralocorticoid 
treatment depends on the plasma renin activity and the aldosterone 
levels [1,2]. Follow-up for evaluation of long-term adrenal function is 
very important [2].

Conclusion
We describe a case of primary adrenal insufficiency in a patient 

with SLE and APS with a short delay in the diagnosis and with a very 
good response to glucocorticoid treatment. Despite its low incidence, 
this complication should be considered in SLE/APS patients.

a) b)

Figure 1: a) Bilateral adrenal nodules by CT. b) Bilateral adrenal haemorrhage 
by MRI.
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