
Surgically Curable Hypophosphatemic Rickets lism has been implicated in other
cases. In this patient, an associ-

All patients with apparent hypo- supplement (0.5 g three times ated amino aciduria was of diag-
phosphatemic rickets (HR) do not daily), for 4 months the rickets im- nostic import in distinguishing ge-
have an inherited defect. A small proved. After discontinuing treat- netic from tumor-caused etiology.
but significant proportion have a ment for 2 weeks the lytic lesion Most importantly, the authors urge
tumor, which results in a very simi- was surgically removed. Within 15 that the possibility of a tumor be
lar clinical picture. The history of days postoperation, serum phos- considered in sporadic cases of
one such patient and a review of phorus rose to normal levels. The HR.
the literature comprise the con- patient was cured as evaluated by
tents of this article. chemical analysis of serum and Hanukoglu A, Chalew SA, Sun CJ,

An 8-year-old boy with rickets urine. The histopathology of the et al. Clin Pediatr 1989;28:
had swollen wrists for 6 months tumor was consistent with a diag- 321-325.
and knee pain for 30 months. His nosis of hemangiopericytoma.
height had continued between the Only six other cases of HR asso- Editor's comment-The diagno-
25th and 50th percentiles. The only ciated with bone tumors in children sis of tumor could readily be
physical findings were tenderness have been reported in the litera- missed in sporadic cases of HR.
and swelling of the wrists and right ture. The tumors were classified as The presence of amino aciduria is
knee and genu valgum. fibrous dysplasia, fibroma, osteo- found in vitamin D deficiency and

The findings were consistent blastoma-like variants, and non- vitamin D dependency rickets but
with the proposed diagnosis of HR. osseous soft tissue tumors. In not in HR unless a tumor is present.
Roentgenography confirmed the adults, HR occurs with connective Although most physicians probably
diagnosis. Demineralization of the tissue tumors located in soft tis- do not check for amino aciduria,
pelvis, an occurrence seen in se- sues that have morphologic fea- the presence of this substance
vere rickets, was present. A large tures of hemangiopericytoma. should be evaluated in all sporadic
lytic 6 x 2.5 cm lesion with sclerotic The authors conclude that the cases. If found, screening for tumor
borders was noted at mid-femur on tumor produced a phosphaturic should follow. The absence of
the right. substance that impaired phos- amino aciduria may not absolutely

Following treatment with cal- phate resorption by kidney tubule exclude the possibility of tumor, but
citriol (1.5 fLg/day) and Neutra- cells, although production of a sub- it makes it much less likely.
Phos, a phosphorus replacement stance inhibiting vitamin D metabo- Robert M. Blizzard, M.D.

Management of in the GHD group and the total gain because significantly increased
Idiopathic GH-Deficient after G2 sex development was growth. velocity ?cc~rs spontane-
Patients During Puberty 17.0 to 22.8 cm ~means o~ four ously In boys with Isolated GHD

groups of GHD patients studied at and because of the greater cost of
different centers) vs 27.4 cm in larger doses. They urged, how-

At the Fifth International Sympo- normals and 18.0 cm in boys with ever, that daily rather than intermit-
sium Regarding Growth and constitutional delayed growth tent doses be used. They also
Growth Disorders, Berlin, April (CDG). The loss in final height SD stated the need for further informa-
1988, Price et al presented data score (- 2 to -2.5) may reflect tion before dose schedules for pu-
from their clinic and from the lit- pretreatment loss rather than a bertal patients can be firmly
erature regarding the growth of pa- failure of adequate treatment dur- recommended.
tients with growth hormone defi- ing puberty, because the total gain Manipulation of puberty was
ciency (GHD) during spon- after G2 sex development was recommended in patients who
taneous or induced puberty. Boys comparable to that of boys with have GHD and either gonadotropin
with idiopathic GHD had a signifi- CDG. The GH treatment was un- deficiency or sexual precocity. In
cantly later onset of puberty (15.0 sophisticated by modern methods, the former, the authors recom-
to 15.9 years) than normal boys with fixed doses independent of mended strongly that physicians
(11.5 to 12.0 years). The peak body size given two to three times consider the induction of puberty at
height velocity (PHV) occurred at per week. Data regarding girls 14 to 15 years of age in boys and
16.0 to 16.4 years, compared with were very limited and, therefore, 13 to 14 years of age in girls. They
14 years in normal boys. The bone are not reported here. also suggested that this approach
ages were comparable (13.5 to With respect to treatment, the be considered in patients with iso-
14.0 years) at the time of PHV in authors did not encourage an in- lated GHD if puberty has not de-
the two groups. The PHV was less creased dose of GH during puberty veloped spontaneously. Their ar-



~ 

guments are based on the hormone analogs should be con- growth plate. The second, and, 
psychological need of adolescents side red in patients with sexual pre- possibly more influential, action is
to develop at these chronologic cocity, but they readily admit that via the increased GH secretion that
ages and the disproportionate data are not available to evaluate occurs under the influence of tes-
stature that develops if treatment is the effectiveness of delaying epi- tosterone. Whether additional GH
prolonged. Six boys with luteinizing physeal fusion in order to increase should be given to GH-deficient
hormone deficiency who were not height. patients while they are passing
treated with testosterone until late Price DA Shaleta SM Cia ton PE. through adolescence is sti". de.-
had an SD score for mean leg '.' y. batable. Each case should be Indl-
I th/ . tt . h . ht f 1 4 -Acta Paedlatr Scand 1988,347 vidualized and the decision to treat
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pared with 0.6 in isolated GHD. pp ..should be made on the basIs of

Low doses of testosterone (25 mg Editor's comment-The fact that current height, bone age, mid-
twice monthly) are advised in boys testosterone, endogenous or ex- parental height, and cost. Some
to counteract the shorter pubertal ogenous, stimulates growth in GH- very short GH-deficient patients
duration of 2.7 vs 4.2 years ob- deficient patients, and that Laron certainly should be given the op-
served when 100 mg was given dwarfs have an adolescent growth portunity to grow maximally while
monthly. Estrogen, 2 to 5 f.Lg/d, was spurt, support the concept that the passing through adolescence and
recommended for girls. The au- growth spurt at adolescence is de- should be considered for additional
thors suggested that delay of pu- rived, at least in part, from a direct GH treatment.
berty with gonadotropin-releasing action of testosterone on the Robert M. Blizzard, M.D.

Urea Synthesis Nitrogen tocol. However, plasma urea nitro- most likely explanation for the de-
Balance and Glucose gen decreased significantly by the creased urea synthesis is the de-, .h second day of hGH therapy. Urea creased production of ureagenic
Turnover In G.r<?wt -synthesis also decreased signifi- substrates by peripheral tissue,
Hormone-DefICIent cantly after 6 days of hGH therapy. and state that the observed de-~ 
Children Before and Nitrogen excretion, determined by creases in the plasma concentra-
After Growth Hormone total stool and urinary nitrogen, tions of the amino acids after hGH
Administration was decreased, and this was ac- administration support this hy-

counted for by decreased urea ex- pothesis. These carefully per-
cretion. The decrease in urea ex- formed studies help to explain the

Dahms et al studied urea synthesis cretion was the result of decreased changes that occur during GH ad-
and glucose turnover using a urea synthesis. Plasma glucose ministration. Unfortunately there
primed constant infusion of increased in eight of the 10 patients was no correlation between the
15 N2 -labeled urea and a constant during hGH therapy, but there was 6-month growth rate and the

infusion of [6,6-2H2]glucose in 10 no significant change in the rate of change in urea synthesis or blood
prepubertal, growth hormone glucose turnover. There was no urea nitrogen during the 7-day
(GH)-deficient children prior to and correlation between subsequent treatment.
after 6 days of human GH (hGH) growth velocity while the patients William L. Clarke, M.D.
therapy. The patients were admit- were on hGH and the quantitative
ted following diagnosis of GH defi- decrease of urea nitrogen during
ciency, which was established by the acute administration of hGH.
failure to respond to at least three
stimulation tests. The first 6 days of Dahms WT, Owens RP, Kalhan
hospitalization constituted a con- SC, et al. Metabolism 1989; Add f. d d . h. h I.. d ( ) 19 3 ress or
trol perlo, urlng w IC a IqUI 38 3: 7-20. Correspondence
diet that provided 9% of energy as
high biologic-value protein was Editor's comment-The authors Please send all
given. On day 6, tracer infusion state that previous studies h.ave correspondence to
studies were performed following looked at the effect of GH on mtro- R b rt M BI ' db ' .,. " oe .Izzar,
an overnight fast. hGH (NPA) was gen a,ance using ClaSSIC m.rogen D rt t f
then administered (0 1 U/kg/day, balance studies. The present stud- eupa. ment 0
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were repeated on day 12. trogen secretion Induced by GH IS ', 

The patients' weight and energy a decrease in urea synthesis. The
intake did not vary during the pro- authors further suggest that the


