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Abstract

For years, physicians have debated how best to care for children with
differences in sex development (DSD, also termed intersex). Stories of
suffering of adults who underwent early surgical intervention for DSD
have led many health organizations to call for deferral of unnecessary
procedures. While some have instituted full deferral of cosmetic
procedures, standard of care remains an interdisciplinary team
approach informed by parents’ wishes. As the medical community
hesitates to institute full deferral, citing absence of long-term data,
legislation restricting early procedures is mounting. This article highlights
recent data from the DSD-LIFE Study and considers whether and to what
extent they support deferral.

To claim one AMA PRA Category 1 Credit™ for the CME activity associated with this article, you must do the
following: (1) read this article in its entirety, (2) answer at least 80 percent of the quiz questions correctly,
and (3) complete an evaluation. The quiz, evaluation, and form for claiming AMA PRA Category 1 Credit™
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Sex Development and Best Interests

Differences in sex development (DSD, also termed intersex) comprises multiple
diagnoses in which there is a congenital condition with inconsistent chromosomal,
gonadal, or anatomic sex development.t These conditions provoke many questions:
What are the potential health risks and future fertility options for children with DSD?
What surgeries should be offered to parents of children with DSD? What gender should
parents raise their child, and what will be the gender identity of the child? Grounded in
the historical notion that gender and anatomy are linked, surgical interventions have
been performed on infants to align their anatomy with their “optimal gender,” often
chosen for them based on potential for heteronormative sexual relationships.2:34 Today,
intersex children continue to receive early cosmetic genital surgery at medical
institutions across the United States and worldwide.>6.7 As we discuss here, whether or
not to perform early surgical intervention has been framed as a bioethical conflict
between upholding the bodily autonomy of the child vs acting on behalf of what are
perceived to be the child’s best interests. Yet there is little evidence to show surgical
intervention supports these children’s best interests.
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Are Early Surgeries Best?

In 2016, the Global DSD Update Consortium consensus statement reiterated its 2006
recommendation of a multidisciplinary team approach for children with DSD to help
ensure that the patient and family were being provided optimal and thorough
counseling. This recommendation focuses on shared decision making with the parents.”
Some have argued that when patients are too young to make their own decisions, the
most ethical thing to do is to honor the preferences of parents—who are legally entitled
to make health decisions for their minor children—when it comes to surgical
interventions.8 With this position, however, there is the danger of prioritizing parental
wishes and anxieties over supporting the child’s autonomy.®

Many individuals upon whom these procedures were performed have come forward as
adults to share their dissatisfaction and health complications.510 National intersex
organizations, such as InterACT, have formed worldwide and advocate for the cessation
of early surgical intervention on intersex children.11 Members of this community have
produced movies and books sharing how the medical interventions performed on them
resulted in both physical and psychological harm.12.13 Some of these interventions
include clitoral reduction, vaginoplasty, and gonadectomy and are accompanied by
multiple genital examinations.10.1213 Supporting these stakeholder claims, many
prominent national and international health organizations and legislative bodies have
issued recommendations arguing for deferral of elective procedures until the child can
actively participate in the decision-making process (see Table).

Table. Organization Statement Timeline

Year Organization Statement

2013 WHO issues a statement that called for the cessation of medically
unnecessary surgeries and sterilizations on individuals born with DSD.14

2014 Provisional section on LGBT health and wellness of the AAP states that
medically unnecessary irreversible procedures can be postponed until a child
“is old enough to agree to the procedure.”s

2015 Six UN committees call for regulation of medical interventions of
nonconsenting intersex individuals.15

2016 GLMA: Health Professionals Advancing LGBT Equality issues a
recommendation to delay all medically unnecessary surgeries on intersex
children until they “can provide informed consent/assent” (excepting
procedures addressing emergent medical need).16

2017 Physicians for Human Rights issues a statement calling for deferral of
unnecessary surgical procedures on intersex children before they can “give
meaningful consent.”17

2017 Former US Surgeons General Joycelyn Elders, David Satcher, and Richard
Carmona determined that current research does not support performing
cosmetic genitoplasty on infants.18

2018 California Senate passes SCR-110, which recommended delaying any
procedure on children with DSD until the “child is able to participate in
decisionmaking.”19

Abbreviations: AAP, American Academy of Pediatrics; DSD, differences in sex development; LGBT, lesbian,
gay, bisexual, transgender; UN, United Nations; WHO, World Health Organization.
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Despite the stated positions of reputable health organizations and legislative bodies and
anecdotal reports of suffering, a battle has engulfed the medical community regarding
deferral of elective surgical interventions. Arguments for deferral focus on protecting the
bodily autonomy of the child and preventing potential harm that can come from an
irreversible intervention.20 Harms cited that can carry significant implications as a child
matures include a sex assigned at birth that does not align with the individual’s eventual
gender identity and surgical complications that affect sexual functioning.20 In favor of
early surgical intervention is the argument that a child with ambiguous genitalia could
face psychosocial distress because of this difference as well as the belief that younger
children heal more easily and will not remember undergoing surgical correction.21.22,23
However, these arguments have little supporting data, while data supporting the
opposite position continues to mount. There is an accretion of data that early
interventions, their inevitable medical follow-up, and frequent need for surgical revisions
later have led to the development of psychological distress.5:10.18 Supporters of early
surgery counter with claims that these reports are anecdotal and that there is
insufficient high-quality outcomes data to support deferral.® However, this argument
from inadequate evidence is equally applicable to the outcomes data referenced to
support continuation of early, elective surgical interventions.

Evidence and Deferral

Organizations have repeatedly found that the data are insufficient to support DSD
procedures as necessary, beneficial, or safe. In 2012, the Working Party on DSD
concluded that more rigorous outcomes studies are needed to evaluate the success of
early genitoplasty, noting that surgery for some conditions is associated with impaired
sexual function and quality of life.24 The Global DSD Update Consortium 2016
consensus statement, updated from the 2005 International Consensus Conference on
Intersex, similarly concluded that current data is inadequate regarding key aspects of
DSD interventions, including sex assignment and surgical outcomes.”

The latest and most rigorous study that assesses long-term outcomes of patients with
DSD appropriately compares large samples of individuals who did and did not have
surgical interventions. In the DSD-LIFE study, participants who had Turner syndrome,
Klinefelter syndrome, congenital adrenal hyperplasia (CAH), or XY-DSD were recruited
from 14 European clinics.25:26 Researchers examined rates of gender change and
dysphoria as well as components of sexuality in this population. For those with CAH,
rates of anorgasmia and genital anesthesia were higher among those who had
undergone surgery than among those who had not.25 Those who had undergone surgery
also reported less intercourse and experienced more difficulties with vaginal
penetration.25 Across DSD conditions, having had genital surgery was negatively
associated with satisfaction with sex life.25 For those with DSD conditions other than
Turner and Klinefelter syndromes, rates of gender dysphoria and subsequent gender
transition after puberty were higher than in the general population.2é This study is one of
the first to examine quality-of-life outcomes in a large adolescent and adult sample with
DSD. These results support deferral of intervention, as DSD individuals were more likely
to change assigned gender than the general population.26 The study’s concerning
findings that those who had undergone surgical intervention had worse sexual health
outcomes add to the growing anecdotal reports of harm shared by members of DSD
communities.

Part of the reason it has taken so long for changes to be made in the care of children
with DSD can be attributed to how the biomedical community ranks the quality of
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information according to the hierarchy set forth by the evidence-based medicine (EBM)
model.27 In medicine, anecdotes and case reports are considered the lowest quality of
data on which to base standards of care. Relegating anecdotal information to a lower
tier has been called into question, as it can hinder communication between doctors and
patients and delay updates in care models.28 Anecdotes can be interpreted through the
lens of autonomy, as bioethicists recognize that to truly uphold patient autonomy, one
must respect the individual experiences that motivate a patient’s decision making and
ownership of their narrative.2° The EBM model is a step forward in clinical practice, but
we must recognize that it can unintentionally devalue patient experiences and thus
autonomy.

Defining Normal and Optimal

The parental role in a pediatric surgical intervention decision is critical, and a shared
decision-making approach is the current standard of care. Critiques of this model
highlight that gaps in parental knowledge of DSD hinder parents’ perceived and actual
participation in these decisions.20 Lack of common understanding of DSD elevates the
importance of what information is provided to parents during the decision-making
process. One study analyzing parent-clinician interactions found that discussion of
surgery to “normalize” the child’s anatomy prevails over discussion of the controversies
that surround early surgery and the child’s autonomy.30 True informed consent requires
an increased emphasis on the clinician’s responsibility to protect the child’s autonomy
in these discussions. This responsibility includes describing new outcomes data and
mention of the multiple organizational calls for deferral of surgical intervention.

More recently, Boston Children’s Hospital and the Ann and Robert H. Lurie Children’s
Hospital of Chicago have stated they would stop performing certain cosmetic genital
surgeries on children born with DSD.31.32 However, in our experience, clinicians and
professional societies hesitate to follow suit or update what constitutes standard of
care. Given the growing frustration of health organizations and organizations
representing the interest of DSD communities, legislative bodies have begun to
recommend deferral of nonessential surgical interventions on children with DSD. Passed
in August 2018 in California, Senate Concurrent Resolution 110 recommends delaying
any procedure on children with DSD until the individual “child is able to participate in
decision making.”19 The associated bill did not advance out of committee, but efforts
toward its passage are ongoing in California, with similar legislation being developed in
other states.33:34

Medical experts and patient advocates alike continue to call for more research to
determine the optimal treatment for children born with DSD. Meanwhile, reports of
suffering by those in the intersex community continue to be devalued, as such anecdotal
reports do not take the form of privileged evidence. The new data highlighted in this
article and in health care organization statements reinforce the multitude of anecdotes
that support deferral. We call on clinicians to heed these repetitive calls to action and to
recognize that when an individual is born with atypical genitalia that poses no physical
risk, treatment should focus not on surgical intervention but on psychosocial and
educational support for the family and child. Cosmetic genitoplasty should be deferred
until children are old enough to voice their own views and meaningfully assent to
undergoing surgery.
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