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Reply to Commentary on ‘Prevalence of growth hormone (GH)
deficiency in previously GH treated young adults with Prader-

Willi syndrome’

Dear Editor,

We would like to thank the authors for their commentary as it gives
us the opportunity to repeat our conclusion that adults with Prader-
Willi syndrome (PWS) should be treated with growth hormone (GH),
regardless of GH stimulation test results. Our findings show that
conventional testing for adult growth hormone deficiency (GHD) is
not reliable in adults with PWS. Children and adults with PWS have a
hypothalamic dysfunction and several features that resemble those
seen in GHD. The fact that they respond very well to GH treatment,
with a significant improvement in body composition, health profile,
normalization of stature in children, and a significant increase in
serum IGF-1 and IGFBP-3 levels strongly supports the likelihood of
GHD in these patients.

However, GH treatment for adults with PWS is currently not
reimbursed if they do not fulfil the consensus criteria of adult
GHD. We, therefore, performed GHRH-Arginine tests in 60 young
adults with PWS who had attained adult height after long-term GH

Data sharing is not applicable to this article as no new data were created or analysed in
this study.

treatment during childhood, to have an opportunity to treat them. In
contrast to our expectations, none of them fulfiled the adult GHD
consensus criteria. The insulin tolerance test was not feasible be-
cause of its side effects in subjects with PWS. We agree with the
authors of the commentary that even though adult GHD could not
be demonstrated by the GHRH-Arginine test, it does not mean that
it does not exist, as we know that subjects with PWS have a hy-
pothalamic dysfunction. Also, 27 of the 60 patients participated in
our randomized double-blind placebo-controlled cross-over GH trial
and had positive effects on body composition during 1 year of GH
treatment compared with a deterioration during 1 year of placebo.
In our opinion, our publication provides essential information for all
(paediatric) endocrinologists involved in the care for subjects with
PWS, as it shows that testing for adult GHD by GHRH-Arginine is
not useful in (young) adults with PWS.

As several studies have documented the beneficial effects of
GH treatment on body composition and health profile in adults with
PWS, we agree with the authors of the commentary that treating

adults with PWS with GH is highly recommended. For that reason,
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we aim to attain a registration of GH treatment for adults with PWS,
regardless of whether they fulfil the consensus criteria of GHD—just
like in children with PWS. This will be based on the data of our ran-
domized controlled trial, supported by the positive findings of previ-
ous GH studies in adults with PWS.

In conclusion, the take-away message of our publication was not
that adults with PWS should not be treated with GH, but rather that
conventional testing for GHD is not reliable in adults with PWS. We
strongly agree with the authors of the commentary that, although
adult GHD could not be confirmed by conventional testing, leaving
adults with PWS without GH treatment is detrimental as GH treat-
ment has well documented beneficial effects in both children and
adults with PWS.
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Spontaneous simultaneous bilateral quadriceps tendon rupture
associated with severe vitamin D deficiency

Dear Editor,

Herein we report a young woman presenting with bilateral spon-
taneous quadriceps tendon rupture resulting from secondary hyper-
parathyroidism consequent to vitamin D deficiency. Simultaneous
rupture of bilateral quadriceps tendon is extremely rare and has usu-
ally been reported in association with chronic kidney disease (CKD),
diabetes mellitus, systemic lupus erythematosus, rheumatoid arthri-
tis, gout and steroid use. Secondary hyperparathyroidism has been
implicated as the underlying mechanism in CKD.! In addition, pri-
mary and tertiary hyperparathyroidism has also been incriminated in
anecdotal case reports as a cause of spontaneous tendon rupture.2'3
Our case stands unique in that the cause of bilateral quadriceps
tendon rupture was vitamin D deficiency and resulting secondary
hyperparathyroidism.

A 24-year-old lady presented with acute onset pain and swelling
in both knees compounded with an inability to extend her legs after
a trivial fall following a minor slip. On enquiry, she gave a history of
diffuse bony pains for the past 3 months. Her past medical history
was otherwise insignificant. There was no history of any over-the-
counter or chronic medication intake. Physical examination revealed
bilateral knee swellings. Bilateral suprapatellar gaps were palpable.

She could not actively extend her knees, and quadriceps contraction
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did not result in movement of the patellae. She was lean with a body
mass index of 20.3 kg/m?.

Lateral radiographs of the knees showed bilateral inferior dis-
placement of the patellae along with diffuse cortical thinning of the
lower end of femur and upper end of tibia (Figure 1A). Fractures or
calcification of the quadriceps tendon was not seen. Magnetic reso-
nance imaging showed complete thickness tear in suprapatellar quad-
riceps tendon with inferior displacement of the patella and buckling
of infrapatellar segment of the tendon (Figure 1B). Investigations
revealed normal complete blood count and normal renal func-
tion. She had hypocalcemia (corrected serum calcium 8.4 mg/dL
[range: 8.8-10.2]), hypophosphatemia (serum phosphate 2.4 mg/dL
[range: 2.7-4.5]) and elevated total alkaline phosphatase (serum ALP
574 IU/L [range: 24-78]). Her serum 25-hydroxyvitamin D level was
very low (3.1 ng/mL), and reciprocally her serum intact PTH was el-
evated (iPTH 1166 pg/mL [range: 15-65]). Rest of the investigations
including serum albumin, magnesium, uric acid, fasting blood glu-
cose, glycated haemoglobin and thyroid function tests were normal.
Antinuclear and antidouble stranded DNA antibodies were not de-
tectable in serum.

Ultrasonography of the neck did not reveal any parathyroid en-
largement, and 9™ Tc-SESTAMIBI scan did not show any evidence of
tracer-avid lesions. Hence, she was diagnosed as having simultaneous
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