
recover after a few months of treatment with cobalamin or
antibodies to intrinsic factor in their gastric or intestinal
secretions.6
The commonest reason for misdiagnosing pernicious

anaemia is failing to establish that the blood and marrow
changes of pernicious anaemia are present. Once an injection
of cobalamin is given all evidence of cobalamin deficiency is
removed, and there is no second chance. To make a firm
diagnosis of pernicious anaemia when the blood film is
unhelpful bone marrow aspiration must be done before
cobalamin is given. Ifthe diagnosis is incorrect treatment with
cobalamin will produce no benefit, there will be no reticulo-
cyte response, the mean cell volume will not fall, and the
neuropathy will not improve. Worse, a more important
diagnosis may have been overlooked.

Finally, endoscopy should be performed as there is an
increased incidence of gastric polyps, carcinoid tumours, and
gastric carcinoma in pernicious anaemia.7
What of the patients with normoblastic marrows with

either a normal blood film or a raised mean cell volume who
have a low serum cobalamin concentration and malabsorb
cobalamin? They probably have gastric atrophy. Rarely, such
patients, particularly after partial gastrectomy, may benefit
from treatment with cobalamin despite having a normoblastic

marrow. Thus it is not unreasonable to give these patients
cobalamin for about two to three months and continue only if
there has been unequivocal benefit.

Pernicious anaemia is treated with hydroxocobalamin
1000 [tg weekly for five weeks and thereafter 250 Ftg once
every two months for life. Many patients show some evidence
of iron deficiency after four to six months by a fall of the mean
cell volume below normal; this is treated with a short course of
oral iron. Further investigation should include a screen for
other autoimmune disorders, particularly hypothyroidism.

I CHANARIN
Consultant Haematologist,
Kew,
Surrey

1 Chanarin I, Malkowska V, O'Hea A-M, Rinsler MG, Price AB. Megaloblastic anaemia in a
vegetarian Hindu community. Lancet 1985;ii: 1168-72.

2 Chanarin I. The megaloblastic anaetnias. 3rd ed. Oxford: Blackwell, 1990.
3 Siurala M, Lehtola J, Ihamaki T. Atrophic gastritis and its sequelae, results of 19-23 years' follow-up

examination. ScandJ Gastroenterol 1974;9:441-6.
4 Chanarin I, James D. Humoral and cell-mediated intrinsic-factor antibody in pernicious anaemia.

Lancet 1974;i: 1078-80.
5 Rose MS, Chanarin I, Doniach D, BrostoffJ, Ardeman S. Intrinsic-factor antibodies in the absence

of pernicious anaemia. 3-7 year follow up. Lancet 1970;ii:9-12.
6 Rose M, Chanarin I. Dissociation of intrinsic factor from its antibody. Application to study of

pernicious anaemia gastric juice specimens. BMJ 1969;i:468-70.
7 Sjoblom S-M, Sipponen P, Miettinen M, Karonen S-K, Jarvinen HJ. Gastroscopic screening for

gastric carcinoids and carcinoma in pernicious anemia. Endoscopy 1988;20:52-8.

Testing for Huntington's disease

Early clinical studies suggest uptake is low

Huntington's disease must be one of the worst in the long and
catastrophic list of inherited diseases. A period watching an
affected parent die from the disease (20 years in most cases)
while facing the one in two risk of developing the disease
yourself is followed (if you are affected) by a particularly
difficult mixture of neurological and psychiatric symptoms.
These may cause social as well as medical problems. There is
no effective treatment, and the onset ofsymptoms occurs well
past the age when people have had their children.'
The gene that is mutated has not yet been identified, even

though Huntington's disease was the second disease (after
Duchenne muscular dystrophy)2 to be located within a small
region of a chromosome by molecular genetic techniques 10
years ago.3 Although presymptomatic testing was in principle
possible from that time, those working with the families (led
by Peter Harper in Cardiff) urged caution, arguing that the
benefits to the families are not clear cut when no improvement
in treatment results. It was thought important to avoid
precipitating even greater anxiety by predicting the certainty
of Huntington's disease up to 30 years before symptoms
appear. Caution became even more important when the
possibility of discrimination in employment and insurance
became evident.45

This caution has clearly transmitted itself to the families.
One of the most dramatic findings of the consortium led by
the Cardiff and Manchester groups (reported on p 15936) is
that only 250 or so of the several thousand people at risk of
developing Huntington's disease in the United Kingdom have
come forward for testing. Curiosity has clearly been sup-
pressed, in part because the test is not yet 100% accurate but
also because there is no immediate gain in most cases.
The authors do not discuss the motivations of those who

come forward, nor the reason given by those who do not take
the test. It would be particularly interesting to know how

many of those requesting testing do so when the knowledge is
of real value-the young person at high risk who is about to
start a family for whom choices, including prenatal diagnosis,
are available. Knowing what choices they make after testing
would also be interesting. A young man at risk of Hunt-
ington's disease summarised his position as follows: "The bad
news might be that I would develop this disease, but the good
news is that I need never pass it on to my children -it would
end with me."

Genetic testing with DNA markers is becoming routine in
clinical medicine. It may be used to predict who will be
affected (as for Huntington's disease, familial Alzheimer's
disease, and prion dementias of early onset), as an aid to
assessing severity of disease (for example myotonic dys-
trophy), and for difficult diagnoses (some cases of mild cystic
fibrosis). Testing in the community for carriers of recessive
diseases such as the haemoglobinopathies7 and cystic fibrosis'
is possible and raises other problems: those identified are
completely healthy but risk having an affected child if their
partner is also a carrier. It is clear that tests for the risks of
developing some cancers, atopy, and hypercholesterolaemia
are coming soon and will provide more accurate estimates
than are presently possible with use of biochemical markers.
The ethical problems are many, and they require discussion

in good time; hence the BMA's report on the new genetics to
be issued later this month will be particularly welcome.9 As
suggested in the report of the Committee on the Ethics of
Gene Therapy'0 none of the problems are new to clinical
medicine, though they are deeper, wider, and quicker in
impact. The paper by Tyler and her colleagues in this issue
provides an example ofcombining the best in the new genetics
with good family medicine and a concern for the interests of
the patient above all else.6 It provides a model for how to
proceed both ethically and scientifically. What is needed now

BMJ VOLUME 304 20 JUNE 1992 1585

 on 24 M
ay 2023 by guest. P

rotected by copyright.
http://w

w
w

.bm
j.com

/
B

M
J: first published as 10.1136/bm

j.304.6842.1585 on 20 June 1992. D
ow

nloaded from
 

http://www.bmj.com/


is an assessment of the impact of this testing on the patients
and families concerned-a point made in a recent review of
the ethics of genetic prediction in Huntington's disease. "
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"Macho" management in the NHS

May wreck everything

The most valuable resource of the NHS is its staff. The people
who know that best are the few managers who understand
modern management and the health service and who have the
respect of all the different tribes within the NHS. These are
the people who more than any others are carrying the burden
of translating the government's sketchy plans for reforming
the health service into reality. Now some of them are being
sacked in a bloodletting initiated in a fit of what Duncan
Nichol, the chief executive of the NHS Management Execu-
tive, called last week "macho management" (p 1588).
Those who know little of big business imagine that it is a

world in which people are regularly and ruthlessly thrown on
to the street without a moment's hesitation. Sometimes it is.
But the world's most successful companies know that such
behaviour is hugely wasteful. A sacking is as much of a failure
for the organisation as for the sacked employee-often more
so. The best managers empower their employees, delegate
to them, nurture their skills, allow them to make mistakes,
and guide them in solving their own problems. But there
is an old fashioned style of management-often called heroic
management-in which heavy handed bosses are reluctant to
place confidence in their employees and insist that they know
best concerning the interests of their organisation. The worry
is that some NHS managers and chairs of health authorities
and trusts are adopting the worst practices of big business.
Although there are times when employees must be moved or
even sacked, strong management is much more about having
the courage to let people use their skills in their own way.
The NHS is at a particularly vulnerable time managerially.

Professor Colin Carnall, the dean at Henley, the management
college, told the annual conference of the British Association
of Medical Managers that the NHS is like a train about to
leave a station. Those who have concentrated on the political
struggles over the NHS might imagine that change is slowing
down in the health service-in fact it is just about to
accelerate. The first 14 months of the new NHS have largely
been about preparing for the move to something closer to a

market. As the health service switches to cost and volume
contracts, commissioning begins in earnest, and general
practitioner fundholders energetically seek improvements in
services for their patients the rate of change will accelerate-
the train will leave the station. This acceleration in change has
already become visible in London. It is then, warned
Professor Carnall, an expert on the management of change,
that there may be a sudden collapse in staff morale. That is
when managers with a deep knowledge of the health service
and the trust of all sections of the staff become particularly
important. Some ofthose being sacked are just such managers.
It may even be that the precipitous sackings are signs ofpanic.
But for the NHS to copy football teams who sack their
manager on Monday after losing on Saturday would be
disastrous.
One of the most worrying rumours being heard at the

moment-and an increase in rumours is itself a symptom of
accelerating change -is that some managers being sacked are
the ones closest to doctors. It has been one of the tenets of
the NHS reforms that managers and doctors must work more
closely together, which necessitates building trust. To sack
managers who understand well the problems of doctors and
nurses is extraordinarily shortsighted.
Duncan Nichol called last week for the sackings to stop.

"We cannot," he said, "afford to waste the skills of people."
He called on chairs and managers to come down hard on
macho management. His words must be heeded or else the
NHS reforms may be derailed not by political or professional
opposition but by managerial heavy handedness.

JENNY SIMPSON
Chief Executive,
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