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EFFECTS OF UN ILATERAL HEMISPHERE LESIONS ON LANGUAGE 

t1666 AND INTELLECTUAL DEVELOPMENT. Do ro thy M. Aram 
(Spon. by R.J . Mar tin) CWRU Dept . Ped . , Cleve ., Ohio. 

The re l a tionship be tween age and degre e of hemisphere special­
i zation vs . plas tic ity fo r highe r cognitive f unc tions remains 
cont rove r sial . The l anguage and i ntel lec t ua l devel opmen t o f 8 
l e ft (L ) and 8 r ight (R) hemisphere les ioned subjects (S' s) thus 
were compared t o controls (C ' s) matched by age , sex, race , and 
seve r i ty of congenit a l heart diso r der. All S 's were deve l oping 
no rmal ly pr ior t o s us taining CT scan ver i fied l esions between 2 
mos. and 6 yr s . (M: mos .; mos . ) and were t e s ted on 
a battery of i ntel ligence and language meas ures > one year pos t 
onse t (M age at tes t : yr s . ; yr s . ) . Full r ange I Q' s 
(M IQ: were below C's fo r bo th L and R 
S's yet mos t f unc tioned wi thin the normal r ange. 
Semant ic compr ehens i on was depressed in both L (p=. 04) and R S ' s 

ye t semanti c production was dep ressed only i n L 
and no t R S ' s. Syntac ti c ab i l i t ies we r e s i gnificantl y i mpa i red 
f or L but not R S' s as assessed by the measures s umma rized below. 
Syntax Measures LS/LC RS/RC 
Developmen t al Sentence Score p=.03 
Northweste r n Syntax Sc r eeni ng Tes t p= . Ol NS 
No. Gramma tic Marke r s Used NS 
% Complex Sentences Correct p=.02 NS 
These f ind i ngs r eveal tha t early L and R l esions impai r IQ and 
semantics s omewhat, but only L l esions signi ficantly impair 
syntac ti c developmen t. The s t udy pr ovides the f i rs t objec t ive 
evidence, based on acquired L and R l e sions, whi ch demons trates 
the L hemisphe r e 's early specializa tion fo r syntac tic abil i ties. 

DIFFERENTIAL SYMPTOM ONSET AND EVOLUTION IN 166 7 CLINICAL SUBGROUPS OF TOURETTE SYNDROME. 
Gabor Barabas and Wendy Matthews (Spon. by Thomas 

Hegyi), University of Medicine and Dentistry of New Jersey-Rutgers 
Medical School, Department of Pediatrics. 

Having recently reported a high incidence of migraine among 
Tourette Syndrome [TS] patients and their families, and having found 
a greater prevalence of associated symptoms (e.g., somnambulism, 
night-terrors) and motion sickness in this clinically-identified subgroup, 
we investigated the possibility of a differential onset and evolution of 
tic symptoms depending upon the presence or absence of migraine in 
the patient and/or his or her immediate family. With a sample of 36 
Tourette Syndrome children ranging in age from 5 to 19 years (x=ll.9 
years), we compared the 24 patients with either migraine (n=l2) or a 
family history of migraine (n=l2) (i.e., the "TS/migraine" group) with 12 
patients having neither migraine nor a family history of migraine (i.e., 
the "TS/non-migraine" group). Significant differences were found: The 
TS/migraine group had onset of motor tics a t an a verage age of 7.5 
years, in contrast to 8.3 years in the TS/non-migraine group. Vocal 
t ics emerged at an average age of 7.4 years in the TS/migraine group, 
compared with 10.2 years in the TS/non-migraine group. Compulsive 
acts such as touching objects, self, or others, were noted at an average 
age of 6.6 years in the TS/migraine group and 9.8 years in the TS/non­
migraine group. Among TS/migraine patients, the majority of 
symptoms (75.8%) were present be fore age 8, in contrast to the 
TS/non-migraine patients in whom the majority of symptoms (82.m 
appeared after age 8. 

ABNORMAL SUCKING BEHAVIOR I N CNS-DAMAGED PREMATURE 

1668 INFANTS. Mu r ray A. Braun , Marj o r ie M. Palme r (span. 
by N. Paul Rosman) , Boston Univ. School of Med . 

Bost on City Hosp ital, Dept . of Ped . (Neu r o . ) , Rehab . Med. (Sp. 
Path .) , Bos t on . 

Su cking behavior in growin g premature i nfant s has rece i ved 
l ittle a ttention . Non-nutrit ive (NNS) a nd nutritive (NS) sucki ng 
was me asured by suckome te r 30 minutes prio r to rout i ne f eedings , 
in 1 1 prema tu re , AGA i nfant s a t 5 -1 2 weeks of age , mean cor r ec t ed 
age (C . A. ) = 39 - 40 wee ks . Si x i nfant s had i ntraventricul ar 
hemo r r hage (IVH) by c ranial ultrasound and compu teriz ed tomo­
g raphy. Non-I VH infant s included 2 wi th methadone 
abst i nence synd rome , 2 with apnea/bradycardia treat ed with 
me t hylxan t hines, and 1 wi th hydrancephal y. Sucking ra t e (sucks/ 
sec ) was me asu red du ring cont i nuous (or the longest) s ucking 
bursts. 

I VH group 
hydrancephal y 

non IVH group 

suck ing rate (NNS) 
1 .3 7 sucks/sec 

1.68 

1.88 

sucking r at e (NS) 
1. 25 sucks/sec 

1. 63 

1.35 
The data indicates t ha t in NNS , sucking rat e is s l ower in 

in f ants wi t h IVH and hydr ancephal y versus those wi t hout I VH . 
The decrease in rat e fr om NNS to NS i s les s in the IVH group and 
hydrancephal y vs. t he non-IVH gr oup . Thus, pr ema t ure infan t s 
with CN S s tructu r al d amage may s how deficien t adaptive s uckin g 
behavi or . 

ADRENOLEUKODYSTROPHY (ALD ) WITH TRANS I ENT AMAUROS I S 

t 1669 WITHO UT CL IN ICAL DEGENERAT ION, A DI SEASE VARIANT OR 
THI RD ALLELE. Gar y G. Carpent e r, Leonard J . 

Grazian! , J ef fer s on Medical Co llege , Phila. , Pa.; Hugo W. Moser , 
John F . Kennedy Insti t u t e, Bal t imor e, Md.; Herber t H. 
Scha umbe rg, Al be r t Ei nstein Co llege of Medic ine, New York , N. Y. 
(Sp an . by Herbert C. Mansmann, J r . ) 

A 12 year old boy who presen t ed wi t h r apid onse t of blindness 
and unde rly ing Addis on' s di sease re cove red vision during ma in­
te na nce wit h hydr ocor tisone a nd fl ud r ocor tisone ace t ate . At age 
21 he r ema ins cl i n i cal ly and neurologica l ly we ll wi th the excep­
t ions o f red cen t ral scotoma t a and bilateral f lexo r plantar 
r esponses. Fi broblas t assay revea l ed increased levels of 
satura ted very long chain fa tty ac id s and p l a sma hexacosanoate 
(C26 fa t ty ac i d) represented 0. 048% t ot a l f a tt y ac i d wi th a 
C26 /C2 2 rat io of 0 . 065, charac teris tics of ALD hemizygos i t y . 

ALD has been di ffe r ent i ated f rom Adrenomyeloneuropa thy (AMN) , 
t he lat ter i nvolv i ng the o l der ma l e with slowly progre ss ive 
spast ic parapare sis, dis t a l symmetr i ca l polyneuropathy and 
va r iabl e hypogonadism ; bo th associa t e wi th Add ison ' s d isease. 
Whet he r this patient made the trans i t i on fr om one (ALD ) t o the 
other (AMN) or whe t he r he now s hows the new pa t tern of a third 
disease wi th ad renal anergy, de fer red centr al nervous sy s t em 
dec ay and excess i ve collec tion of satura t ed ve r y l ong chain 
f a t ty ac i ds , r emains questionable . Hypot het ic al recovery f r om 
ALD se ems leas t like ly, a possib i lity that might r e s ul t from a 
third a l le l e diminishin g accumul a t ed leve l s of very long chain 
f att y acids . 

EFFECl' OF MATERNAL HYPOXIA ON FETIU. RAT BRAINS 16 7 0 Rebecca Cooper and Robert c. Vanucci 
New York Hospital-cornell Medical Center, NY , NY. 

Cerebral rretabolic;: and neur(){)atlx:llogic changes in f e tal 
rats were examined dunng and follCJI!>'ing hypoxia. 
Tenn pregnant rats tracheos tonized or lnblbatea, 
paralyzed, and artif1c1ally ventilated w1th 40% , 15% or 10% 
02-tal.ance N20 , Maternal acid-tase and cardiovascular 
status was rromtored. Dams then were subjected to c - section 
or allowed to recover and deliver spqntaneously . 

Dams exposed to 15% 02 for 60 minutes were hypoxic 
(pa0z=3&rmH:!I and ac idotic <plla=7. 2:h]mHgl. MABP by 
2'5%. In fetal braini lactate (L) and P.Yrnvate (P) 1ncreased, 
but disproportionate y such that the L(P ratio increased 10 
fold. Bra1n glucose and glycogen decreased. Both ATP and 

indicating a disruption of the energy 

In resuscitated dams, fetal survival at delivery was 86%. 
Sequi?ntial measurements OI postnatal growth and devel<?{Jrent of 
surviving pups wel"<i! the same as offspring of control dams. No 
histologlc-alterations of were found in 
brains of pups sacrif iced at 3Q hypamyelinization of 
ascending ana descending spwal cord patf!Ways was seen in a 
few animals. In dams expoSed to 10% 02 for 30 minutes, 
systemic hypoxia was more severe (pey.O;r:3(1nmi!<;J), but pHa and 
MABP were to levels obtainoo 1n dams eJ9?0Sed to 15% 
0 7 for 60 minutes, Changes in intenned1ates and 
high energy rretaboli tes of fetal bra1ns as well a s func tional 
parameters were carparable to fetuses of dams exposed to 15% 
02 for 60 minutes. 

The findings indicate that although maternal hypoxia 
leads to maj<?r alterations in the energy status of the f e tal 
brain, this does not necessarily culminate in overt brain 
damage. 

INFANTILE APNEA ANn SEIZIIRES: A POSSIBLE RflLE FOR 1671 CAF.F£INE (C) ST!MIILATION. navis, T. Tunnen, J. V. 
Aranda. nept Pediatrics, McG1ll On1vers1ty - Montreal 

Children's Hospital, Montreal, Quebec, Canada. 
A diagnosis of "Near-miss Sudden Infant neath Syndrome (SIDS)" 

is usually made after a thorough medical evaluation fails tore­
veal the cause of an apneic episode. "High ris k" infants are 
placed on apnea monitors or are treated with respiratory stimu­
lants such as C or theophylline. We have treated over twenty in­
fants in t he past three years with C for infantile apnea. All in­
fants had normal diagnostic evaluations, including electroencep­
halograms (EEG), before starting treatment. Two infants experien­
ced short, generalized, tonic-clonic seizures soon after being 
treated with C (10 mg/kg). Repeat metabolic studies were normal 
and C levels were within the therapeutic range (8-20 mg/1) . The 
seizures were controlled wi th anticonvulsants. EEr.' s i n 
both patients revealed epileptiform discharges. Anticonvulsant 
therapy was continued with compl ete resolution of the apnea and 
no further seizures. Follow-up EEt.'s are now normal and both 
patients are off all medications. Experience in these two infants 
suggests: 1 )There is a subgroup of patients diagnosed as "Near­
miss SiflS" who have apnea associated with seizures. 2)Sei zure 
threshold may be lowered by central nervous system stimulants 
such as C and may produce convulsions in infants with latent 
seizure disorders not detected by routine EEG. 3)It is unlikel y 
that C given in therapeutic doses directly causes seizures, since 
a group of premature infants treated for neonatal apnea showed 
only transient jitteriness at levels up to 84 mg/1. 4)C may be of 
value in the diagnosis of infantile apnea caused by seizures. 


	1669 ADRENOLEUKODYSTROPHY (ALD) WITH TRANSIENT AMAUROSIS WITHOUT CLINICAL DEGENERATION

