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Abstract Wereportacaseofgenderdysphoria (GD) ina62-

year-oldgenetic femalepatient, raising theprosandconsofper-

formingcorrective surgery later in life.This46,XXDSDpatient

was registered and reared as a girl; CAHwas diagnosed late in

childhood.Pooradherencetotreatmentandlackofproperpsycho-

logicalmanagementcontributed toevidentGD.Livingforyears

asamale, thepatient applied fora legitimatemale identification

document inhis late50s; thereafter, he requesteda sex-reassign-

ment surgery‘‘to disguisehis femalebodyuponhis death.’’We

informed the patient and family about surgery hazards, while

analytical therapy allowed the group to evaluate the actual wish

forsurgery.Whenthewishwasbroughtup, theroleofdeathurged

thegroup to rethink the courseof treatment.During theprocess, it

becameclear thatthepatient’sdesireforsurgery,morethanawish

for changing the genitalia, expressed an impulse related to issues

ofendorsementandacceptanceofhismale identity.This report

raises interesting questions about sexuality in a social context

and prompts the idea that sexuality is broader than sex itself,

raisingnewquestionsonthepsychological risksfacedwhencon-

sidering a body change after years of livingwith a disorder of sex

development.
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Introduction

Disordersof sexdevelopment (DSD)are‘‘congenital conditions

inwhich development of chromosomal, gonadal, or anatomical

sex is atypical’’(Lee,Houk,Ahmed,&Hughes, 2006).Several

disordersmay be embraced by this definition, one ofwhich is

congenital adrenal hyperplasia (CAH). CAH is a group of auto-

somal recessive disorders caused by enzyme defects in adreno-

cortical steroidogenesis.

Deficiencyof21-hydroxylase(21-OHD)isthemostcommon

form of CAH, responsible for more than 90% of cases (White

&Bachega, 2012). It results indefective conversionof cortisol

andaldosterone from their precursors, leading to elevated levels

of androstenedione, testosterone, and dihydrotestosterone—the

mainmalesexhormones. In itsclassic form,21-OHDmanifests

inuteroandisassociatedwithambiguousexternalgenitaliaofthe

newborn female (White&Bachega,2012).Adistinctive steroid

profileconfirms theclinical impression.Conventionalmedical

treatment consists of early glucocorticoid and mineralocorti-

coid replacement therapy and corrective surgery, as indicated.

Bilateral adrenalectomy forCAHis still a debatable procedure

that may be indicated for patients with difficult management.

Along with medical treatment, the importance of psycho-

logical care—fromdiagnosis to treatment—hasbeenregularly

emphasized(Hiortetal.,2014;Leeetal.,2006;Meyer-Bahlburg,

2008). Assessment of the patient’s doubts, anguishes, and the

emotionalcostsofhormonalandphysicalchangesoccurringwith

treatment helps elaborate and integrate psychosomatic and psy-

chological questions (Cohen-Kettenis, 2010;Telles-Silveira,

Tonetto-Fernandes, Schiller, &Kater, 2009). Understanding

sexualityandthedevelopmentofgenderidentitywouldassistwith

appropriateassimilationof thesubjectboth inhis/her familyand

withinsociety.Thiscomplexsituationrequiresamultidisciplinary

approach tosupportboth thepatientand the family (Brauer,2012;

Hiort et al., 2014; Lee et al., 2006).
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Dessens, Slijper, and Drop (2005) reported that 13 (5.2%) of

250 women with CAH and female gender role assigned early in

lifelaterexhibitedgenderdysphoriaofsuchseveritythatitinduced

them to seekgender reassignment. This information is crucial for

assisting clinicians in counselingparents of affectednewborns

in gender assignment. The American Psychiatric Association’s

(2013)Diagnostic and Statistical Manual of Mental Disorders

defines gender dysphoria as ‘‘a marked difference between the

individualsexpressed/experiencedgenderand thegenderothers

wouldassignhimorher,anditmustcontinueforatleast6months.’’

In this article, we present and discuss a case of gender dys-

phoria ina62-year-oldgenetically femalepatientwithCAH.We

raise theprosandconsofperforminggenitalcorrective surgery

later in life to change a patient’s bodily appearance.

Case Report

The patient, in his late 50s, presented to the emergency depart-

ment because of an adrenal crisis. Hewas bornwith ambiguous

genitalia and raised as a girl in a rural area in southernBrazil.He

hadhada35-year lapse infollow-upat the timeofhisemergency

visit. Once recovered, he decided to resume follow-up. By that

time,hehadbeenable tochangehis ID(off the record) in thecity

where he was living as a male. His medical chart was then reo-

pened using his elected masculine Catholic name; he did not

mention his previous chart as a female patient.

After a few years of attending regular appointments, he

unexpectedly requested a sex-reassignment surgery, claiming

that itwould fulfillhisultimategoalof livingsuccessfully inhis

desired gender role. He justified his request as a wish to dis-

guise his female body upon his death, during preparation for

burial. In his ownwords:‘‘I don’twant the funeral agent tofind

out that I was a woman upon preparing my body.’’

This sudden scenario urged themedical staff to reexamine

thispatient’s fullhistory.ThediagnosisofCAH(duetotheclassic

simple-virilizing formof21-OHD)wasonlyestablished late in

childhood, when the patient was referred to a specialized med-

icalcenter.Atthat time,glucocorticoidreplacementtherapywas

initiated. The karyotype was 46,XX.

After years of difficult medical therapy and resistance to

treatment, the patient—now in his late teens—was transferred

to the surgery service, where subtotal adrenalectomy was indi-

catedandperformed.Subsequently,hereceivedglucocorticoids

andmineralocorticoids replacement therapy. However, irregular

treatment persistedwith a challenging follow-up, little adherence

to therapy, and missed medical appointments. The patient con-

fessed to avoidance of treatment to keep amale appearance and

toprevent feminization.At that time,nospecificpsychological

approach was available.

The patient was then lost to medical follow-up for almost

35years.Hereported thathehadbeen livingasa‘‘man’’invarious

locations,withnosettled residence,noproper ID,andnostable

job. Although living as a male, he had never had any sexual

involvement.

Thecaseof thispatientwascomprehensivelydebatedwithin

ourmultidisciplinarygroup,which ledto theconclusionthathis

medical and psychological treatment must be observed very clo-

sely before a final decision concerning surgery could bemade.

Management and Outcome

We put together a multidisciplinary team that included endocri-

nologists (in-training residents, post-graduates, andattending

staff), urologists, psychologists, and bioethical experts to create

a comprehensive treatment plan to include familial, social, cul-

tural, and religiousaspects of thepatient’s life.Wedecidedon

stringentoutpatient follow-up, includingpsychological careas

a priority, while maintaining an ongoing group discussion.

The psychological visits lasted 50min on average. Consis-

tentwith the premises of short-termpsychoanalytic therapy, the

patientagreedtofocushisappointmentsonthecentral issueinhis

conflict,whichwashis request forsurgery.With this inmind, the

analyst explored the conscious and unconsciousmotivations of

the request (Fiorini, 2004;Gillieron,1983;Oliveira, 1999).The

sessions took place in parallel with his medical appointments

every 3months (more frequent sessions, although desirable,

werehinderedbyhis living far fromthe city). Informedwritten

consent for the treatment plan, including possible future pub-

lication(s)ofhiscase, individuallyoraspartofagroup,wassigned

by the patient following a thorough and careful explanation,

according to a previously approved protocol by the ethics com-

mittee of our institution.

Onceagain, the patient faced therapyvery reluctantly, as open

conversationsabouthispastprovedextremelydifficult.Wethere-

fore decided to employ a therapeutic technique thatwe had pre-

viously developed, referred to as‘‘Life Lines,’’which, in brief,

exploredmeaningful life facts relatedtohisconditionthatwould

trigger free associations. Such life events included the day he

gained amale identity card from the church and themoment he

first votedusing a legal IDwithhismasculinename.Generating

free associationswould empowerhim to address feelings linked

tothosesituationsandtobuildnewmeaningsfor them.Itwasnot

mandatory that the generated events begin at birth, and the tech-

nique did not aim at building a chronology. Instead, the process

allowed us to identify and understand the patients’ unconscious

motives, as well as his inner conflicts.

In the process, we were able to consider the paradoxes and

conflicts experienced by the patient; this understanding was

enabled by therapeutic listening and by the activation of ‘‘cor-

rectiveemotionalexperiences’’(CEE)(Alexanderetal.,1946).

CEEare traumaticsituationsexperiencedbythepatient thatecho

in the relationship with the therapist. The repetition of these

experiencesinatrustsituationfostersaprocessofchangeinwhich

the patient recognizes new possibilities to resolve his or her

conflicts.
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Duringthe therapeuticprocess, thepatient’s family—to this

point, vague anddistant—began toattend theoutpatient clinic.

It shouldbementioned that thepatienthasayounger sisterwith

CAH(but shehas never questionedher female identity) andhad

brothers who had a heart condition and had died. In every

appointment,familymembersverbalizedtheirconcernsandfears

that the patient could die during surgery. Each of his relatives

attestedto themale roleoccupiedbythepatient in their livesand

that hewas already‘‘too old’’to go through that procedure.The

family tried to convince us that our endorsement of his request

would be senseless.

We realized that therewasa serious riskof familybreak-up if

weconcurredwithhisdesireforsurgery.Atthesametime,because

ofhis family’sposition,ourpatientcouldgradually recognizehis

role within the family as a‘‘household leader.’’Each relative

conveyed the idea that their ongoing interrelationswere serving

to sustain and strengthen the patient’s male identity, as, for

example, after his brothers’ deaths,whenhis nieces sawhimas

a second father.

During the psychotherapeutic process, we understood that

the request to disguise his feminine body was not necessarily

connectedwith a desire to have a penis at thatmoment in life,

but insteadwith existential questions triggered by his reaching

maturity, suchas‘‘WhoamI in thisbodyI inhabit?WhoamI to

others?What did I dowithmy life?What will I take away and

leave behind?’’ In addressing these questions about life and

death, insidehislifehistorywithDSD,hecouldredeem,reaffirm,

and develop an archetypal masculine identity.

Despite all the emotions and suffering brought up by these

memories, they enabled him to construct an appropriate answer

to his initial questions.Along theway, he began to realize that

although he had been born a ‘‘female,’’he had always felt a

belonging to themalegender, andendorsementbyhis relatives

made him more confident about his male identity.

Imaginingwhat othersmight say about his life after his death

was toodistressingfor thepatient, as if someonecould laterdeny

whohewasduringhisentirelife,exposinghisfamilytoscornand

criticism. This feeling had accompanied him throughout his life.

However, realizing that his male role was recognized by others,

and that their views of him matched his sense of self as male,

madehimfeel lessthreatenedbyothers’viewpoints.Hisfamily’s

attitude allowed him to overcome his persecutory nightmare, so

that he ultimately gave up the idea of corrective surgery.

Weshould stress that therewasalsoacultural and religious

context inwhich thepatientwas acceptedandalso recognized

asaman.Duringhis therapy,hecouldacknowledge thatbesides

hisfamily,otherpeoplesharedhisfeelingofbelongingtothemale

sex. One of these people was the church’s priest, who listened

carefully to his story and told him that‘‘to God, there was no

distinction between men and women, and that the agreements

made on earthwere blessed byHim.’’The priest’swordswere

based on theBook of Psalms, which the patient brought to the

sessionsandwhichhelpedcomforthimconcerninghisanguish

about what would happen after his death.

Discussion

The literature addresses the need to reevaluatewhether all cases

ofCAHborngeneticallyfemale(46,XX)mustberearedaswomen

(Lee&Houk, 2010; Lee, Houk, &Husmann, 2010;Meyer-Bahl-

burg, 2005). Recent guidelines suggest that we should individ-

ualize all cases because some patients with a late diagnosis or

those with Prader 4 or 5 virilization may choose to identify as

male (Lee&Houk, 2010; Lee et al., 2010).Lee et al. evaluated

12 patientswithCAH reared asmen. In their study, all patients

had a male gender identity, appropriate social relationships,

interest in women and frequent sexual intercourse.

Our patient did not have the sameopportunities as the ones

reported by Lee et al. He was not able to discuss his desire to

behave as amale throughout his childhood, adolescence, and

adult life. It was only as a senior citizen—a time in life when

social responsibility declines and existential questions arise

(Djordjevic, Salgado, Bizic, & Kuehhas 2014; Ettner, 2013;

Wilson, Sharp,&Carr, 1999;Zucker,Wood, Singh,&Bradley,

2012)—that being accepted by others and recognizing himself

as a man became an urgent matter.

This urgency was expressed through an uncommon wish,

with an odd justification that was brought up to the doctors:

‘‘When I die, at my funeral, they will knowwho I am.’’When

the psychologist began to see the patient, she noticed that the

teamdidnot realize howdeep thisquestionof identitywas. For

a juniordoctor in training, thepatient’s rationale for his request

sounded likea joke,because,as thedoctorsaid,‘‘Whenyoudie,

it isover,nomatterthegender.’’Thisparticularpatientandarelated

caselater reportedinthelaypress(Hensley,2014)denotes thelack

of familiarity and experience that young doctors have in dealing

withDSDpatientsand,asaconsequence, theneedforcontinuous

and specific training to avoid improper attitudes.

Atthismoment, theroleofdeathpromptedthegrouptorethink

the courseof treatment, encouragingus to search for ananswer

to his request. It seemed expected that the entire medical team

experienced anguish and wanted to offer a rapid decision for

his request, as if time had run out, and a feeling that something

that had not been offered before should be done right away

(Ceccarelli, 2003). Evaluating the harms and benefits of cor-

rective surgery togetherwith theBioethicsCommitteeprompted

a rethinking of the decision, helping the young endocrinology

physicians to develop more appropriate reasoning.

Although technical advances allow increasingly frequent

surgical procedures at anymoment in life, it is also extremely

necessary to evaluate the personal pathways of disease and

treatment (Ceccarelli, 2003). In this particular situation, as the

psychotherapy process continued, the patient himself changed
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hisdemandsashegaineda freshperspective for facing life, even

as themedical teambegan to rethink its interventions. In fact, a

multitude of different points of viewcame into focus and served

to reinforce the importance of listening to patients.

The multidisciplinary team that treats DSD patients with

genderdysphorianeeds toacknowledge that thegendercategory

helps foster understanding of sex distinction in its own sym-

bolic sociocultural level,‘‘without erasing its natural-biologi-

cal dimension, but realizing that the anatomy in itself does not

determinegender identityand its sexualdistinctionbetweenman

and woman’’(Meroni, 2011).

Duringthetherapeuticprocess,itbecameclearthatourpatient’s

wish for sex-reassignment surgery reflected his need for endorse-

mentandacceptanceofhismale identitybysocietyevenafterhis

death, rather than just a desire for improvementofcosmeticsor

sexual function. Thus, his subjective experience of genital anat-

omy and gender identity incongruence—a defining concept in

gender dysphoria—was not restricted to the bodily realm.

Therefore, toprevent irreversibledamageto thepatient,wemust

emphasize the importance of clarifying his or her conscious and

unconsciousmotivations before recommending sex change

surgery.

Althoughhavingdecidednot toundertakesurgery, thepatient

feared that, by remaining in a female body, he would be discov-

ered by non-familymembers upon his death and possibly expose

the entire family to ridicule and long-lasting discrimination. This

worry continued as a central topic during his subsequent psy-

chotherapeutic sessions.Therefore,we suggested alternateways

to prepare the patient and his family to face the problem, for

example,byleavingastatement forclose familymemberswith

instructions on handling and caring for his deceased body.

The guidelines offered by the ChicagoConsensus (Lee et al.,

2006)andtheSwissBioethicalCommission(Brauer,2012)have

been based on advances in human rights issues, offering the

opportunity to broaden those everyday challenging questions.

Sharing the diagnosis with the patients, encouraging them to

express their feelings regarding treatment and the condition

itself, individualizing approaches, and developing appropri-

ate clinical methods to evaluate those cases remain continual

challenges for those committed to this area of knowledge. There-

fore,more long-termstudies, aswell as case reports,will be useful

forabetterunderstandingof thepatients’pointsofviewandfor

offeringmore appropriate tools and techniques for use in these

scenarios.
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