
Fetal Alcohol Syndrome: casting or splinting. holic ~omen (Groups 2 and 3) an.d
T R t The short palpebral fissures are 40 children born to nonalcoholic

wo epor s .
thought to be secondary to the de- women (Group 1) attending the

I. Natural History: creased growth of the eye. Frank same local maternity health. clinics ~
A Ten- Year Follow-up microphthalmia was observed at for antenatal care were studied be-

f 11 Pt. t necropsy in one of the patients. tween the ages of 18 and 27 months.
0 a len s Chronic serous otitis media, proba- The mothers in Group 1 drank less

In 1973, Jones et al described 11 bly secondary to eustachian tube than 30 g of pure alcohol prior to the
children with a common pattern of dysfunction associated with maxil- first prenatal visit and abstained or
altered morphogenesis and central lary hypoplasia, required medical minimized their consumption there-
nervous system dysfunction. Their and surgical procedures in four of after. Group 2 consisted of 25 chil-
mothers were chronic alcoholics the children. dren born to women who were clas-
who continued to drink heavily dur- None of the eight children fol- sified as excessive drinkers and had
ing pregnancy. Since then, fetal al- lowed had normal intellectual de- an average consumption of 30 to
cohol syndrome has been identified velopment. Four were mildly and 150 g of pure alcohol per day during
in children from every racial group four were seriously retarded. The the month before their first visit to the
and in many countries. The ter- degree to which postnatal environ- clinic. All mothers in this group
atogenicity of alcohol has been con- mental factors influenced the devel- markedly reduced their alcoholic
firmed in laboratory studies in- opment of these children is difficult consumption after their first visit and
volving many different species of to assess. Mothers of three of the 19 abstained completely. Group 3
animals, and a dose-response four seriously retarded children consisted of 15 children of alcoholic
curve for prenatal alcohol exposure were so severely alcoholic that they mothers who had an average con-
has been established. died of alcohol-related causes sumption of more than 125 g of pure

In this report, the authors de- within six years of giving birth. alcohol per day during the month
scribe how the 11 children have de- The two major predictive factors before the first visit to the clinic. Nine
veloped physically and mentally concerning prognosis were the se- mothers in this group stopped drink-
over the past ten years. Two are now verity of the maternal alcoholism ing alcohol during the first or second
dead.. one is lost to follow-up, and anct the extent and severity of the trimester, but the remaining six con-
the remaining eight continue to be initial patt.ern of malformation. The tinued drinking throughout the
growth deficient (with respect to four children with the most striking pregnancy.
height, weight, and head circum- craniofacial abnormalities had the A statistically significant reduc-
ference) and dysmorphic. Although most severe degree of micro- tion in weight, height, and head cir- ~
most showed some catch-up linear cephaly, the shortest stature, and cumference was seen in Group 3
growth during the first year of life, the lowest intellectual function. The children when compared with
weight and head circumference de- severity of maternal alcoholism ap- Group 1 children. Six of the 15 alco-
creased relative to the norms during pea red to be the most predictive holic women (Group 3) continued to
this time in most of the children. factor in the backgrounds of the four abuse alcohol throughout preg-
Thereafter, length and head circum- most severely retarded children. nancy. Three of these women gave
ference remained relatively con- birth to children with abnormalities
stant with respect to the norms, Streissguth AP, Clarren SK, Jones characteristic of fetal alcohol expo-
whereas there was some catch-up KL: Lancet 1985;2:85-91. sure; one child had the complete
in weight with increasing age. There fetal alcohol syndrome. Only one
was relatively slow growth of the child in Group 3 was normally de-
head after delivery. During child- II. Prospective Study of veloped in all physiological param-
hood, the children were all strikingly Children Exposed to eters and had normal behavior.
underwei~ht for ~eigh~. Variable Amounts of No fetal growth r~tarda~ion was

The major craniofacial features-. found among the children In Group
especially the short palpebral fis- Alcohol In Utero 2, where the mothers reduced or

sures, hypoplastic philtrum, thin Although it is well known that off- ceased alcohol consumption after
vermilion border of the upper lip, spring of mothers who consume their first prenatal visit. Neither did
and flat midface-did not change large quantities of alcohol during these children show any other phys-
during the ten years of follow-up. pregnancy are at high risk for physi- ical or physiological characteristic
However, their noses changed, with cal and mental deficiencies, few of fetal alcohol syndrome. About half
more prominent growth of the nasal prospective studies have dealt with of them, however, had retarded
bridge. Cardiac anomalies, which the fetal effects of interrupted alco- speech that the authors attributed to
consisted of an atrial septal defect in hol consumption during pregnancy postnatal environmental influences.
one patient, patent ductus ar- as the result of an intervention pro- Indeed, signs of social instability,
teriosus in another, and a grade 3/4 gram. The authors describe a Swed- such as frequent separations be-
systolic murmur interpreted as a ish antenatal program that was start- tween the parents and frequent reg-
ventricular septal defect in six, have ed to help pregnant women stop istrations with the social welfare de-
all resolved spontaneously or have alcohol abuse with the hope of re- partment, were seen in Group 2.
become insignificant. Orthopedic ducing the adverse effects of alco- The authors suggest that fetal ex-
complications were managed suc- hol on the fetus. posure to alcohol has a severe ad-
cessfully in almost all patients .by A total of 40 children born to alco- verse effect on development, but
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this can be significantly reversed by The study by Streissguth et al indi- umented history of maternal alcohol
abstaining from alcohol in the first cates the relationship between the abuse as the children grow older.
trimester of pregnancy. Cessation of severity of the maternal alcoholism The Swedish study documents, 
alcohol abuse after the fi rst trimester and the severity of the physical and the importance of discontinuing al-

~ cannot reduce the documented in- mental handicap. It also points out cohol before pregnancy or at least

creased risk of congenital malfor- that the various features of this syn- during the first few weeks of preg-
mations. drome tend to be correlated to se- nancy. It is interesting that those

verity: degree of mental retardation, women who drank fairly heavily dur-
Larsson G, Bohlin AB, Tunell R: growth deficiency, and intellectual ing the first month or so of preg-
Arch Gis Child 1985;60:316-321. impairment. This study also points nancy and then stopped, or mark-

out the difficulty in diagnosing this edly reduced their intake, had no
syndrome after mid-childhood, physical abnormalities in their chil-

Editor's comment-Fetal alcohol since some of the typical facial dren. Those women who did not
syndrome has been well estab- characteristics change, specifi- stop or reduce their drinking until the
lished as an important cause of cally, the structure of the nose, while second or third trimester, however,
congenital malformations, mental the markedly underweight appear- continued to have children with ab-
retardation, and prenatal and post- ance of the female children who had normalities characteristic of fetal al-
natal growth retardation. This syn- reached puberty disappeared. It is cohol exposure. It is hoped that with
drome is being diagnosed more unknown whether this applies to the the increased emphasis and warn-
frequently now that physicians are weight of males of pubertal age, ings concerning alcohol exposure in
specifically questioning mothers-to- since none of the boys had reached utero, the incidence of this devas-
be about teratogenetic exposure puberty. Moreover, it becomes in- tating syndrome will be reduced in
and, especially, alcohol exposure. creasingly difficult to obtain a doc- coming years.

Reevaluation of Russell- Silver Syndrome
Russell-Silver syndrome is charac- at the time of diagnosis-four of the loosely, the work-up for short stature
terized by intrauterine growth retar- six continued to have a discrepancy may be prematurely terminated in
dation (IUGR) and postnatal growth in leg and/or arm length of more than some children; potentially correc-
retardation in association with 1 cm. One of the four had severe table conditions could therefore be
asymmetry of the body, normal scoliosis. overlooked.
Head size, triangular facies, and Psychomotor development was.
normal psychomotor development. abnormal in six of the 15. One of the Saal HM, Pagon RA, Pepin MG: J
In 1953, Silver first described two six had seizures and six had cafe au Peds 1985;107:733.
patients with IUGR, body asym- lait spots, strongly suggesting neu-
metry, and postnatal growth retar- rofibromatosis. Psychomotor devel-
dation. In 1984, Russell described opment in Russell-Silver syndrome Editor's comment-Although the
another group of five patients who had previously been thought to be Russell-Silver syndrome has been
also had growth deficiency, tri- normal, despite the frequent finding considered a well-defined form of
angular facies, and dispropor- of gross motor delay in infancy. IUGR, it is clear that patients with a
tionate shortening of the upper Eventual head circumference was variety of forms of prenatal growth
limbs. Only two of the five had limb normal in some and below the sec- retardation have been lumped un-
asymmetry. Since these two pa- ond percentile in others, unrelated der this term. Conflicting reports of
tients appeared to have the same to the degree of psychomotor delay. responsiveness to growth hormone
anomalies described by Silver, the Russell-Silver patients are generally therapy probably reflect this heter-
clinical entity was named the thought to have a normal head cir- ogeneity, especially in view of the
"Russell-Silver syndrome." cumference. Eleven of the 14 pa- fact that one third of the patients in

Saal et al reevaluated 15 patients tients originally described as having this series obtained normal height
with Russell-Silver syndrome 2.9 to triangular facies were again so de- without therapy. In the absence of a
13 years after their initial diagnosis. scribed on follow-up. Although hy- specific laboratory diagnostic test,
They observed great variability in pogonadism and abnormal genital the delineation of heterogeneity
each Df the features of the syn- development had been described within a syndrome is difficult, but
drome, suggesting that Russel.!- in several patients with Russell- must always be kept in mind when
Silver syndrome is not a discrete Silver syndrome, all of these 15 pa- offering parents a prognosis. In ad-
entity but a heterogeneous group of tienfs had normal sexual develop- ditio/?" the authors are correct in
disorders. Most interesting are the ment. emphasizing that Russell-Silver
data regarding eventual growth. The authors conclude that the fea- syndrome can occur concomitantly
Five of the 15 exhibited late catch- tures of Russell-Silver syndrome are with hypopituitarism or other causes
up growth and attained normal ~o diverse that it is highly probable of growth retardation. Cassidy et al
heights. Eight remained below the the entity is a'tleterogenous group of recently reported (AJDC 1986; 140:
third percentile, but paralleled the disorders. It is thus difficult to offer 155) the seventh case of growth
growth curve. Six of the 15 had parents a clear prognosis. In addi- hormone deficiency in association
gross evidence of body asymmetry tion, if the diagnosis is made too with Russell-Silver syndrome.
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