
important paper that
demonstrates the variability
of 5 different methods of height
prediction within 1 clinic popu-
lation for boys and girls with
COGP. These data do not nec-
essarily apply to children who
do not have COGP. Particularly
impressive in the data presented
are the large measurements
related to SOS. It is important for
both clinicians and investigators
who use height predictions to
evaluate growth promoting
therapy to know the tendency of
each method to underestimate or
overestimate adult height.

the height standard deviation
score (SDS) for bone age
observed at the initial visit.

J PediatrBramswig JH, et al.
1990;117:886-891.

predictable. In girls, all prediction
methods gave similar results,
with no method being signif-
icantly superior to the others. In
boys, the RWT method offered
the best estimates of adult

height.
In the studies reported here in

patients with COG P, the adult
height by the BP method was
overestimated by 3.1 cm, which
compares with the data in other
series by this method (over-
estimations of 2 to 4 cm). The
authors conclude that patients
with COGP usually reach an
adult height in the lower normal
range. The adult height of
patients with COGP is below the
target height and does not reach

Editor's comment: The
observed discrepancies of
overestimations and underesti-
mations of each method may
relate to the particular ethnic
group evaluated; thus, obtaining
data for a particular center and
the ethnic group(s) served by
that center may be important in
determining accurate predic-
tions. Nevertheless, this is an Judith G. Hall, MD

Growth Acceleration and Final Height After Treatment for Delayed Diagnosis
of Celiac Disease

Editor's comment: Although
the paper by Bosio et al does not
address all pertinent issues of
CD diagnosis and prognosis, it
adds to the large volume of
reports indicating that relatively
asymptomatic short-statured
children without weight deficits for
height but with various degrees
of retarded BA may have CD as
the cause of their poor growth.
This paper also confirms that the
diagnosis of CD can be estab-
lished only by a small-bowel
biopsy, which shows the typical
histologic findings, whereas other
measurements of intestinal
function (ie, xylose tolerance) may
fail to detect any abnormality.

The paper by Bosio et al also
suggests that when an appro-
priate diagnosis is made and
when timely dietary treatment is
given these patients exhibit
catch-up growth and attain an
appropriate height based on
midparental height. In contrast,
when there is a delay in the
diagnosis and treatment with
GFD is initiated after the onset
of puberty, there may be an
unsatisfactory final adult

height.

the 3rd percentile for weight.
Nearly all of the patients (95%)
had a delayed BA compared with
chronologic age (range of delay,
1 to 6 years). All patients had
catch-up growth following the
institution of GFD, with increased
height and weight velocities
rapidly achieved during the first
year of GFD. After 1 year of
treatment, 87% of patients had a
stable height velocity above the
50th percentile and their height
standard deviation score (HSDS)
improved significantly. By the
third year, their HSDS showed
less stature reduction than that
observed at the time of diagnosis
(-1.77 vs -2.52). The patients
who reached an appropriate TH
for midparental height were
those in whom the diagnosis was
made and treatment was started
before puberty. In contrast, the
patients who did not achieve a
satisfactory final adult height
were those who began dietary
treatment after the onset of

puberty.

Short stature and growth failure
may be the only clinical
presentation of the so-called
occult form of celiac disease
(CD). This paper reports on 24
patients over 4 years of age in
whom CD was diagnosed. Their
initial presentation was short
stature or retarded growth, with
heights below the 5th percentile
but without any other overt
symptoms. The effect of treat-
ment with a gluten-free diet
(GFD) on catch-up growth and
final height was determined.

Small-bowel biopsy demon-
strated mucosal atrophy in all 24

patients. Antigluten antibody
(AGA) titers were also found to
be abnormal in the 13 of 24
patients whose levels were
measured. Weight and height
velocities, pubertal staging, bone
age (BA), target height (TH,
based on midparental height),
and predicted height (PH,
according to Tanner) were
recorded at diagnosis and
periodically after treatment was
begun with GFD.

At diagnosis, 82% of patients
were below the 3rd percentile for
height and 58% were below

Basia L, et al. J Pediatr
Gastroenterol Nutr 1990;11 :324-329.
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Therefore, the clinician must
be alert and must consider CD
as a cause of short stature. Of
course, there are other, perhaps
more important reasons besides
stature mandating that the
accurate diagnosis of CD be
made as early as possible.
Since the only way to rule out
CD is by small-bowel biopsy, the
clinician must keep in mind the
clinical indications for this
procedure when a short child is
evaluated. These vary in
accordance with the geographic
location and with the clinical
history of the patient. In areas of
the world where CD is frequent, it
should be high on the list in the
differential diagnosis of short
stature. The clinical history
usually reveals clues for
consideration of CD. This entity

is not "occult" in the majority of
these subjects. In the paper by
Bosio et al summarized above
as well as in other publications
on the subject, it is clear that
these patients have a frequent
history of diarrhea, poor weight
gain, and other gastrointestinal
symptoms in infancy. These
symptoms are often considered
not important enough to be
thoroughly evaluated by the
physician, although patients are
often treated by dietary manip-
ulations. Other important clues
to alert the clinician include a
deteriorating height and weight
pattern of growth and the
presence of nutritional deficits,
ie, iron deficiency associated
with short stature. The paper by
Bosio et al provided no data on
the growth patterns that

preceded the diagnosis of CD in
their patients, nor did it contain
information regarding the
presence or absence of nutri-
tional abnormalities like iron
deficiency. Patients with CD
usually have a growth pattern
typical of nutritional dwarfing with
decelerating weight gain and
height velocity, although they
may not have weight loss or
body weight deficits for height.
Also, they often exhibit iron
deficiency even though there
may be no anemia. It is clear
that following an appropriate
diagnosis and treatment with
GFD, the patient will exhibit
catch-up growth and weight gain,
which may occur rapidly during
the initial stages of treatment.

Fima Lifshitz, MD

Review: Mapping for the Marfan Syndrome Gene

Marfan syndrome is a relatively
common inherited connective
tissue disorder characterized by
tall stature, dislocated lens, and
cardiovascular abnormalities
including aortic dilatation and
dissection. Despite intensive
research carried out in various
laboratories over the years,
nothing has been known about
the genetic defect leading to the
syndrome. Linkage analyses
have excluded many of the
suspected genes. Recently
Kainulainen et ai, using linkage
analyses with polymorphic
markers of the human genome,
mapped the genetic defect to the
long arm of chromosome 15 in 5
families with Marfan syndrome.
This methodology now serves as
a diagnostic test in families in
which consegregation of these
markers with the disease has
been confirmed.

The basic defect now appears
to be in the microfibrillar system,
which is widely distributed in the
extracellular space. Hollister et
al demonstrated that there is a

striking lack of fibrillin in both
skin sections and dermal
fibroblasts from Marfan patients
as compared with normal
subjects. However, there are
several genes in the identified
affected area of chromosome
17, including those for
chondroitin sulfate, protroglycan
I core protein, cardiac muscle
alpha-actin, and type I collagen
receptor, that could be

implicated. The specific gene
remains to be isolated.

Kainulainen K, et al. N Engl J
Med 1990;323:935-939.

Hollister OW, et al. N Engl J
Med 1990;323:152-159.

Editorial in Lancet 1990;336:973.

Judith G. Hall, MD

Iodine and Selenium Deficiency Associated With
Cretinism in N orthem Zaire

It is known that endemic
cretinism is associated with
severe iodine deficiency, but the
reason for the variable geo-
graphic distribution of its
myxedematous form is not clear.
This study examined the
selenium status of persons living
in the endemic goiter belt of
northern Zaire, where myxede-

matous cretinism, characterized
by goiter, overt hypothyroidism,
and stunted growth, is
predominant.

The study was conducted in 2
rural villages in the core of the
endemic goiter area and included
52 normal schoolchildren (aged 9
to 18 years) and 28 cretins (aged
3 to 25 years). Reference values
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