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          You came so nearly perfect from the hand of nature that this 
slightest possible defect, which we hesitate whether to term a 
defect or a beauty, shocks me as being the visible mark of earthly 
imperfection [ 1 ]. 

      Introduction 

 In most cultures physical perfection is the standard by which 
a person’s competence, intelligence, and humanity are 
assessed [ 2 – 5 ]. Visible attributes that challenge physical per-
fection are not well tolerated by normal-appearing others [ 3 ]. 
When a person possesses a visible attribute that does not 
conform to a narrowly defi ned metric of appearance accept-
ability, the bearer of that negatively valued visible attribute 
may be at risk for social exclusion, prejudice, discrimination, 
and stigma by perceived normal-appearing others [ 6 – 8 ]. 
Furthermore, when the visible attribute in question is deter-
mined by genetic or medical factors, psychological well- 
being may be affected [ 9 ]. 

 Early consensus in the psychological literature suggested 
that individuals with visible atypical body or facial attributes 
would always be at a social disadvantage, since in addition 
to managing their own appearance-related thoughts, feel-
ings, and behaviors, they had to manage the reactions of 
normal- appearing others towards their appearance [ 10 ]. 
Contemporary research acknowledges the complex interac-
tions of individual, social, and cultural factors that shape the 
experiences and psychological well-being of individuals 
with atypical visible features [ 8 ,  11 ]. Facial appearance has 

been at the forefront of this research, and, at fi rst blush, it is 
easy to understand why disruptions in facial appearance 
receive so much consideration. The face is a primary vehicle 
of human communication, and individuals make immediate 
judgments about others based on facial appearance. When 
facial integrity is disrupted social interaction is disrupted [ 7 , 
 12 ]. However, hands and arms have salient cultural meaning 
as well. Hands and arms are essential for [ 1 ] interacting with 
and manipulating the physical world; [ 2 ] communicating 
with others; and [ 3 ] establishing and maintaining intimate 
physical contact with others. Like the face, hands and arms 
are diffi cult to conceal. Disruptions in the appearance of 
hands and arms have the potential to affect psychological 
well-being, yet there is limited research on the psychologi-
cal functioning of individuals living with visible characteris-
tics associated with congenital anomalies of the upper 
extremities (CAUE)   .  

    Defi nitions 

 In an effort to promote psychological well-being among 
individuals living with CAUE it might be useful to reevaluate 
the words we use to describe the population. The language 
we use to describe the people we treat has the potential to 
foster a strong therapeutic alliance as we work towards pro-
moting long-term positive adjustment and psychological 
well-being for our patients. It is suggested that those who 
serve individuals living with CAUE employ the terminology 
offered in the following section. When possible and appro-
priate these terms will be used throughout this chapter. 

    Distinction 

 The term  distinction  will be used when referring to what the 
CAUE literature has characterized as aberrant, deformed, disfi g-
ured, defective, defi cient, malformed, and abnormal attributes. 
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The term  distinction  is relatively benign and can be substituted 
for the pejorative and negative labels that describe the visible 
characteristics of CAUE that affect appearance. It is recognized 
that some authors prefer the term  physical difference  [ 11 ,  13 ]; 
however,  distinction  is a relatively neutral word and is an appro-
priate descriptor for a visibly and culturally devalued attribute 
related to appearance.  

    Impairment and Disability 

 Most readers familiar with the genetics, rehabilitation, and 
disability literature will recognize the following defi ni-
tions; however, it is useful to mention them again. 
 Impairment  is linked to a loss or a disruption of an anatomi-
cal structure or function and can be biologically determined 
or acquired via a disease process during a person’s life, and 
d isability  is the consequence of the impairment and involves 
any restriction in the person’s ability to perform an activity 
in the manner or within the range considered appropriate 
for individuals without the impairment [ 14 – 17 ]. The dis-
ability is the physical consequence of the impairment and is 
linked to how the impairment is manifested in the culture 
(i.e., the child with a congenital below the elbow anomaly 
has diffi culty with motor function). The term  handicap  or 
 social handicap  should only be used when one considers 
how the person with the impairment is treated in the culture 
(i.e., the adult with a congenital below the elbow impair-
ment is denied housing or employment due to processes 
that involve prejudice, exclusion, and discrimination).  

    Stigma and Stigmatization 

 Erving Goffman [ 18 ] began a discourse spanning 50 years, 
transforming the way we examine how human beings man-
age the minute and salient differences between us. These dif-
ferences place most people in two camps based on various 
personal characteristics and attributes. People can join and or 
be excluded from the two camps based on where they happen 
to be at the time (cultural context) and which attributes are 
valued at the time (temporal salience). Also, it may be pos-
sible for a person to be a member of both camps at the same 
time. Undesirable attributes may be fi xed and unquestion-
able (e.g., congenital disorders, facial distinctions, excessive 
weight, cognitive defi cits, old age, ethnicity, disability, diag-
noses of severe and/or chronic psychopathology, perceived 
to be engaged in non-normative behavior, etc.). 

 Goffman defi ned  stigma  as a spoiled identity or a deeply 
discrediting characteristic which may arise from physical 
deformities, blemishes of individual character that are inter-
preted to refl ect weakness, unnatural passions, dishonesty; and 
one’s lineage [ 18 ]. Possession of the devalued attribute or dis-
tinction places the affected individual at a social disadvantage. 

One early model to explain this disadvantaged social status 
suggests that stigma is a form of deviance that leads perceived 
normal-appearing others to judge individuals with the stigma 
as unworthy for participation in most social interchanges. 
They are viewed as incompetent, unpredictable, unreliable, or 
threatening [ 19 ]. This perception places the individual beyond 
the protection of a number of implicit norms that regulate 
social interaction. The disruptive impact of the distinction may 
be a function of how visible the distinction is to others, how 
much of the person’s body is affected by the distinction, and 
how easily the distinction can be identifi ed or seen by others 
[ 19 ,  20 ]. 

 Researchers have been trying to understand and decon-
struct the various processes contributing to devalued identi-
ties and subsequent spoiled interactions that devolve from 
possession of or contact with the undesirable attribute. Some 
have noted that it is diffi cult to identify a single defi ning fea-
ture of stigma and suggest that stigmatized people are 
believed to possess a feature, quality, or trait that portrays a 
social identity that is devalued in a particular social context 
[ 21 ]. In this view, stigma arises from one’s membership in a 
group or category that is negatively valued in a specifi c situ-
ation (i.e., the adolescent with a below the elbow congenital 
anomaly is unable to participate in an activity in the same 
way that adolescents without the congenital anomaly). 

  Stigmatization  may be conceptualized as a social process 
that seeks to reproduce inequality and exclusion [ 22 – 25 ]. 
There is an interaction between the environment and the 
individual with the distinction to recreate and perpetuate 
social and structural inequalities [ 25 ,  26 ]. Individuals with a 
devalued visible attribute may experience rejection, discrim-
ination, and exclusion and these experiences have the poten-
tial to shape psychological, cognitive, and affective responses 
that affi rm or impede healthy behaviors and psychological 
well-being [ 5 ].  

    Visible Distinctions and Stigma 

 An accepted defi nition of a  visible distinction  is that the attri-
bute in question represents a departure from a culturally 
defi ned norm which is diffi cult to conceal from others and as 
a result the attribute has the potential to shape interpersonal 
interaction with perceived normal-appearing others [ 27 ]. 
The attribute is perceived by others to be atypical, non- 
normative, and noticeable and excludes those attributes that 
are consistent with a body dysmorphic presentation [ 11 ,  27 ]. 
A  visible distinction  can have a powerful infl uence on the 
affected individual. A  visible distinction  is a social disability, 
since in addition to infl uencing the thoughts, feelings, and 
behavior of the person with the visible distinction, it is also 
likely to shape the behavior of other people towards the 
affected individual [ 28 ,  29 ]. Research suggests that the extent 
to which a visible distinction results in social disability 
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involves a complex interaction of social and individual 
factors [ 8 ,  11 ,  30 ]. We live in a culture that emphasizes phys-
ical perfection and individuals who possess visible attributes 
that are devalued occupy a special role in the culture and this 
role places them at a distinct advantage. The narrowly 
defi ned cultural appearance standard dictates who is accepted 
and who gets cast aside.  

    Stigma, Stigmatization, and Coping 
with Visible Distinctions 

 The stigmatized person is diminished in the eyes of the 
observer and may experience a variety of stressors. A stressor 
is an event in which environmental or internal demands tax 
or exceed the adaptive resources of the individual [ 31 ]. 
Stigma can increase demands on the affected individual 
because perceived normal individuals may hold stereotyped 
expectancies about what stigmatized people are like, harbor 
prejudiced attitudes towards stigmatized people, and behave 
in a discriminatory manner towards stigmatized people [ 32 , 
 33 ]. Psychological responses such as anger, anxiety, hope-
lessness, resentment, and fear [ 3 – 5 ,  31 ,  34 ] may be experi-
enced by the affected individual. 

 Visible distinctions are particularly stigmatizing because 
they remind the observer that the body is fragile, and depend-
ing on the etiology of the distinction may compel the observer 
to feel less compassion towards the individual with the dis-
tinction and to attribute more blame to them for having the 
distinction [ 35 – 37 ]. Children, adolescents, and adults living 
with CAUE frequently have visible attributes involving vari-
ations of limb formation, differentiation, duplication, over-
growth, and undergrowth; congenital constriction band 
syndrome; generalized skeletal irregularities; and comorbid 
facial irregularities [ 38 ]. Distinctions, such as those that can 
occur in CAUE, are particularly stigmatizing because the 
actual social identity—the attribute the individual possesses—
does not meet society’s normative expectations of the attri-
bute the individual should possess [ 26 ]. Social identity is 
fl awed and the affected individual is presumed unable to 
fulfi ll the basic requirements of social interaction. Physical 
perfection is the gold standard for social inclusion. Social 
exclusion and subsequent threats to psychological well- 
being may be inevitable if the devalued attribute is visible 
and involves the hands and arms.   

    Psychological Research on Visible 
Distinctions Associated with CAUE 

 Investigators have begun to explore how individuals adapt to 
a variety of stigmatizing attributes (e.g., diabetes, cancer, 
altered body appearance, HIV) [ 39 – 43 ]. An excellent review 
of the processes involved in managing visible distinctions 

acknowledged that successful outcomes are linked to (1) the 
individual’s perception of the visible distinction; (2) their 
self-concept; (3) perceived and actual social support; (4) cul-
tural contexts; (5) interpersonal encounters with others; (6) 
and the social skills they employ to manage diffi cult social 
encounters [ 11 ]. While this review was useful for a general 
understanding of psychological adjustment for those with 
visible distinctions (e.g., burns, dermatological disorders and 
cleft-palate) there was little to offer regarding those living 
with CAUE. 

 The broad spectrum of CAUE is rare but not entirely infre-
quent with a prevalence of 6.5–21.5 cases per 10,000 births 
[ 44 ]. They represent complex and variable pathologies with 
regard to the clinical severity of symptom presentation [ 45 ]. 
Some CAUE present in isolation and others present with 
associated systemic disorders and skeletal discrepancies [ 46 ]. 
Classifi cation systems for the CAUE have been previously 
described [ 38 ,  46 ,  47 ]; however, the taxonomy endorsed by 
the International Federation of Societies for Surgery of the 
Hand is widely accepted [ 48 ,  49 ]. CAUE can be diagnosed in 
utero, at birth or during early childhood, and decisions regard-
ing surgical intervention vary depending on the presentation 
of the specifi c genetic condition. 

 The Preferred Reporting Items for Systematic Reviews 
and Meta-analyses (PRIMSA) [ 50 ] criteria were followed in 
an attempt to identify studies on psychological sequelae for 
individual living with visible distinctions related to 
CAUE. Articles published as of August 2013 in English 
using literature searches of Pubmed, Web of Science, and 
Psych Info were sought. Searches of the literature were con-
ducted using the terms: upper extremity congenital anoma-
lies, limb defi ciencies, and hand and arm, in conjunction 
with one or more of the following key terms: psychosocial, 
adjustment, coping, well-being, quality of life (QOL), and 
appearance. It was diffi cult to identify    empirical studies pub-
lished during the past decade in which psychological well-
being, coping, and adjustment to CAUE appearance-related 
concerns were the primary outcome variables. 

 The preponderance of the research, energy, and attention 
on CAUE has focused on neonates, children, adolescents, 
and families. Most studies have been concerned with the tim-
ing of the surgery during childhood, surgical intervention, or 
postsurgical satisfaction [ 51 – 54 ]; and, longer-term func-
tional outcomes [ 55 – 60 ]. There are few studies on adults liv-
ing with CAUE [ 61 – 65 ]. 

    Children and Adolescents Living with a CAUE 

 Some studies have demonstrated that living with a CAUE 
has an effect on the child’s and adolescent’s psychological 
well-being across several domains including self-esteem, 
internalizing behaviors (e.g., depression), and social interac-
tion [ 66 – 70 ]. For example, one study of 66 children and 
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adolescents living with a CAUE fi tted with a myoelectric 
prosthetic hand reported that there were higher levels of 
withdrawn behavior for all children and adolescents living 
with a CAUE compared to a normative sample, and, that 
females living with a CAUE reported lower social interac-
tion competence: when compared to their male counterparts 
[ 66 ]. This fi nding is not surprising given the prevailing nega-
tive cultural attitudes towards visible physical distinctions 
which are particularly salient for females. 

 Recently, participation in day-to-day activities and 
QOL has received attention in the literature on successful 
outcomes for children and adolescents living with a 
CAUE. Participation and QOL can be viewed as proxy mea-
sures for psychological well-being. Participation is the extent 
to which an individual is involved in various life situations 
and may include, but not be limited, to the cultural context or 
attitudes of community members; family interest in recre-
ation; and the affected individual’s personal characteristics 
(e.g., gender and social competence) [ 71 ]. QOL refers to an 
individual’s perceptions of their position in life within cul-
tural and value systems in which they live and in relation to 
their goals and expectations. QOL, which has been used    in 
lieu of psychological symptomology, can comprise physical, 
psychological, spiritual, environmental, and interpersonal 
domains [ 72 ]. 

 Depending on the severity of the disorder, it may be pre-
sumed that children and adolescents with CAUE may be at 
risk for limited participation in social activities and report 
poor QOL and psychological well-being, yet the literature 
reports inconsistent fi ndings. A recent narrative review of 15 
cross-sectional studies of children and adolescents with con-
genital limb defi ciencies noted that the literature lacks suffi -
cient information to support or refute this presumption and 
further acknowledged that while full participation and 
enhanced QOL are considered the main goals in pediatric 
rehabilitation the literature provides limited empirical data 
on how children and adolescents with CAUE participate and 
how they view their QOL [ 71 ]. These authors also note that 
while some of the studies in their review used sound psycho-
metric measures, most studies used small sample sizes, and 
employed descriptive, exploratory and cross-sectional 
research designs [ 71 ]. They also reported that direct com-
parison between the studies was diffi cult due to the wide age 
range in the study samples (2–20 years) the lack of knowl-
edge regarding the heterogeneity of CAUE [ 71 ]. A 2012 
qualitative study [ 73 ] of 42 children and adolescents between 
the ages of 8 and 20 years of age with unilateral congenital 
below the elbow defi ciencies (UCBED) found the majority 
of respondents did not report limitations in self-care, school, 
or recreational activities. While older respondents reported 
diffi culties with novel social encounters, they were attributed 
to restrictions placed on them by their school or work envi-
ronment and not to appearance-related concerns [ 73 ]. 

 The experience of living with a visible distinction associ-
ated with a CAUE during adolescence has not been thor-
oughly examined. Research on the social psychology of 
facial appearance has documented that conditions that 
threaten appearance may place the adolescent at risk for psy-
chosocial and interpersonal challenges [ 74 ]. Studies examin-
ing the signifi cance of visible distinctions on psychological 
well-being have emphasized a number of psychosocial chal-
lenges, including those related to social interaction [ 42 ], and 
the potential impact of negative self-perceptions on the devel-
opment of the self-concept [ 75 ], and the ability to initiate and 
maintain romantic relationships [ 74 ]. A recent study acknowl-
edged that poor psychological adjustment, specifi cally inter-
nalizing behaviors (e.g., depression) and poor health-related 
QOL were predicted by the adolescent’s reports of perceived 
stigmatization (e.g., absence of friendly behavior, staring, 
hostile behavior) [ 76 ]. Yet another study reported positive 
adjustments to visible facial distinctions [ 77 ] and noted that 
protective factors (e.g., positive self- schemas, strong family 
ties and external social supports) could counteract appearance-
related distress. While it is encouraging to report these 
fi ndings, it is distressing that the question of whether an ado-
lescent living with a CAUE is more or less likely to experi-
ence psychological distress during this developmental period 
remains unanswered. Perhaps CAUE-related visible distinc-
tions may also result in similar outcomes.  

    Adults Living with a CAUE 

 There are few studies on adults living with CAUE or on aging 
with CAUE. Case studies and reports on physical function 
are common [ 61 – 64 ]. One study commissioned by the 
Thalidomide Trust [ 61 ] reviewed the current health status and 
psychosocial sequelae of adults living with the consequences 
of Thalidomide in the United Kingdom. Of the 400 adults liv-
ing with Thalidomide-related diffi culties in the UK merely 12 
men and 16 women participated in this study. The authors 
acknowledged these participants were married or had part-
ners, many were employed reported good QOL and did not 
defi ne themselves as disabled [ 61 ]. While these fi ndings are 
encouraging it is diffi cult to determine if other adults would 
offer similar reports given the study’s small and biased sample 
size. Furthermore, this study did not examine the appearance-
related concerns related to living with a visible distinction.  

    Parental Coping and the Child with CAUE 

 Parental coping and adjustment to the birth of a child with a 
CAUE is an emotional family event [ 78 ]. Parental adjustment 
to the distinction, and associated medical, fi nancial, social, 
and emotional demands may place enormous stressors on the 
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family system [ 79 ,  80 ]. Parents face multiple challenges 
involving the management of grief-related emotions, fi nding 
an appropriate way to communicate with their children, and, 
making appropriate medical decisions [ 73 ]. Immediate- and 
longer-term factors contributing to the level of family distress 
may include but not necessarily be limited to (1) the extent 
and severity of the impairment and visibility of the distinc-
tion; (2) preexisting parental coping strategies; (3) the fami-
ly’s economic and psychological resources; (4) prevailing 
cultural attitudes towards the appearance of the child; and, 
(5) the developmental age of the child [ 81 ,  82 ]. 

 Visible distinctions associated with CAUE may sometimes 
bias or otherwise impede a parent or caregiver’s ability to 
effectively bond with their child [ 83 ,  84 ]. A successful transi-
tion through the fi rst year of life characterized by bonding and 
parental affection and consistency in care are necessary condi-
tions for the development of a child’s sense of separate and 
valued self, and for the development of positive self-esteem 
[ 85 ,  86 ]. Researchers exploring family adjustment to the pres-
ence of a child with a visible distinction noted parents have 
reported heightened distress levels and that Parental psycho-
logical well-being prior to the birth of a child with a CAUE 
may be related to their child’s long-term adjustment and psy-
chological well-being [ 87 ]; however, it should be noted that 
fi ndings are not consistent across studies due to inconsisten-
cies in methodological approaches, small sample sizes, and 
scant longitudinal data. Such an approach may permit the 
development of integrated interventions within a biosocial 
medical model to improve functioning within this population.   

    Directions for Future Research 

 The research on the psychosocial sequelae of individuals liv-
ing with visible distinctions associated with CAUE is limited 
and fi ndings are inconsistent. CAUE research energy and 
attention has centered on children, adolescents, and families. 
Data on the transition between adolescence to the early adult 
years are not evident. Data on adults coping with visible dis-
tinctions associated with CAUE are modest and few investi-
gators have made coping with CAUE in across the lifespan a 
priority. For adults living with a CAUE case studies or the 
personal narrative within the context of overcoming adversity 
prevails. Perhaps there is a presumption that the adult with a 
CAUE would have few, if any, appearance-related concerns 
because child and adolescent issues have been resolved and 
the adult should have “gotten over it by now.” Published stud-
ies are hindered by the lack of psychometrically validated 
measures and methodological approaches that were descrip-
tive or qualitative. It is also noted that suffi cient funding to 
support basic, clinical/translational research and, clinical 
intervention trials is limited. While there is a need for high-
quality research in this area we should not be discouraged. 

The open landscape offers an opportunity to develop a 
research agenda with an eye towards intervention. 

 We know from the extensive literature on psychological 
diffi culties associated with facial appearance that the most 
common problems affected individuals encounter relate to 
negative self-perceptions, anticipatory anxiety regarding 
negative evaluations by others, and diffi culties with social 
interactions [ 27 ]. Also, in contrast to early research examin-
ing the diffi culties that individuals with visible facial distinc-
tions encounter, investigators are devoting attention to the 
factors associated with adaptive coping strategies that 
affected individuals employ to manage a frequently hostile 
and unpredictable social landscape. The extensive literature 
on coping with stigmatizing attributes (e.g., obesity, HIV/
AIDS) [ 25 ,  43 ,  88 ,  89 ] may provide some direction as well. 

 Coping has been defi ned as cognitive, emotional, and 
behavioral strategies that individuals employ to manage a 
variety of stressful experiences [ 31 ]. One coping model pro-
poses two key responses: engagement and disengagement 
coping [ 90 ,  91 ]. Engagement coping can best be described 
by behaviors that engage with the stressful situation and/or 
by responses that help the individual to adapt to the stressful 
situation [ 43 ]. For example, the individual with a below the 
elbow anomaly may be confronted by persistent and unwel-
come inquiries about his or her appearance. In response to 
these questions the affected individual may have at-the-ready 
a repertoire of responses to offer the curious observer. 
Disengagement coping involves responses that distance the 
individual from the stressor and includes avoidance, denial, 
and/or wishful thinking [ 43 ]. In this instance, the affected 
individual may avoid social encounters or engage in rumina-
tive thoughts about his/her visible distinction. 

 Prior research also has demonstrated that the stigma asso-
ciated with HIV poses various psychological challenges to 
people living with HIV, and that the consequences of stigma- 
related stressors on psychological well-being depend on the 
ability of affected individuals to employ engagement coping 
strategies [ 43 ,  92 ]. The stigma associated with CAUE 
appearance-related stigma may similarly pose psychological 
challenges to individuals living with visible distinctions 
associated with these anomalies yet little is known about 
these processes. It may be useful to employ stress and coping 
models to inform future research. 

 Researchers might examine the relationship between 
reports of appearance-related stigma; coping strategies used to 
manage the stigmatizing events, and associated psychological 
outcomes (e.g., depression, anxiety, anxiety sensitivity, resil-
ience). What is the role of severity and visibility of the visible 
distinction? Are severity and visibility predictors of psycho-
logical diffi culty? Are there risk or protective factors that may 
enhance positive outcomes? Are women, older adults, mem-
bers of under-represented groups (e.g., African Americans, 
Latino/s, economically disadvantaged) at greater risk? What is 
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the role of, social support, family and cultural context in the 
management of CAUE appearance-related stigma? 

 Investigators should use normative groups of similarly 
aged individuals without a CAUE or compare fi ndings to the 
reports of a fi rst-degree relative (e.g., same gendered non- 
affected sibling). Reliable and valid instruments to measure 
coping, perceptions of appearance-related stigma, and psy-
chological outcomes must be used. Longitudinal studies 
would also be benefi cial. 

 These factors should be considered in future research pro-
tocols. Findings from this preliminary wave of research may 
inform appropriate interventions.  

    Some Closing Comments and a Personal 
Story: It’s Not About Me 

 The opportunity to write about the psychosocial aspects of 
living with a visible distinction associated with CAUE 
brought to mind my experience as a clinical psychologist, 
researcher, professor, and woman of color who lives with a 
genetic disorder and comorbid visible distinctions. 
Neurofi bromatosis 1 (NF1), von Reckinghausen’s disorder, 
or peripheral NF is one of several autosomal dominant 
neuro-cutaneous disorders caused by mutations of the gene 
on chromosome 17 (17q11.2) responsible for cell division 
[ 93 ]. Prevalence of NF1 is approximately 1 in 3,500 live 
births, and the disorder is highly random or variable regard-
ing the clinical severity of symptom presentation [ 94 ,  95 ]. 

 Clinical expressions of NF1 include café-au-lait spots, 
hamartomas (Lisch nodules), neurofi bromas (Schwann cell 
tumors of four types: focal or diffuse cutaneous; subcutane-
ous; spinal; and, nodular or diffuse plexiform); optic glio-
mas; freckling in the axillary or inguinal regions; and 
distinctive bone lesions [ 93 ]. Common complications in 
individuals with NF1 are cognitive and learning disabilities 
[ 96 ]. While general intellectual functioning may be intact, 
identifi able and explicit cognitive defi cits have been acknowl-
edged among some affected individuals (e.g., perception, 
attention, executive functioning, language functions, learn-
ing disabilities, and visuo-spatial defi cits) [ 97 ]. Surgical 
interventions to ameliorate or manage tumor growth have 
been reported in the literature. For example, surgical exci-
sion of plexiform neurofi bromas of the face is complex and 
may require several medical interventions to debulk tumor 
growth; however, the cosmetic result is sometimes disap-
pointing [ 98 – 100 ]. Also, individuals with NF1 are followed 
by various medical and mental health specialists (e.g., neu-
rologists, neurosurgeons, ophthalmologists, orthopedic sur-
geons, reconstructive surgeons, genetic counselors, special 
educators, social workers, physical therapists, psychiatrists, 
neuropsychologists, psychologists, social workers) to man-
age symptoms, problems, or multiple impediments. 

 While most NF 1 tumors are benign, some individuals 
experience psychological distress as a result of the distinc-
tive appearance associated with multiple visible tumors. 
Why mention NF 1 in a chapter devoted to CAUE? 
Individuals living with CAUE and NF1 may share some 
appearance-related concerns due to the visible distinctions 
associated with each disorder. I thought it would be useful to 
provide readers of this chapter with a fi rst-hand account of 
what it is like to live with a visible distinction with an eye 
towards enriching clinical practice and research. 

 During my second year of doctoral training at the 
University of Vermont I was enrolled in a seminar in 
Community Clinical Psychology. On the fi rst day of class we 
were asked to answer the following question: What is 
 important to know about you? While not a fan of the “ice-
breaker exercise” when it was my turn I complied and told 
my story. I said that I grew up in a housing project in 
New York City, in the north east Bronx. When I was a young 
girl, New York City housing projects were transitional hous-
ing for the upwardly mobile working class of the late 1950s, 
early 1960s. The Bronx River Housing Project was a diverse 
community of Europeans, African Americans, Latinos, 
South Americans, Pacifi c East Islanders, and Asians. Of 
course, we did not call ourselves by those names back then 
(we were Negro, Jew, Oriental, Irish, Italian, Greek, French, 
German, etc.). One day my father and mother announced to 
my sister and me that he had bought a home and we were 
going to move from the northeast Bronx to Riverdale. 
Riverdale was and remains an upscale residential community 
in the northwest Bronx. We were one of the fi rst families of 
color to move to the area. To this day I do not know how my 
father was able to gather the fi nancial resources to purchase 
a home for his family. At the time he worked for City of 
New York and earned $75.00–$100.00 a week. I told the 
class that my father inspired me and continues to inspire me. 
He never said these words to me explicitly, but the implicit 
message that my father’s behavior modeled for me was that 
as long as you are alive you can do, shape, or change any-
thing. As long as you have a goal, a dream, and a neuron 
fi ring in your skull you can achieve a vision. Your life condi-
tion does not matter. Your economic status, appearance privi-
lege, weight, or age does not matter. As long as you can 
move and think you can shape a plan and implement that 
plan. I told the class that was the reason I decided to return to 
graduate school to become a psychologist when I was 41 
years old. I told the class that the most important thing to 
know about me was that I was resilient. 

 Later that evening, a friend and fellow student called me. 
He said that he was baffl ed by the story I told in class, asked 
why I told that story, and wondered why I didn’t talk about 
my NF. While I told the students in that seminar a story about 
me, what they wanted to hear was a story about my appear-
ance. When people meet me they want to know: “What are 
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those things on your skin?” “Why do you look like that?” 
“What is wrong with you?” 

 Individuals with visible distinctions must answer these 
questions every day. Parents have to answer these questions 
for their children. These questions are part of the stressors 
that individuals with visible distinctions encounter. More 
often than not individuals with visible distinctions have to 
make it easier for others to engage in social interactions with 
them. The burden of initiating and maintaining the social 
encounter is on the shoulders of the individual with the visi-
ble distinction. Perceived normal-appearing others ask ques-
tions that reduce their anxiety or personal curiosity. The 
bearer of a visible distinction is frequently in the spotlight, 
on display and under public scrutiny. 

 When asked about my visible distinction I must be ready 
to provide an answer. Children  always  receive my full atten-
tion and compassion because children are curious, and it is 
good practice to let them know that individuals who do not 
look like them should not be feared or avoided. The reader 
should know that I have encountered well-meaning individu-
als who said, “Sondra, I can’t imagine how you do it.” Others 
have said, “I can’t imagine what I would do if I looked like 
you.” As I listen to the familiar refrain I imagine they are 
waiting for me to share some special magical life skill I pos-
sess to manage my visible distinction related to NF 1. I used 
to engage in lengthy conversation with people. I noticed that 
when they were suffi ciently satisfi ed with my answer they 
would walk away. Now, when I am asked that question I 
respond with a smile and say, “Yes, I imagine you can’t.” 
This response is my attempt to ally with the person who is 
confused and anxious about my appearance. This response 
shifts the burden away from me and directs it towards the 
person who was compelled to break the social contract. The 
question is not about me at all but is about the anxiety, fragil-
ity, and vulnerability experienced by normal-appearing oth-
ers when they encounter children, adolescents, and adults 
who do not look like them. This response is part of a number 
of engagement coping strategies that I employ to defl ect the 
slings and arrows of outrageous fortune that are part and par-
cel of living in a culture that demands perfection.     
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