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Case 

62-year-old female former smoker, lost to medical follow-up 
for previous 10 years, who presented to the ED complaining 
of ~10 days of progressively worsening yellowing eyes and 
skin. 



History of 
Present Illness 

●  In her usual state of health until 10 
days prior to admission 

●  Initially noted yellow tinge to eyes, 
progressed to face, then downwards 
until involving entire body 

●  Additionally noted dark, amber-colored 
urine over past several days 

●  Does note ~35 lb weight loss over past 
several months 

●  Otherwise feeling well 



Past Medical 
History 

●  Past Medical History 
○  Obese 
○  L-sided renal mass (11.4 cm on prior CT 

from 2009) 

●  Surgical Hx: Vaginal myomectomy 
●  Meds: None 
●  Allergies: None 
●  Vaccines: UTD 
●  Family Hx: Not known 
●  Social Hx: 

○  Former smoker (20 pack years, quit 10 
years prior) 

○  Previous EtOH use (sober 2 years) 
○  No reported drug use 



Physical Exam 
●  VS: Stable and WNL 
●  Gen: NAD 
●  HEENT: Scleral icterus, sublingual 

jaundice 
●  Resp: CTAB 
●  Cardiac: RRR, normal S1/S2, no MRG 
●  GI: Soft, non-TTP, large palpable mass 

occupying mid-to-left abdomen 
●  Skin: Diffusely jaundiced 
●  Ext: No LE edema 
●  Neuro: A&Ox3, mentating appropriately 

Physical exam showing scleral icterus. Dias et al. February 2019. A Case of Severe Cholestasis due to Hepatic AL Amyloidosis. GE Portuguese Journal of Gastroenterology 26(6):1-5. DOI: 0.1159/000496185 
Ruggeri, C. November 2016.  What is jaundice? Get the facts on neonatal vs. adult jaundice. Dr. Axe.com. https://draxe.com/health/jaundice/ 



Initial Workup 

●  Labs 
○  Total bilirubin: 23 
○  Direct bilirubin: >15 
○  AST 89 
○  ALT 89 
○  Alk Phos 469 
○  CMP otherwise unremarkable 
○  CBC, lipase wnl 

●  RUQ Ultrasound 
○  Gallbladder wall-thickening 
○  Suspected sludge 
○  Otherwise inconclusive due to 

contracture 



CT Scan 
●  Left-sided complex renal cyst 

○  22x19x28 cm  
●  Left-sided hydronephrosis 
●  RUQ and periportal 

lymphadenopathy 
●  Findings concerning for 

hepatobiliary malignancy 



MRCP 
●  Large complex cystic L renal mass 

○  Up to 23.5 cm 
○  Multiple enhancing septa 
○  No definite nodular enhancing 

component 
●  Mildly prominent perihepatic lymph 

nodes, periportal edema 
●  No pancreatic mass 
●  No biliary lesion 
●  Findings possibly consistent w/ 

underlying hepatitis or other 
parenchymal liver disease 



GI consulted, 
recommended 
consideration of 
Stauffer’s Syndrome 



●  Characterized by obstructive 
jaundice picture without evidence 
of obstruction or malignancy 
○  Elevation of AST/ALT, alk 

phos, ESR, thrombocytosis, 
PTT, and 
hepatosplenomegaly  

○  Atypical variant has been 
reported w/ jaundice 

Sharma N, Darr U, Darr A, et al. (October 30, 2019) Stauffer Syndrome: A Comprehensive Review of the Icteric Variant of the Syndrome. Cureus 11(10): e6032. doi:10.7759/cureus.6032 
lay J, Rossi J, Wijdenes J, et al.: Role of Interleukin-6 in the paraneoplastic inflammatory syndrome associated with renal cell carcinoma. Int J Cancer. 1997, 72:424-430. 

●  Often paraneoplastic syndrome 
○  Classically associated with 

renal cell carcinoma 
○  Increasingly associated with 

other cancers  
○  Associations with non-

malignant tumors 
●  Pathogenesis poorly-understood 

○  Evidence of IL-6 involvement 

Stauffer’s Syndrome: 



Stauffer’s Syndrome  

Sharma N, Darr U, Darr A, et al. (October 30, 2019) Stauffer Syndrome: A Comprehensive Review of the Icteric Variant of the Syndrome. Cureus 11(10): e6032. doi:10.7759/cureus.6032 



●  Imaging - all usually unremarkable 
○  RUQ Ultrasound 
○  MRCP 
○  ERCP 

●  Negative hepatitis workup 
○  Infectious 
○  Autoimmune 

●  Liver biopsy to rule out occult 
hepatobiliary malignancy 

Stauffer’s Syndrome: 
A Diagnosis of Exclusion 



Case (continued) 

●  GI recommended liver biopsy 
○  Showed moderate hepatitis and hepatocannalicular cholestasis 
○  No evidence of malignancy 



Urology 
consulted, 
recommended 
radical 
nephrectomy 



lTaee AM, Gremida AK, Cheung AC, Lai J, Neuschwander-Tetri B. An Unusual Case of Cholestatic Hepatitis. Journal of Gastroenterology and Hepatology Research 2017; 6(4): 2411-2415 
Available from: URL: http: //www.ghrnet.org/index.php/joghr/article/view/2072 

Example of post-operative lab values 



Post-Op Course 
●  Labs 2 days post-procedure 

notable for 
○  Total bilirubin: 2.1 
○  Direct bilirubin: 2.2 

●  Renal pathology consistent w/ 
cystic nephroma 

●  Patient recovering well 
●  Planned to follow up with GI, 

urology, and oncology 

Choy B. Adult cystic nephroma. PathologyOutlines.com website. https://www.pathologyoutlines.com/topic/kidneytumorcysticnephroma.html. Accessed October 19th, 2021. 

Examples of pathology consistent w/ cystic 
nephroma 



Conclusion - Stauffer’s Syndrome 
●  Rare paraneoplastic cholestatic condition 
●  Pathogenesis remains poorly understood 
●  Typically associated with renal cell carcinoma but can also be associated with benign 

renal tumors and other malignancies  
●  Diagnosis of exclusion 
●  Often reversible after resection of involved mass 
●  Should be considered in patients with conjugated hyperbilirubinemia without 

evidence of biliary obstruction or intrahepatic pathology 
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