


Q : Ficture of cerebdlar cyst vs picture of capillary hemangioma

What syndrome is associated with this leson?
Tel me about it?
Wheat are the mogt likely causes of degth?

How would you manage the patient?

Von Hippd-Lindau Syndrome

multiorgan disorder

retind capillary hemangiomas

CNS hemangioblastomas



various solid and cydtic viscerd hamartomas and hamartias, and maignant
neoplasms, which include

o rend cdl carcinomas

0 pheochromocytomas
autosomal-dominant inheritance pattern
risk of early death, usualy on the bads of ther intracrania hemangiomatous
leson or rend cel carcinoma
median age at detection 20-25 years.
Capillary hemangiomas of the retina usually are the earliest detected
manifestation of VHLS (50% hilaterd), whereas CNS hemangioblastomas
typicaly appear dightly later, and rend cdl carcinomas do not emerge until later
inlife
The cumulative probability of developing retind capillary hemangiomas and CNS
hemangioblastomas in a patient who has VHL S is >80%, and the probability of
developing rend cdll carcinomaiis >60%.
chromosome 3p25-26
solid and cydtic cerebellar hemangioblastomas occur in about 40% of affected
individuas by the age of 30 years and in about 70% by age 60 years. Smilar
vascular lesions aso occur in the medullaand spind cord in 10-15% of patients.
RCC 5% by age 30, increases to >40% by age 60 years.

0 hbilaterd in approximately 75% of cases.

0 Thistumor can metastasize, 0 it must be recognized early and trested

aggressvely if afatd outcomeisto be avoided.



pheochromocytoma, idet cell carcinoma of the pancreas, and cyst-adenomas of
the pancreas and epididymis.

multifocd cystsin the kidneys, pancreas, and ovaries.

Unlike NF and TS, VHLS does not have dermatologic lesons as part of the

syndrome.

DIFFERENTIAL DIAGNOSIS OF RETINAL
CAPILLARY HEMAMGIOMA

Retinoblastoma

Astrocytoma of retina

Idiapathic retinal telangiectasias/Coats’ disease
Acquired nonfamilial retinal hemangiomatows lesion

TREATHMENT OFTIONS FOR EETINAL CARILLAREY HEMANGIOMAS

Treatrment of hemangioma praper

Photocoagulation or laser therapy
Cruotherapy ar diathermy

Radiation therapy

» episcleral plaque radiotherapy {especially for relatively large hemangiomas
more than 3mm from the aptic disc causing progressive exodative retinal detachment )

# charged particle beam irradiation {especially for relatively large epipapillary and
juxtapapillary lesions causing progressive exudative retinal detachment)

Enucleation {for blind, painful eyes caused by tumar - related complications)

Treatrment of secondary complications

Scleral buckling procedure
Pars plana witrectamy

Treat identified angiomas if associated with leskage
CT/MRI brain and spind cord

Fundus exam g6 months

Annuad exam pedsIM

24 hr urine catecholamines/metanephrines

BP



Plasma caecholaminesif BPisup
Abdomind CT
Annud U/S kidneys, pancress, liver

Genetics conault



