Living well with cystinosis after kidney transplantation
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Living well with cystinosis after transplantation depends on four interacting factors. First preparation for
transplantation and gaining understanding/knowledge about the medical issues. Second is the interaction with
trusted health care providers. Third, the social support of family and others. Fourth, and perhaps most
challenging, is adherence to both immunosuppressive and cystinosis related medications.

Kidney transplantation seems to be inevitable despite the best WBC cystine level control. However cysteamine
treatment certainly delays the need for kidney transplantation in addition to reducing the other effects of
cystinosis. The older age at transplant does mean that there is more time with chronic kidney disease. Managing
the unique issues of a low GFR in someone with cystinosis requires continued potassium and phosphate
supplementation; rarely required with severe chronic kidney disease due to other diseases.

For individuals with cystinosis, kidney transplantation may occur in later teenage years, in their twenties or even
after 30 years of age. Early after transplantation, removal of the “native” kidneys may be beneficial given that
ongoing loss of electrolytes and water due to continued "native” urine output threaten the crucial hydration and
perfusion of the newly transplanted kidney. Without “native” nephrectomies supplementation that is required
for continued native kidney electrolyte losses may have to be added to the magnesium and phosphate
supplementation that is commonly needed in the first few months after transplantation.

The first few months after transplant can be difficult with adjustment to new medications including
immunosuppressants, antimicrobial prophylaxis and high blood pressure medications. Immunosuppressive
medications have adverse effects, particularly prednisone that increases appetite. Weight gain after kidney
transplantation is common. While a good appetite may be welcome, especially after a period of poor food
intake associated with low kidney function prior to transplantation, excess weight gain can be an issue. Obesity
and medication adverse effects combined with the effects of cystinosis on pancreatic function make diabetes a
possibility.

If a kidney transplant occurs before completion of growth, gaining height may be improved with the improved
kidney function. If growth hormone was being used before transplantation its use is usually stopped but a
restart may be considered, if needed, perhaps a year after a kidney transplant.

Adherence to medications after transplantation is important because immunosuppression is needed to optimize
the health of the new kidney. There is an increased risk that teenagers/young adults, compared to children and
older adults, do not take all their medications after kidney transplantation. This may explain why, in general,
kidney transplants have a shorter “survival” time for teenagers. While some studies suggested that kidney
transplants “survive” longer for individuals with cystinosis compared to other recipients, more recent studies
show less of an advantage.

For some diseases that cause kidney failure recurrence in a transplanted kidney is a concern. Fortunately, this is
not the case for cystinosis; the transplanted kidney is unaffected. However, while a kidney transplant replaces
kidney function, it does not improve the many other cystinosis related issues. Thus cysteamine should, and can,
be restarted as soon as possible after a kidney transplant.

“Quiality of life” is undoubtedly improved by a kidney transplant. Social support from parents, the wider family,
classmates and particularly others at school improve quality of life. There should be recognition of the potential
for negative effects of worries such as how long the kidney transplant will function, future health and, in some
systems, the costs of future healthcare. An important aspect of life after transplantation includes starting a
family and there have been several reports of successful pregnancies after kidney transplantation for women
with cystinosis.

Maintaining a connection to clinicians with expertise in cystinosis, in addition to the transplant team, may be
necessary. This is a challenge when transitioning to a transplant centre (or to adult services). Transplant centres
will be very familiar with care of a person with a new kidney, for example immunosuppression management and
preventing infections, but not the other medical issues that individuals with cystinosis may have. Fortunately
some issues that are often seen soon after kidney transplantation (such as hyperparathyroidism and
hypertension) may be less frequent in individuals with cystinosis.
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