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LETTER TO
THE EDITOR

Hypohidrotic ectodermal dysplasia
with hypothyroidism

In the August 1989 edition of the
Journal, Fryns et al' published a case
of hypohidrotic ectodermal dysplasia
with hypothyroidism, and referred to a
previous case by Pabst et al2 of two
male sibs with a similar condition.
As the Fryns case was male, they

suggested that further case reports
were needed before X linkage could be
excluded.

In 1986, we published a case of a girl
with this condition and did suggest in
that article that recessive inheritance
was more likely.3
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I Fryns JP, Chrzanowska K, Van Den
Berghe H. Hypohidrotic ectodermal
dysplasia, primary hypothyroidism,
and agenesis of the corpus callosum.
J Med Genet 1989;26:520-1.

2 Pabst HF, Groth 0, McCoy EE. Hypo-
hidrotic ectodermal dysplasia with
hypothyroidism. Pediatr 1981;98:
223-37.

3 Pike MG, Baraitser M, Dinwiddie R,
Atherton DJ. A distinctive type of
hypohidrotic ectodermal dysplasia
featuring hypothyroidism. J Pediatr
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Genetic Engineering 7. Ed Peter W J

Rigby. (Pp 127; £14.00.) New York,
London: Academic Press. 1989.

The first volume in this series was
published around 10 years ago, and

under its two excellen
subsequent volumes in 1

moved with the times;
with the many new de
genetic engineering. Clii
genetics has meanwhili
forward at a sometimes s
rate. However, the topi
the series, and those of n
medical geneticists, ha
diverged and this is illu
three topics covered in

Chapter 1 discusses
biology of the kineto plas
trating particularly on Af
somes. Chapter 2 deals
antigen genes from mal
and Leishmania species,
some very interesting
material on malaria anc
state of knowledge of
receptors for malarial p
The final chapter de

production of foreign
mammalian cells, coverin
cell expression systems,
protein production, an(
culture and production.
chapter on malaria, there
of interest in a general w
geneticists, as the author i
Tech Limited, and natu
the molecules in which t
interested, such as tissue
activator, are of great me(
In summary, this is a spe
for the genetic engineer a]
it is always important foi
geneticist to know
developments which will .
the future.

Molecular Biology of the
Vision, and Ocular Di
Piatigorsky, T Shinohara,
(Pp 510; $%900.) New Y
Liss. 1988.

This volume is the outcom
Symposium held in Fel
which covered a wide ran
on the molecular biology
aimed principally at visu
and molecular biologists.
matter spans almost the en
molecular biological tech
loosely held together by
focus on the visual system.
chapters strongly evoke ti
these techniques and maki
reading, apart from their

it editors the visual scientists. The text is generally
the series have concise and easy to read with only
and kept pace occasional editorial lapses associated
velopments in with camera ready proofs.
nical molecular The subject matter is introduced on
e also moved a futuristic note with a paper on gene
stunningly fast therapy by C T Caskey and co-workers.
ics covered in The current state of knowledge on
nost interest to phototransduction is reviewed by
Lve somewhat several authors and the power of site
istrated in the directed mutagenesis in elucidating
this volume. structure-function relationships in
the molecular rhodopsin is described by H G
tidae, concen- Khorana and co-workers. A fascinating
frican trypano- section on the evolution of ocular genes
,with cloning includes one by G Wistow and col-
larial parasites leagues on the evolution of crystallins.
but includes This illustrates how totally unexpected
introductory findings still emerge from time to time

d the current in biology. It appears that while the
f the human alpha and beta crystallins have evolved
iarasites. by duplication and divergence from a
eals with the non-lens specific ancestor, the other
proteins in major crystallins (epsilon, delta, rho,

ig mammalian tau) are actually encoded by genes for
regulation of common cellular enzymes (for example,
d large scale lactic dehydrogenase, enolase) which
As with the are overexpressed in the lens. Another
will be much evolutionary strategy is suggested for
ray to medical the collagen gene family (G Vogeli et at)
works for Cell in which the highly repetitive motif
rally some of associated with the triple helix of type I
they are most collagen is broken up by 50 introns
plasminogen which, it is argued, serve to stabilise

dical interest. the gene by reducing opportunities for
rcialised book deletion, hence reducing the rate of
nd, of course, evolutionary change.
r the medical The fundamental question of how
the exciting ocular tissues differentiate is examined
affect them in in a section on gene expression and

differentiation. Several authors review
the attempts to identify key regulatory

S MALCOLM sequences and nuclear proteins asso-
ciated with tissue specific expression of
lens crystallins, using gel retardation

Eye: Genes, assays, deletion analysis of promoter
sease. Ed j and enhancer regions, and transient
P S Zelenka. assays in cultured cell systems. The
'ork: Alan R introduction of crystallin promoter

sequences coupled to a marker gene
into transgenic mice provides a con-

e of a UCLA vincing in vivo demonstration of the
bruary 1988 importance of such sequences in
ige of topics inducing tissue specific expression (A
( of the eye B Chepelinski and co-workers).
ial scientists Finally, the application of molecular
The subject biological techniques to human ocular
tire range of disease is discussed, with chapters on
niques only uveitis, viral infections, cataract,
a common mouse and human retinal degenera-
Many of the tions, and retinoblastoma. The
he power of putative retinoblastoma gene is shown
e fascinating by B Gallie and co-workers to contain
interest to point mutations or small deletions in a
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Book reviews

significant proportion of associated
tumours, confirming that this is indeed
the causative gene. This provides a
fitting climax to a subject that has had a
relatively short incubation time but has
already generated a large body of
existing results.

ALAN WRIGHT

Human Immunogenetics. Basic
Principles and Clinical Relevance.
Immunology series volume 43. Ed S D
Litwin. (Pp 856; $180-00.) New York:
Marcel Dekker, 1989.

This book is a multiauthored volume,
comprising a total of 32 chapters which
are distributed between five sections:
an introductory section which focuses
on the experimental approaches and
tools of immunogenetics (the reader is
assumed to be already familiar with
basic concepts in genetics and im-
munology) and one section each to
cover the immunogenetics ofimmunity,
histocompatibility, tumour and viral
antigens, and blood and serum com-
ponents. Clinical applications are
discussed at various stages in the book
and individual chapters are devoted to
immunodeficiency and to HLA and
disease. The stated intention is that
this book should be suitable for
"advanced undergraduate, graduate
and medical students in immunology,
genetics, microbiology, cell biology, or
pathology as well as a reference for
clinicians and researchers in these
disciplines and virology, hematology,
allergy, infectious diseases, and
oncology". However, the volume
suffers from a number of drawbacks.
First, the balance of the book is oddly
tipped towards the immunogenetics of
tumour and viral antigens (205 pages)
while some mainstream topics are
given scant consideration, for example,
the marvellous progress that has
recently been made in defining T cell
receptors has largely been overlooked.
Secondly, a great deal of the text is out
of date with only a very small number
of the 2500 references referring to
material published more recently than
1986. As a consequence some of the
information provided is factually in-
correct. Although some chapters arc
both authoritative and lucid (for
example, the review on immuno-
globulin genes), many others fall short

of this standard. Overall
impression that the book
coherent sum of its ind
ponents and there are ma
ofunnecessary repetition a
inconsistencies between (

example, in relation to su
nomenclature). However,
of48 authors, it is perhaps r

surprising that the book is
regarding the content a
individual chapters. Whil
hoped that such deficien
remedied in future edit
volume, the content of
book does not compare fav
that of several existing
deal with more specific
human immunogenetics a]
written by one or two
example, Molecular immun
by Hames and Glover
1988) and The natural A
major histocompatibility
Klein (John Wiley, 1986'
evolving field of huma
genetics there remains a
single definitive textbook
wide ranging and up to d.

Human Chromosomes-

there is the format. At times the authors are rather
is not a very dogmatic, especially in their comments
lividual com- on analysis, where they impose
any instances arbitrary values on the number of cells
nd occasional they consider essential for diagnosis.
chapters (for Safety in the laboratory is not well dealt
rface marker with; one comment on the essential
,with a total need for a gas burner in a laminar flow
not altogether hood would not only be considered bad
very uneven practice in the UK, but is potentially
nd style of dangerous. It was a surprise to find
le it is to be that high resolution banding was
icies may be considered to be a specialised technique
tions of this and did not appear in the main culture
the present methods section; most cytogeneticists

'ourably with would now consider this to be a routine
books which laboratory method. Perhaps the major

aspects of omission is the lack of non-radioactive
nd have been in situ hybridisation techniques which,
authors, for although the authors consider them to
iology, edited be of great interest, are given no more
(IRL Press, than a cursory paragraph. Perhaps
zistorv of the developments in this field will be
complex by included in the next edition. These are
In the fast minor criticisms of an excellent

an immuno- reference work which should be on the
need for a bench of all clinical cytogenetics
that is both laboratories. It will be a welcome

ate. source ofinformation for cytogeneticists
already in the field and essential

T STRACHAN reading for those in training.
No one can say that clinical cyto-

genetics is not evolving when they read
the wide range of techniques available,

-Manual of so well presented in this book.
Basic Techniques. Ed Ram S Verma,
Arvind Babu. (Pp 240; £15-95 paper-
back.) New York: Pergamon Press.
1989.

The authors claim that this book is
primarily written for those in the field
of human cytogenetics who wish to
improve their laboratory skills. It is
more than that, providing not only
detailed protocols but also the essential
theoretical background to the methods
used. The text covers the various
approaches to culture of a compre-
hensive range of specimens, all of the
commonly used banding techniques (as
well as a very interesting review of the
use of restriction enzyme/Giemsa
banding), in situ hybridisation, and a
chapter on DNA isolation, probe
production, and Southern blotting.
The book is excellently illustrated and
the extensive reference sections at the
end of each chapter provide a rich
source for further reading.
The style of the book, as with most

laboratory manuals of this type, could
not be described as bed time reading,
but it has a logical and well structured

TONY ANDREWS

The Selfish Gene. Richard Dawkins.
2nd ed. (Pp 352; £17 50 hardback,
£5 95 paperback.) Oxford: Oxford
University Press. 1989.

Who has not read Richard Dawkins's
The selfish gene since it first appeared in
1976? Most biologists are now familiar
with his idea of the gene as a survival
machine, a sort of mindless and blind
replicator only concerned with its
survival through natural selection.
This new edition is bigger with more
than double the number of references,
and includes two additional chapters:
'Nice guys finish first' based on a
television programme, and 'The long
reach of the gene' based on his The
extended phenotype (Oxford: Freeman,
1982). According to The New York
Times this is ". the sort of popular
science writing that makes the reader
feel like a genius". It is thus comparable
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