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Von Hippel – Lindau Disease 

• In 31-45% one can detect renal cancer  

 

• Bilateral and multifocal forms are more common 

 

• 20% metastatic cancer, in 50% of vHL the cause of death 

 

• Age: 29-69 y, mean: 33 y  

 

• First ophtalmic lesions, than CNS, than renal 

 



Pathologic Background 

• Poston CD et al. J Urol 153: 22-6, 1995  

 

• vHL kidneys: 7,8 cystic and 3,0 solid lesions in average 

 

• cystic lesions:  

 21% carcinoma, 26% atypic, 53% benign 

 

• solid lesions:  

 90% carcinoma 

 

•  in the „normal” parts:  

 microscopic cysts, clear cell neoplasia 



Multicentric U.S. Study 

• Steinbach F et al. J Urol 153: 1812-6, 1995  

 

•  8 USA centers, follow-up: 68 months 

 

• 65 vHL patients: 54 bilateral, 11 unilateral resection,  

  (1 patient had metastatic disease) 

 

• radical nephrectomy:                      16 patients (25%) 

   nephron sparing surgery (NSS):   49 patients (75%) 

 

•  5 y survival:  95% NSS: 100%    RN: 73% 

  10 y survival: 77% NSS:   81%    RN: 36% 



Multicentric U.S. Study 

• I. stage 75%,   II. stage 17%,  

  III. stage 6%, IV. stage 2% 

 

•  89% clear cell renal carcinoma 

 

• 12% died because of metastases (after 104 months) 

    9% because of vHL and non-vHL causes (50-50%) 

 

• One can observe metastases in 50% at sporadic cases  

 Is vHL another type of cancer? 

 

• 63% was detected by prophylaxis and control! 





NEPHRON SPARING SURGERY 

• 25 patients (51%!) local tumor recurrence, 

  metastatic disease in two of them 

 

•  5 year recurrence free status: 71%,  

  10 year recurrence free status: 15%! 

 

• 15 patients became uremic (23%) 

 

• 6 got transplanted 

 

• 9 were dialysed, 6 were tumor free 





The First Transplanted vHL Patient 

• Peterson GJ et al. Arch Surg 112: 841-2, 1977  

 

• 12 y ophtalmic symptoms, 30 y removal of the first,  

   a year later of the second kidney 

 

• Estimation: 

 13-25% of the vHL patients manifest tumor 

 

• Recommendation: 

  bilateral nephrectomy, a year later tx 



VHL AND KIDNEY TX 

• Penn I: Transplantation 55: 742-7, 1993  

 

• 304 RCC: 12 vHL 

 

• Goldfarb DA, Novick AC, Penn I, Neumann HPH:  

 J Urol 157: 327, 1997 

 

• 28 Pt: 31 y cancer, 37 y tx (28 months dialysis) 

 

• 23 tumor free 51 months after tx,  

   3 died of metastases 33 months after tx 

   2 died of non-cancer related causes 

 

• This is equal to non-cancer tx survival! 



RCC AND KTX 

• Penn I: Transplantation 55: 742-7, 1993  

 

• 56 incidentalomas (tx within 2 years): 0 recurrence! 

 

• 152 patients with symptoms of RCC:  

     51 recurrences: 39 metastases caused deaths 

 

• 31/51 patients (61%) were within 2 years to tx 

 

• Conclusion: low-grade, symptom free RCC no 

    waiting, otherwise 2 years recommended WT 



Listing of Living Donors for VHL 

• Undetected disease in a relative represents a risk 

 

• Symptom free carrier? 

 

• MRI, opthalmology, abdominal CT,  

   24 h urine collection 





















CONCLUSION 

• VHL: RCC determines morbidity  

    and mortality 

• Surgery: if possible NSS, (less than four lesions) 

   which can lead to long time survival 

• Because of recurrence nephrectomy  

      may be necessary 

• KTX can be the final solution 

   given the discussed criteria  


