
What is Primary Hyperoxaluria?
Primary hyperoxaluria (PH) is a family of ultra-rare, life-threatening genetic disorders that cause 
complications in the kidneys.

In patients with PH, the kidneys are unable to eliminate excess oxalate, which then accumulates in the 
kidneys and throughout the body.*

Three known types of PH* 
There are three known types of PH, each resulting from a mutation in one of three different genes. 
These genetic mutations cause enzyme deficiencies that manifest in the overproduction of a substrate 
called oxalate.

PH1 PH2 PH3

AGXT
genetic mutation

GRHPR
genetic mutation

HOGA1
genetic mutation

AGT
enzyme deficiency

GR/HPR
enzyme deficiency

HOGA
enzyme deficiency

Signs and Symptoms †‡

Below is a list of potential signs and symptoms of PH:

• Blood in the urine
• Urinary tract 

infections

• Retinal calcifications, 
resulting in vision 
problems

• Kidney stones 
• Kidney damage
• End-stage renal 

disease and injury 
to other organs

• Bone fractures
• Cardiac failure
• Arrhythmia

• Skin calcifications, 
resulting in painful 
skin nodules and 
necrosis

PH1 – 1 in    120,000 PH2 – 1 in      197,000 PH3 – 1 in      79,000

The estimated genetic prevalence rates for PH imply more than 16,000 patients in the United States and European Union 
have the disease:

HYPER   OXAL  URIA
  (Too Much)     (Oxalate)           (In the Urine)
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Current Treatment Options

Currently, there is no approved specific therapy for the treatment of PH. Patients are limited to using 
hyperhydration and medication to attempt to increase solubility of oxalate in urine.

Patients with severe PH may require regular dialysis and a dual liver-kidney transplant. Transplants are 
major surgical procedures, and subsequently patients must take immunosuppressant drugs for the rest 
of their lives.
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Progression of PH‡
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Decreased enzyme activity 
results in overproduction of 

oxalate

Kidneys filter excess oxalate 
resulting in abnormally high 
levels of oxalate in the urine

PH can result in end  
stage renal disease, a  

life-threatening condition 
that prevents the kidneys 

from filtering fluids and 
waste products from the 

body effectively

These deposits can damage the 
kidneys and other organs and lead 
to blood in the urine, urinary tract 

infections, and kidney damage

Oxalate Ca
(calcium)
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Patients with decreased renal 
function may also experience 

oxalosis, which involves a 
build-up of oxalate in the 

blood and other organs, such 
as the bones, skin, heart, 
and retina, causing other 

complications
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