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concerns about individual tolerance and adherence
and about cost effectiveness at a population level.
We think that in this situation, it is wise to use well-
known drugs and, if possible, the less expensive
ones. Enfuvirtide has no place in this setting in 2003.
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the authors reply: 

 

Drs. Cuzin and Alvarez report
that “in cases of high-risk exposure” the highest rate
of HIV transmission is around 0.3 percent. Prospec-
tive studies suggest that this rate represents the av-

erage risk of transmission after percutaneous expo-
sure to HIV-infected blood, but the risk is probably
higher after exposure involving an increased vol-
ume of blood or a high viral load,
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 both of which
might apply to health care workers exposed to pa-
tients with resistance to antiretroviral drugs — a
possible reason for the failure of postexposure pro-
phylaxis. We recommend the restricted use of pro-
phylactic enfuvirtide in high-risk persons,
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 such as
health care workers, in a setting where the storage,
preparation, and administration of the drug are
performed by skilled personnel.
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Genomic Medicine

 

to the editor: 

 

In their editorial (Sept. 4 issue),
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Guttmacher and Collins provide a conventional and
optimistic overview of the effects of genomics on
clinical practice. Absent from their discussion is
mention of the most common current use of genet-
ics in clinical practice: negative eugenics. Testing for
chromosomal disorders is routine in obstetrics and
fertility medicine. The example of Tay–Sachs disease
demonstrates that voluntary screening of the pop-
ulation and genetic counseling can have a substan-
tial effect on the incidence of disease.
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 As the novel-
ist Josef Skvoreckº has written, “the past shows the
potential of the future.”
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 Increasing knowledge of
genetic contributions to disease increases opportu-
nities for eugenic intervention. This is not a theoret-
ical possibility; the organizations that sponsored
screening for Tay–Sachs disease are expanding this
program to include other genetic diseases that are
relatively common among Ashkenazi Jews.
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 To date,
translation of the identification of the gene for a
disease into effective therapy has been uncommon.
Some disorders with substantial genetic compo-
nents such as schizophrenia and autism probably

result from developmental processes that are diffi-
cult to manipulate, and eugenic intervention will be
easier than developing medical or gene therapy. The
genomic era will also be an era of eugenics.
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drs. guttmacher and collins reply: 

 

Dr. Albin’s
letter raises an important issue: to what extent will
the discovery of susceptibility genes for common
disorders such as cancer, diabetes, obesity, autism,
and schizophrenia lead to their use in the prenatal
arena, resulting in the termination of pregnancies?
Three factors militate against this practice’s becom-
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ing widespread: the predictive value of genetic test-
ing for non-mendelian conditions will remain poor,
even when all the hereditary factors have been iden-
tified; public interest in using prenatal diagnosis
and the termination of pregnancy for disorders with
less profound implications and less precise predict-
ability than those associated with Tay–Sachs disease
will most likely be rather limited1; and knowledge
of the relevant genetic pathways is expected to lead
to more effective therapeutic interventions in the
future.

We share a concern, however, about a related
circumstance in which the widespread availability
of preimplantation genetic diagnosis might shift
the balance toward “opting in” for “desirable” em-
bryos, as opposed to “opting out” through the ter-

mination of pregnancy. This topic is but one of many
being studied by the Ethical, Legal, and Social Im-
plications program of the National Human Genome
Research Institute.2 Ultimately, the broad commu-
nity will have to be the judge of the wisdom and
ethics of such applications.

Francis S. Collins, M.D., Ph.D.
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National Human Genome Research Institute
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Case 27-2003: A 36-Year-Old Man with Recurrent Epigastric Pain 
and Elevated Amylase Levels

to the editor: In Case 27-2003 (Aug. 28 issue),1

a patient with two rare diseases — lymphoplasma-
cytic sclerosing pancreatitis and amyotrophic later-
al sclerosis — is described. The pathological discus-
sion concludes with the statement that these two
diseases are unrelated, but as William Osler empha-
sized more than a century ago, the astute clinician
should attempt to find a single explanation for all the
symptoms. Could both illnesses have had a single
underlying cause? Lymphoplasmacytic sclerosing
pancreatitis has been described as autoimmune
pancreatitis, and it has been suggested that autoim-
munity is a cause of amyotrophic lateral sclerosis.2

Viruses can cause pancreatitis and are a possible
cause of amyotrophic lateral sclerosis.3 It should be
determined whether this unusual combination of
illnesses has been diagnosed in other patients.
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to the editor: I read with interest the recent case
of a young man with probable autoimmune pancre-

atitis. I am an avid follower of the Case Records and
am especially fond of the discussion building up to
the diagnostic tests. I was surprised to read, how-
ever, that a Whipple procedure was considered diag-
nostic. If partial abdominal evisceration is thought
to be diagnostic, then what procedure would be
considered therapeutic?

Richard Makins, M.R.C.P.
Queen Mary’s School of Medicine and Dentistry
London E1 2AD, United Kingdom

the discussant replies: Dr. Lowenfels is correct in
pointing out the potential association between the
two rare diseases affecting this patient. Current data
indicate that lymphoplasmacytic sclerosing pancre-
atitis is an autoimmune disorder, and it has been
linked to many other autoimmune diseases. Since
the cause of amyotrophic lateral sclerosis is not
known, and since autoimmunity may be an etiolog-
ic factor, one can certainly speculate that the two dis-
eases are related. This association may be strength-
ened if similar cases are reported.

Dr. Makins remarks on the fact that the Whipple
procedure was performed for diagnostic purposes.
Perhaps it would have been more appropriate to
label the operation a diagnostic–therapeutic proce-
dure. Although lymphoplasmacytic sclerosing pan-
creatitis was suspected (and although the patient
actually received treatment with corticosteroids for
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