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Although many of the congenital syndromes that used to be lethal no longer are, they are still

routinely referred to as “lethal anomalies.” But the label is not only inaccurate, it is also dangerous: by

portraying as a medical determination what is in fact a judgment about the child’s quality of life, it wrests

from the parents a decision that only the parents can make.

eonatal and pediatric critical care have dra-

matically improved survival for children over

the past twenty years. Neonatologists contin-
ue to reduce the gestational age and birth weight that
a newborn must have achieved to survive, and ad-
vances in pediatric surgery and pediatric organ trans-
plantation mean that complex congenital heart dis-
ease and biliary atresia no longer always result in
death. They are no longer “lethal,” because with treat-
ment, an infant can survive these conditions and even
enjoy a good quality of life.!

Yet obstetricians, pediatricians, geneticists, and
neonatologists continue to regard a category of con-
genital syndromes as “lethal anomalies.” Examples
are trisomy 13, trisomy 18, and anencephaly. Al-
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though most professional discussions do not provide a
specific definition of “lethal anomaly,” the term is
generally used to refer to a child with (1) severe neu-
rological compromise and (2) structural anomalies
and/or functional disabilities that, if untreated, would
cause death within a few months. The structural
anomalies in these children include airway malforma-
tions, congenital heart disease, and gastrointestinal
defects; the functional disabilities include swallowing
dysfunction, aspiration, and apnea.

These anomalies and disabilities are usually treat-
able, and invariably are treated in an otherwise
healthy infant. What makes them sometimes “lethal,”
then, is the decision not to repair the anomalies or
treat the disabilities in light of the child’s poor neuro-
logical prognosis. In effect, as we will argue, “lethal
anomaly” is not an accurate clinical description; in-
stead, it serves to convey an implicit normative view

about quality of life.
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The hidden significance of the
phrase is problematic because many
parents may not rate the child’s qual-
ity of life as dismally as their child’s
health care providers do. Data show
that health care providers rank severe-
ly disabled health states lower than
parents do,? which can partly explain
why parents typically prefer more ag-
gressive treatment than health care
providers.# Data also show that what
health care providers tell parents
about a child’s prognosis is influenced
by the providers’ attitude toward neu-
rological impairment, with the effect
that what is told to the parents de-
pends on the provider. Since this in-
formation influences family decision-
making,® the phrase “lethal anomaly”
obscures the normative nature of the
decision and interferes with authentic
parental autonomy.

An Historical Overview

he practice of recommending
that invasive treatments be with-
held or withdrawn from infants with
“lethal anomalies” first received criti-
cal attention in 1973, when Ray-
mond Duff and AGM Campbell
challenged the prevailing “social
taboo” by making public and explicit
their reasons for not providing inva-
sive treatment to children with neu-
rological disabilities.” They reviewed
299 consecutive deaths in the Yale
Special Care Nursery and found that
43 (14 percent) were related to with-
holding treatment. They explained
that the decisions were made by the
physicians and parents because the
child’s prognosis “for meaningful life
was extremely poor or hopeless”—a
quality-of-life judgment that rarely
had been publicly stated previously.®
Once the Pandoras box was
opened, medical ethicists, theolo-
gians, and clinicians came out in sup-
port of and against this practice.” The
dispute came to a head in the 1980s,
when disability advocates and right-
to-life groups publicized the issues
surrounding the withholding of treat-
ment, including nutrition, in handi-
capped newborns. They focused pub-
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lic attention on the fact that hospitals
and physicians were allowing chil-
dren with congenital causes of devel-
opmental delay, such as Trisomy 21,
to die from correctable birth defects.
One such case to reach national at-
tention was Baby Doe, who was born
in 1982 with Trisomy 21 and a cor-
rectable gastrointestinal defect.!® As a
result of this and other cases, regula-
tions were proposed that would have
made withholding treatment for cor-
rectable birth defects illegal, regard-
less of the child’s potential quality of
life."! These regulations were success-
fully challenged on the ground that
they were too restrictive.!> Eventually,
more modest regulations were passed
as amendments to the 1984 Child
Abuse Prevention and Treatment Act
(often known as the Child Abuse
Amendments or the CAA).13

Although the CAA did not dictate
how physicians must practice, requir-
ing instead only that the states devel-
op a process by which to respond to
cases of non-treatment, they were at
least partly responsible for changing
the standard of practice for treating
mentally and physically handicapped
newborns.'* The CAA allowed for
non-treatment in only a narrow range
of cases: when the infant is chronical-
ly and irreversibly comatose; when
the treatment would (1) merely pro-
long dying, (2) not effectively amelio-
rate or correct all of the infant’s life-
threatening conditions, or (3) other-
wise be futile in terms of the survival
of the infang; or if the provision of
such treatment would be virtually fu-
tile or inhumane.'> While the Federal
Regulations explicitly stated that an
anencephalic newborn would fit in
these categories,'® whether children
with congenital anomalies like tri-
somy 18 and 13 met the criteria was
unclear. Withholding treatment in
children with trisomy 13 and 18 is
still a common practice.

In the decades since Campbell and
Duff, however, some families have
begun to demand invasive treatment
for these children despite medical rec-
ommendations for comfort measures
only. Court cases have ensued when

physicians and parents have disagreed
about the “futility” of treatment. A
well-known example of such a case is
Baby K of Virginia.'” Baby K had
anencephaly and was being cared for
in a nursing home. On several occa-
sions, she was transferred to the
emergency room in respiratory fail-
ure, where her mother demanded
mechanical ventilation. The physi-
cians sought judicial relief from pro-
viding repeated mechanical ventila-
tion that they deemed “futile.” The
court found for the baby based on
the Emergency Medical Treatment
and Active Labor Act (EMTALA),
which does not allow a hospital to
refuse life-saving treatment to anyone
in extremis. Baby K lived for two and
a half years, the longest that a child
with anencephaly has ever survived.
In fact, before Baby K, physicians
had assumed an anencephalic child
could not survive beyond one year.
Clearly, the use of mechanical venti-
lation was not physiologically futile
in this case; it successfully prolonged
Baby Ks life.

Part of the problem, then, is how
to define futility. Mechanically venti-
lating a child with anencephaly is not
physiologically futile because it will
restore ventilation and prolongs the
child’s life. But it is futile if one uses a
qualitative notion of futility; the
child will never be able to interact
with his or her environment, even if
the child is weaned from the ventila-
tor.18

Baby K is just one example of chil-
dren with so-called lethal anomalies
who have survived beyond infancy.
Although these children will have se-
vere neurological handicaps, they can
and do achieve some minimal num-
ber of milestones."? If institutions ag-
gressively treated all of these children
who were born alive, the three- to
five-year survival rate might even im-
prove drastically, although survival
into the teens would likely remain
rare.0
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The Ethical Arguments

here are three main arguments

against providing medical treat-
ment for life threatening problems to
all infants with “lethal anomalies.”
The first is just that treatment is “fu-
tile,” but as we've noted, this claim
depends on a conception of futility
based on quality-of-life considera-
tions and not on physiology. In many
cases, treatment will not only address
the clinical problem, but may result
in prolonged life.

The second argument is that the
burdens of treatment outweigh the
benefits in these children. This claim
is a value judgment and includes
both the medical and psychosocial
burdens and benefits. In general, par-
ents are presumed to be the judge of
whether the benefits of a treatment
plan outweigh the burdens, all things
considered. If the parents judge the
treatments as more burdensome than
beneficial, then they have the right to
refuse further treatment. On the
other hand, if the parents judge the
treatments as beneficial, then their re-
quests should be honored unless
there is clear evidence that the judg-
ment is mistaken. If the child appears
to be experiencing significant un-
remitting pain or suffering, for exam-
ple, then it is wrong to continue
treatments that only prolong his sur-
vival and suffering. But rarely is this
the case.

The third argument against treat-
ment for life-threatening problems
focuses on resource allocation and
whether it makes economic sense to
treat children with such a grim neu-
rological prognosis when the money
could be used for greater benefit else-
where. The economic argument fails
because the congenital anomalies
classified as lethal are rare, so even if
these children were given maximal
treatment, their care would account
for only a small percentage of the
total U.S. health care budget. For ex-
ample, Ramesh Sachdeva and col-
leagues found that only 1.6 percent
of patient days in the PICU were
spent on futile treatment of children
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It is not possible to

who had either a “lethal anomaly” or
a very poor quality of life secondary
to PVS.2!

But rejecting the resource ques-
tion because it is not a true economic
threat ignores the ethical issue in the
resource allocation debate. The ques-
tion is whether a quality-of-life crite-
rion can be used as a threshold to de-
termine whether treatment can be
morally withheld. Although Duff
and Campbell thought yes, the pub-
lic outcry leading to the passage of
the Baby Doe regulations showed
that some disagreed vehemently.?? In
the absence of a social consensus to
limit care, the practice has evolved to
empower families, and not providers
at the bedside, to make treatment de-
cisions based on quality of life.

If these three arguments to with-
hold life-saving medical treatment
from all infants with “lethal anom-
alies” fail, then what arguments
would lead to providing the treat-
ment? One is that physicians treat
children with disabilities unjustly if
they do not correct all life-threaten-
ing problems. This stance calls on
physicians to treat all correctable
medical conditions regardless of qual-
ity-of-life considerations and parental
preferences—even to take legal cus-
tody if parents do not consent. This
argument makes two assumptions:
that it is possible to make medical de-
cisions without incorporating quali-
ty-of-life judgments, and that it is ap-
propriate to ignore quality-of-life
judgments when a child’s neurologi-
cal prognosis is dismal.

We reject these assumptions. First,
it is not possible to ignore quality-of-
life judgments when making medical
decisions to withhold treatment
without reverting to a vitalistic ap-
proach to medicine that we believe is
untenable with modern technology.??
Nancy Rhoden has shown that even
the CAA exemptions incorporate
quality-of-life judgments, although

ignore quality-of-life

judgments when making

medical decisions to

withhold treatment without

reverting to a vitalistic
approach to medicine that
we believe is untenable.
Yet quality-of-life
judgments are not only
necessary; they are
appropriate.

narrowly circumscribed as exempli-
fied by the permissibility of nontreat-
ment of comatose infants who, with
invasive treatment, might be able to
live for years or decades.?* Second,
quality-of-life judgments are not only
necessary; they are appropriate. As
Rhoden has explained, consciousness
is not valued as an end in itself, but as
a condition for meaningful relation-
ships. Meaningful relationships do
not require “normal” or “near-nor-
mal” intelligence but only some abil-
ity to interact with others and with
one’s surroundings. Without these
abilities, many families decide their
loved one would not want to contin-
ue to live.?s

A second argument in favor of
treatment is the belief that any life is
better than death. Yet this argument
also fails. While some health care
providers, ethicists, and families be-
lieve that all life is sacred and should
never be shortened,?¢ their belief is
but one of several possible ways of or-
dering the benefits and burdens; it
should not be imposed on those who
hold divergent beliefs.

If the arguments to provide treat-
ment for all children with “lethal
anomalies” fail, like the three argu-
ments to withhold treatment, then
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In caring for children with severe

neurological compromise,
there is no clear social
consensus on whether
treatment should be
required or prohibited. Given
this ambiguity, parental
decisions to withhold or
request treatment based on
benefit-burden calculations

should be respected.

the substantive question has to be re-
garded as an open question. The ap-
propriate policy issue, then, may not
be substantive but procedural: who
should decide what is appropriate
medical care for these children?

Throughout history, parents have
been the primary decisionmakers for
their children. Third-party interven-
tion is restricted to cases in which
parents are either abusive or neglect-
ful of their responsibility. In caring
for children with severe neurological
compromise, there is no clear social
consensus on whether treatment
should be required or prohibited.
Given this ambiguity, parental deci-
sions to withhold or request treat-
ment based on benefit-burden calcu-
lations should be respected.

Two caveats: First, some physi-
cians, depending on their own reli-
gious or philosophical perspective,
may find it difficult to comply with a
decision to withhold treatment, and
others may be uneasy about provid-
ing it. Yet respect for parental deci-
sionmaking in such socially ambigu-
ous circumstances should persuade
physicians to put aside their own
views when caring for such families.
Ideally, then, the physician would ac-
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cede to parental authority, provided
that the decision is legally permissi-
ble. Alternatively, clinical responsibil-
ity could be transferred if the physi-
cian cannot come to terms with the
family’s decision.

Second, our arguments apply to
treatment decisions for children with
so-called lethal anomalies. What lim-
its to family autonomy are appropri-
ate when the neurological prognosis
is less severe, or if a grim neurological
prognosis is not associated with any
other life-threatening conditions, are
questions that go beyond the scope of
this paper.

Hidden Meaning

Consider the case of Baby B, an
eighteen-month-old infant with
trisomy 18 admitted to the Universi-
ty of Chicago Pediatric Intensive
Care Unit. Baby B had severe gastroe-
sophogeal reflux resulting in multiple
episodes of aspiration pneumonia.
He had not been gaining weight well,
and his development was at the level
of a two-month-old child.

Because of the child’s “lethal
anomaly,” the child’s primary physi-
cian believed that aggressive treat-
ment of the pneumonias was inap-
propriate and wanted to place a do
not resuscitate (DNR) order in the
chart. The surgeons refused to per-
form a Nissen fundoplication and
gastrostomy tube (which would re-
duce gastroesophageal reflux and so
help avert aspiration pneumonia) be-
cause they believed it was “futile” to
do so. But the mother wanted all
medical treatment provided, includ-
ing the surgery and mechanical venti-
lation, and refused to authorize a
DNR order.

The normative nature of the deci-
sion not to treat a child like Baby B is
evidenced by the tendency to talk
about the treatment of pneumonia as
“aggressive” or to describe a fundo-

plication as “futile.”?® These proce-
dures would be considered routine in
an otherwise healthy infant. A gas-
trostomy tube and Nissen fundopli-
cation is “medically indicated”® in a
neurologically normal child with se-
vere reflux; it becomes “aggressive”
when the child has trisomy 18. Like-
wise, mechanical ventilation is “ap-
propriate” for respiratory failure in an
otherwise healthy child; it was “fu-
tile” for both Baby B and Baby K.
The problem with such terms, then,
is that they hide the quality-of-life
judgments imbedded in the decision
to withhold treatment, and thereby
interfere with the parents’ authority
to define what is best for their child.

It has been almost three decades
since Duff and Campbell made pub-
lic that quality-of-life factors are inte-
gral to the decision to withhold or
withdraw treatment in neonatal in-
tensive care units. During this time,
neonatal and pediatric intensive care
practices have changed dramatically,
both in their technical capabilities®
and in their acceptance of greater
parental participation in decision-
making.3! It is now time for the lan-
guage to catch up. “Lethal anomalies”
are no longer necessarily lethal, and
should not be described as such.
Frank discussions about quality of life
are important, even if challenging,
and can facilitate parental decision-
making.
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