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;be rs;ationship betueen airyay ~ e 5 o o n s i v e n e s s  in the nother and :OM b i ~ t h w e i g h t  andlor 

prstcrm deiivery is !abated ( 2  Engi J Yed 1965; 312: 742-5. Arch Ois Chiid 1383: 63: 

905-13). In order to study whether matern3l astboa is associated uith a higher 

risk ,f I o u  birthueic'lt, y e  analysed the data o f  a cross-sectional survey in 2929 

schaaichildren aged 5-11, randaniy selected from three a r e a s  in the Laiia Region: 

t h e  city o f  Rome (RO), an indurtriai tovn (CV), and a rural a r e a  (VT). Overail 4.99: 

o f  children had a iou birthveigh: ~ 2 5 0 0 9 ) .  A history of asthma in the mother uas 

positively associated uith a higher prevaienca of iovSirtt.*eiqht (OR-2.9: SS$CI= 

1.2-6.9). nfter stratification far ?lac? o f  residence this assuciation disaposared 

For RO and VT, but became stronger in the 9 5 5  chiidren from CV (02-10.2: 95%C1=3.0 

-33.0). Horeover. in CV the effect o f  raternai asthma on low birthueight ,as oarti- 

cuiariy important in case of maternal iiiiteracy (OR-27.7; 95%CI=2.0-621.5) and 

when :he mother had saoke! during pregnancy (OR-15.7; 95"iCI-2.1-135.4). Iheee re- 

s u i t s  suggest that the causai reiationship (if any) betueen asthma in the nctner 

and l o ~ b i r t h u e i ~ h t  is not a simoie o n e ,  a n d  that prabaoiy most important a r e  the 

interactions b e t w e e n  qateinai asthma and other environmental and social factors. 
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The risk of unfavourable perlnatal ebents for a parturient 
populatlon was predicted by a computer-based method and those at 
rlsk, 17.6 S of the total, were g ~ v e n  recommendat~ons for specla1 
care. The serles cons~sted of the total parturient populatlon In 
Northern F~nland lri 12 consecut~be months in 1985 and 1986. OF 
the 96 antenatal cl~nlcs In the study area, a half were chosen 
as ~nterventlon cllnlcs and the other half as control cilnlcs 
matched ln the number of de!~verles In preblous years, qeo- 
graph~cal locat~on, urban or rural character and degree of 
debelopment. The total number of del~ver~ss In (he lnterbentlon 
group was: 3653 and that In the control group 4095. Those classl- 
fled In the rlsk group and glben recommendatlons For ektra care, 
642 mothers. had a sign~fl?antly hlgher mean b~rth we~ght, a 
lower percentage oF low blrth bie~ght lrlfants and an ala3st 
s~gnlf~cantly (p 0.070) lower percentage of pre-term d e l l ~ e r ~ e s  
than the mothers at simllar rls!< In the co,?trol group rvlthout 
anv such extra recommendat~ons. 
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Tetrahydrobiopte~ (BH,) deficiency comprises a group of very rare diseases 
characterized by progressive neurological symptoms unresponsive to treatment with 
low-phenylalanine diet. 6-Pymvoyl-tetrahydmpterin synthase deficiency, the most 
common form of BH, deficiency, occurs in various clinical forms which are sometimes 
hard to distinguish. This complicates the screening of newborns, prenatal diagnosis, 
and the determination of heternzygote carriers. Beside the severe, the peripheral, and 
the transient forms there might be other variants only marginally characterized. In 
dihydropteridine reductase deficiency, the second most common form of BH, 
deficiency. various point mutations have been observed. Recenrly a new form of 
hyperphenylalaninemia. primapterinuria, withexcretion of 7-substituted pterins in urine 
was described. This form of hyperphenylalaninemia may be due to carbanohmine 
dehydratase deficiency. 
As a result of the Central European screening carried out in our labontory during the 
last 11 y e m  approx. 1300 patients with hyperphenylalaninemia have been tested, of 
which 970 are newborns. 79 patients with BH, deficiency were discovered. Of these 
79 patients 2 suffer from GTP cyclohydrolase I deficiency. 48 from 6-pyruvoyl- 
tetnhydropterin synthase deficiency (5 with a peripheral defect), 22 from 
dihydropteridine reductase deficiency, and 7 from primapterinuria. 
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LCFW) is an intenrdLary ~lz)ne of m i w a l  fatty acid oxidaticn. Cnly t*o 

patients with LCHAD &ficign/ haM teen M t e d  so far SmS Hd 

hwketotic hxxglycania with reversible (IrBnders, Me). We repot cn 
t*o LCHAD deficiency patients with prmkmt mmmsalar syrrptcns U& are nm 
&zed in 'b table. 

P . 1  p.2 k-&m M e  
PERIPH4RAL M X K P A W  + + - - 
PImm R E m w A W  - + - 
M W P A W  + + - + 
MmxmWURIA + - - - 
CARDICMKPAW t + + 
k r m x o m m c m m  - + + + 
L M 3  D'ISFLICITCN + + + 
Lcw\D%.CLTFmY 33 5 29 22 

Patient 2 died a t  age 10 m. fa- ardicn-eqhtary failure. Nene biapsy &wed 
denyelinaticn Hid d l d m  -tim Hd in We mrjcle biqsy +3m-e was l i p i d  
s t 4 r a g e i P d ~ .  ~ n e u q h t y b - b e e n d e s c r i t e d i n f a W  
acid odhticn disordeJs. 
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The effects of the hypoxanthino (Hx)-xanthlne OYI- 
dase :XO) system on the pulmonary circulation and prostanold syn- 
thesis In young plgs !!ere lnbestigated. The pulmonary blood-flow 
and pressures were recorded continuously, and the cycloovygenase 
r~etabolites Tu82 and 6 keto PgFla measured at regular ~nterbals 
!RIA). Flve groups were studled: 1)Pigs glven YO bolus dose IU'kg 
Into the right atrlum. 2)Pigs pretreated with Hx 10 mmol/l before 
to. 3:Plgs glven indomethacin 7.5 mg/kq and XO. 4)Pigs given allo- 
purinol 50 mg/kg and XO. 5)Pigs glven catalase 25.000 U/kg and YO 
durlng euperlments. The table shows relatlve increase From base- 
line levels 25 mln after XO, when maximum pulm,:nary vasoconstrlc- 
tion ;PVR), was recorded. (+SD) * p< 0.05 ** p< 0.01 vs qroup 1 
Group P\'R 4; inc TxB2 ?; lnc 6 keto ~ g ~ l a  % Inc 
I;'n=6j 126.8 (32.7) 53.6 ,13.7) 29.0 (36.3) 
2jin=5! 142.9 178.1) 59.0 (52.9) 4.n 06.4) - ..- , 
3!<n=6) 15.5 (20.6) ** 0.0 i 0 . 0 :  -*  0.0 ( 0.0! ++ 

4j!n=5) 60.0 (43.1) * -5.5 (5.2) +* 22.6 (21.9) 
5)!n=6) 42.5 (20.8) +*-1!.4 (4.6) " b.3 (29.6; 

The study shows marked PVR lncrease in groups 1 and 2. Thls effect 
was attenuated in groups 3,a and 5 where prostanoid changes were 
mlnimal. 'We therefore speculate that oxygen radicals trigger the 
arachidonate acid cascade to induce the described PVR respons. 
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Pulmonary vasoconstriction was induced In slx plgs 
b!' a bolus lnFuslon of xanthlne oxldase (XLl) 1 U/kg Into the right 
a1:rium. Pulmonary pressure and blood Flow were recorded and the 
pulmonary ~ascular reslstance (PYR) calculated. The stable arach- 
1f:onate acld metabolites TxBZ and 6 keto PgFla measured at regular 
~ritervals. Another six animals were pretreated wlth d-Penlcilla- 
mine ;d-PI, 50 rng/kg 1.v. before X0 admlnlstration. Results: The 
table shows relative Increase from baseline balues at maximum PVR, 
25 minutes after XO was given. (TSD) 
Treatment P\'R P inc TxB? 6 lnc 6 keto PgFla a; inc 
XO 126.8 (32.7) 53.6 (13.7) 29.0 (36.3! 
d-P+XD 48.2 (40.8) + 8.9 (15.8) ** 15.7 (27.1) 

Tile study shows that d-P potently lnhlbits XD Induced oulmonarv 
vascular reslstance and XO Induced prostanold synthesis. The bio- 
lagical action OF thls pharmacological agent is unknown, but the 
data suggest that d-P may be a cyclooxygenase inhibitor or an ox?- 
gen radical scavenger. Could d-Penlcillamine he used In the treat- 
ment of pulmonary hypertension in the newborn? 
" p< 0.05 '+ p< 0.01 vs XO group. 
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