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7n Accwmnlation of Cystine Followwing Renal Homotrans- ‘
plantation for Cystinosis. Ko Mhciaer 1 TAMBIDGE®, .
SrerneN  L.Goopaan®, Poiere AWarkra-
vENS®. S, MNicnakn Maver*, LawreNcr BRETT-
senNpipEr* . Iskant Pesx* and Toouas (N
Srawrzi*, Departments of Pediatries and Sur-
gery, University of Colorado School of Medicizey
Denver, Col. (introduced by Donough O Brien.
Custinosis is charaeterized by high intraceliukar and
nornal plasma levels of evstine, There is experinyenta
¢ oedenee o indicate that the mtracelludaracoum. bon
dernes from a primary defeet in eysteine-cysune pee
h wabolism in the afleetcd eells, Ttis expected, theveford,

that renal homotransplantation in cystinotic children
would not be complicated by acenmulation of cystine
in the normal cells of the donor kidney.

Bilateral nephrectomy and cadaverie renal homo-
transplantation was performed on a 10-year-old cysti-
notic male (renal cystine = 58.1 p#Mol g wet weight),
Five months later creatinine, phosphorus, and amino
acidd clearances were normal, although cystine had
accumulated to 2.9 pMol/g wet weight, the highest
ussue content of any one {ree amino acid. Renal eystine
content o 5 non-cystinotics and onc obligate carrier
was less than 0.5 M Molg wet weight,

In these circumstances, it would appear that addi-
tional extracellular factors must be involved in the
abnormal cystine deposition in this disorder, {SPR) /)



