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Background

• This case described a unique sudden onset and rapid 
progression of ectopic ACTH dependent Cushing’s 
syndrome and successful utilization of a block-and-replace 
approach by using the steroidogenesis inhibitor Osilodrostat 
in prompt control of the hypercortisolism and related 
comorbidities. 

• We also explored the feasibility of adrenal embolization for 
definitive management in the context of unfeasible BAL.

• Patient was hospitalized and initiated on Osilodrostat at 
20mg BID (after correction of hypokalemia) with close 
monitoring of electrolytes, cortisol, EKG and steroid 
withdrawal symptoms.

• Hypokalemia was managed with spironolactone and K+ 
supplement, hypocalcemia with Ca supplement, and 
hyperglycemia with insulin. 

• There was a rapid improvement of cortisol levels in 
response to Osilodrostat. 

• During treatment, she developed steroid withdrawal 
symptoms and initiated hydrocortisone.

• Bilateral adrenal embolization was attempted but 
converted to R adrenal gland embolization due to 
hypertensive urgency and catheterization difficulty.

• Cushing’s syndrome symptoms improved s/p treatment.  
• With improved cortisol levels,  hypocalcemia and 

hyperglycemia resolved and required no further treatment. 
• K+ levels normalized and spironolactone was stopped.
• She remains on K+ supplement to keep K+ level in the upper 

normal range to avoid long QTc. 
• After discharge, AM cortisol levels (before morning dose of 

hydrocortisone) continued to decrease and her Osilodrostat 
dose was gradually tapered to 5mg QHS.

• Hydrocortisone was continued as part of the block-and-
replace regimen.
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• Cushing’s syndrome due to ectopic ACTH secretion is rare and 
may progress rapidly, making treatment very challenging. 

• Previous case reports have described therapeutic options 
including adrenal steroidogenesis inhibitors, bilateral 
adrenalectomy (BAL), and bilateral adrenal arterial embolization
with success. 

Bilateral thickening of adrenal glands on CT scan.

• A 27-year-old woman with metastatic neuroendocrine tumor 
presented with sudden onset and rapidly progressing symptoms 
of fatigue, muscle weakness, acne and weight gain within two 
weeks.

Trend in levels of serum cortisol, potassium and calcium over time.
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• Laboratory findings confirmed severe Cushing’s syndrome due 
to ectopic ACTH secretion: 

AM cortisol 173.4 μg/dL (5-25)
ACTH 1425 pg/mL (7.2-63.3)
24 hour urine cortisol 29,498 mcg/24hr (4-50)
DHEA-Sulfate 1314 μg/dL (65 - 380)
Total Testosterone 133 ng/dL (0-100)

• She was also found to have severe hypokalemia, hypocalcemia 
and hyperglycemia (despite an HbA1C of 6.2 at 2 weeks before 
presentation). 

• CT- scan showed diffuse thickening of the bilateral adrenal 
glands. 

• Due to widely metastatic peritoneal disease, BAL was 
considered non-feasible.
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