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F.H. GLORIEUX*, R. TRAVERS*, E.E. DELVIN*
Genetics Unit, Shriners Hosp., McGill Univ.,
and C.C. MORIN*, R. POIRIER* Dept. of Pedia-
trics, Ste-Justine Hosp., Univ. of Montreal,
Montreal, Canada. (Intr. by L. Paunier).
Intestinal phosphate transport in familial
hypophosphatemia.

Renal inorganic phosphate (Pi) transport is
impaired in familial hypophosphatemic rickets
(FHR). Short et al. (Science, 179,700, 1973)
have reported that the mutation was also ex-
pressed in the gut. We have examined Pi up-
take in vitro by jejunal mucosa from 7 (4
female, 3 male) FHR mutants (from 5 pedigrees)
and 6 controls. Peroral samples were incub-
ated for 5 to 40 minutes in TRIS buffer, pH
7.4 with substrate concentrations from 0.003
to 3 mM. Pi uptake was concentrative and
energy dependent reaching mean distr;%ution
ratios (intracellular/extracellular °4P) of
4.2+£0.9 in controls and 5.0:035 in patients
after incubation with 0.003 mM ““Pi for 40
minutes. Incorporation of Pi-in the organic
pool was rggid and qui]ibrated_after 10 min-
utes at a 3%Pi/total 32P ratio of 0.5, at ald
substrate concentrations, in both groupg.

Only one mediated transport system for P{ was
present in control subjects, with a Michaelis
constant =0.2 mM and a maximum velocity =0.7
mmoles per liter per 40 minutes. Similar kin-
etic values were obtained in the group of FHR
patients. These observations do not support
the thesis that a significant defect for Pi
uptake is present in the jejunal mucosa of FHR
mutants.
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H.P.KROHN*, J.BRODEHL, U.SCHWABE®

Kinderkiintk der Medizlnlschen Hoch-
schule Hannover .
Abtel lung P8diatrische Nephrologlie
B-3-Hannover BRD
Rena! handling of phosphate in vitamin
D resistant rickets.

tn 9 children with vitamin<-D-re-~
slstant rickets ( VDRR ) urlnary phos-
phate excretlon ( UpV ), phosphate
clearance ( Cp ) and tubuler reabsorp-
tion ( Tp ) were measured before and
durtng Intravenous phosphate loading.
The children wlth VDRR exhliblited
signtflicantiy lower values for Tp,
Tp/Ci, and Tmp, while the rate of en-
dogenous phosphate excretion was not
higher than in age matched controls.
In 5 of these children the effect of
200 t.U. PTH ( Parathormone Lilly )
on UpV, Cp, and Tmp was Investigated.
PTH has no significant effect on the
tubular phosphate reabsorption under
these conditlions, Cyclic AMP, a pre-
sumable transmitter of PTH-medliated
phosphate-transport, was signiflcantly
Incressed after PTH-Injectlion in all
chlildren with VDRR, These results in-
dicate, that In Vitamin D resistant
rickets the PTH-senslble component of
tubular phosphate transport system
Is disturbed.
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