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51	
  year	
  old	
  male	
  	
  	
  

Ø  History	
  of	
  present	
  illness:	
  	
  
Ø  palpitaEons	
  	
  
Ø  headache	
  	
  
Ø  dyspnoea	
  
Ø  high	
  blood	
  pressure	
  
Ø  chest	
  pain	
  

Ø  Since	
  about	
  one	
  year:	
  	
  
Ø  weakness	
  
Ø  consEpaEon	
  	
  
Ø  night	
  sweat,	
  no	
  weight	
  loss	
  	
  
Ø  paroxysmal	
  hypertensive	
  episodes,	
  someEmes	
  with	
  palpitaEons	
  

Ø  Past	
  medical	
  history:	
  hypertension,	
  smoker	
  
Ø  Current	
  medicaEon:	
  Bisoprolol	
  



Findings	
  

Ø  physical	
  examinaEon	
  
Ø  cold	
  +	
  clammy	
  skin,	
  HR	
  100/min,	
  hypoacEve	
  bowel	
  sounds	
  
Ø  aOer	
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  headache	
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Ø  blood	
  pressure	
  230/120	
  mmHg	
  

Ø  lab	
  results	
  	
  
Ø  blood	
  sugar	
  360	
  mg/dl	
  (20	
  mmol/l),	
  potassium	
  2.9	
  (norm	
  3.5-­‐5	
  mmol/l)	
  	
  
Ø  leukocytosis	
  and	
  lymphocytopenia,	
  ABG:	
  metabolic	
  alkalosis	
  
Ø  troponin	
  t	
  30	
  pg/ml	
  (<14	
  pg/ml)	
  



Findings	
  

Ø  Echo	
  	
  
Ø  slight	
  apical	
  hypokinesis	
  
Ø  small	
  pericardial	
  effusion	
  

Ø  Coronary	
  Angiography	
  
Ø  no	
  coronary	
  heart	
  disease	
  



Imaging	
  



Imaging	
  



Imaging	
  

Ø  right	
  adrenal	
  mass	
  of	
  5.4	
  cm	
  in	
  largest	
  dimension	
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Lab	
  results	
  

Ø  ACTH-­‐dependent	
  Cushing	
  Syndrome	
  
Ø  No	
  decrease	
  in	
  high	
  dose	
  dexamethasone	
  suppression	
  test	
  	
  
Ø  Ectopic	
  ACTH-­‐dependent	
  Cushing	
  Syndrome	
  



More	
  imaging	
  

Ø  no	
  pituitary	
  tumor	
  was	
  evident	
  by	
  MRI	
  	
  
Ø  Perifocal	
  signal	
  alteraEons	
  in	
  the	
  brainstem	
  	
  
Ø  diffuse	
  metastases?	
  encephaliEs?	
  posterior	
  reversible	
  encephalopathy	
  syndrome	
  

(PRES)	
  



More	
  lab	
  results	
  

Ø  elevated	
  plasma	
  metanephrine	
  and	
  normetanephrine	
  levels	
  
Ø  pheochromocytoma!	
  



123Iod-­‐MIBG	
  ScinEgraphy	
  



Treatment	
  

Ø  Blood	
  pressure	
  
Ø  oral	
  alpha-­‐blocking	
  agent	
  (phenoxybenzamin)	
  
Ø  i.v.	
  alpha-­‐blocking	
  agent	
  (urapidil)	
  

Ø  AVNRT	
  
Ø  CaroEd	
  sinus	
  massage	
  
Ø  Adenosin	
  
Ø  Metoprolol	
  i.v.	
  



Treatment	
  

Ø  Blood	
  sugars	
  
Ø  insulin	
  i.v.	
  
Ø  marked	
  insulin	
  resistance;	
  high	
  insulin	
  doses	
  

Ø  HypercorEsolism	
  	
  
Ø  intravenous	
  etomidate	
  in	
  a	
  low,	
  non-­‐hypnoEc	
  dose	
  	
  



Therapy	
  

Ø  Early	
  performed	
  adrenalectomy	
  

	
  	
  
Ø  Normal	
  blood	
  pressure	
  without	
  any	
  anEhypertensive	
  medicaEon	
  	
  
Ø  No	
  further	
  tachycardic	
  episodes	
  	
  
Ø  Cerebral	
  changes	
  interpreted	
  as	
  PRES	
  seen	
  on	
  MRI	
  completely	
  normalized	
  
Ø  The	
  paEent	
  fully	
  recovered	
  and	
  was	
  discharged	
  without	
  complaints	
  



Immunohistochemical	
  staining	
  	
  

Ø  Immunohistochemical	
  staining	
  of	
  the	
  resected	
  tumor	
  confirmed	
  ACTH-­‐producing	
  PHEO	
  
Ø  Images	
  were	
  taken	
  with	
  40x	
  objecEve	
  

(CGA:	
  chromogranin	
  A,	
  TH:	
  tyrosine	
  hydroxylase)	
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GeneEcs	
  

Ø  Sequence	
  analysis	
  in	
  Essue	
  and	
  blood	
  revealed	
  a	
  point	
  mutaEon	
  in	
  the	
  RET	
  gene,	
  
which	
  is	
  commonly	
  found	
  in	
  PHEOs	
  



	
  
Ø  two	
  pathologies	
  can	
  occur	
  simultaneously	
  	
  
Ø  paEents	
  with	
  adrenal	
  masses	
  should	
  always	
  be	
  tested	
  on	
  PHEO	
  and	
  Cushing	
  
Ø  symptoms	
  can	
  present	
  as	
  overlapping	
  syndrom	
  without	
  being	
  specific	
  for	
  each	
  

condiEon	
  alone	
  



Visit	
  Lübeck	
  
You	
  are	
  very	
  welcome!	
  


