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SECTION 1
Biochemical genetics

1.001
Apoplipoprotein E allele distribution in parents of
affected children with trisomy 21
Maratou, Klio 1; Farrer, MJ 1; Howard, CM 2; Kessling, AM 1; Davies, GE 1
' Medical and Community Genetics (Imperial College), Harrow HA1 3UJ; 2 Queen
Charlotte's and Chelsea Hospital, London W6 OXG

Altered apolipoprotein E (apo E) allele £4 distribution has recently been
reported in young mothers with meiosis 11 error nondisjunction compared
with older mothers with meiosis 11 error nondisjunction. It has been
hypothesised that the apo E £4 is a risk factor for meiosis II
nondisjuncton in young mothers. We have studied apo E allele
distibution in 118 parents of trisomic childken (trisomy 21) and 34 adult
controls (Northern Europeans). ParentaVlmeiotic origin of nondisjunction:
39 maternal meiosis 1; 13 maternal meiosis 11; 5 paternal meiosis 1; 2
paternal meiosis 11. We found no statistically significant difference in the
distribution of apo E alleles between these groups and controls. While
sample numbers are small, there
distribution of apo E £4 between
meiosis 11 error nondisjunction.
This study is still in progress.

Table: Copies of £4 n
alleles
Group
Nondisjoining parents
Disjoining parents
Maternal meiosis
(MMI)
Matemal meiosis
(MMII)
MMII <32
MMII >32
Contols

is no evidence of a difference in
younger and older mothers with a

1.002
Infantile Insulin Dependent Diabetes Mellitus and Acute
Liver Failure: a new autosomal recessive disorder?
McHale,Duncan 1; Bennett C.P.1; Haigh D. 2;Holland P.3; Batman P.
' Yorkshire Regional Genetics Department, Ashley Wing, St.James' University
Hospital, Beckett Street, Leeds. 2 Department of Paediatrics, St. Lukes Hospital,
Little Horton Rd, Bradford, W Yorks 3 Department of Paediatrics, Clarendon Wing,
Leeds General Infirmary, Great George St, Leeds

Insulin dependent diabetes mellitus (IDDM) rarely develops within the
first three months of life and about half of these cases will go on to have
permanent diabetes mellitus. There have only been three sets of siblings
reported with permanent diabetes mellitus presenting at this age; and two
pairs of twins, both having the transient form of the condition. We report
a consanguineous pedigree with four affected individuals; non-identical
twins in one family and a sib pair in a second. All developed IDDM within
the first four months of life. Three of the four affected individuals
developed acute liver failure and died following minor viral infections and
fatty degeneration of the liver was seen on post-mortem. The fourth child
aged six is now failing to thrive despite good glycaemic control on low
dose exogenous insulin. We have not discovered the underlying metabolic
disorder in this pedigree, nor found any previous reports in the literature of
a similar association between autosomal recessive IDDM and acute liver
failure.

0 2 1

59 42 1 16
51 41 0 10

1 39 30 0 9

11 13 8 0 5

7 5 0 2
6 3 0 3
34 21 1 12

British Human Genetics Conference 1996

Poster abstracts: I Biochemical genetics S11

J Med Genet 1996; 33: Supplement 1

 on M
ay 23, 2023 by guest. P

rotected by copyright.
http://jm

g.bm
j.com

/
J M

ed G
enet: first published as 10.1136/jm

g.33.S
uppl_1.S

11 on 1 January 1996. D
ow

nloaded from
 

http://jmg.bmj.com/

