Stigma in Sickle Cell Disease:
What do we know & how can we address this?
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What is Stigma?

*Shame & disgrace that result from prejudice
associated with something regarded as socially
unacceptable

* A multi-dimensional concept
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Social Stigma - |

* Ostracized or treated badly because of
some characteristic

* individual has little or no control

* varies across different groups & in different
time periods

* Dates back to Greeks

* cut or burned marks into skin of criminals,
slaves & traitors to identify them as tainted
or immoral people that should be avoided

Goffman E. Notes on the management of spoiled identity. 1963 NJ: Prentice Hall
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Social Stigma - I

* Physical Features
* undesirable visible disabilities within a culture
+* Mental Health & Intellectual Ability
* eg. schizophrenia, depression, learning difficulties
* Behaviour
* failing to adhere to specific norms of society or cultural
group
* Group Exclusion

* membership in a race, caste, tribe, religion or other group devalued in
society



Stigma

* Guilt

* Humiliation
* Disgrace

* Prejudice

* Shunned

* Embarrassed
*|solated
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* Ashamed

* Lonely

* Disapproved
* Different

* Devalued
*Worry

* Sadness

NHS

London North West

Healthcare
NHS Trust



Putting patients
atthe HEART
of everything we do

Stigma & SCD: Genetic History

November 23, 1949, Vol. 110

* LINUS PAULING - Nobel Laureate

SCIENCE
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Sickle Cell Anemia, a Molecular Disease’

Linus Pauling, Harvey A. Itano,? 8. J. Singer,? and Thert C. Wells®

Gaies and Crellin Laboratories of Chemistry,
Cdifornia Institute of Technology, Pasadena, California*

“I have suggested that the time might come
in the future when information about
heterozygosity in such serious genes as the
sickle cell anemia gene would be tattooed on
the forehead of the carriers, so that young
men and women would at once be warned
not to fall in love with each other.”

[Linus Pauling, August 15 1966 ]

|from marrying each cther” be-
| cause half their children will be
| carriers and a guarter of their

Bad Genes and Marriage

By BARBARA YUNCKER
Persons who carry the re-

cessive genes of severe inherit-

able dfadase MG pzomuy not

Hots svioed iy it
to increase the bad-gene load of
the race.

The two are Nobel laureates

tha dedication of the new Mount
Sinai School of Medicine and
inauguration of its president
and dean, Dr. George James.
Sir Peter, whose prize hon-
ored pioneer work in the under-

of the same dofective gene—for
Cooley’s anemia or the retarda-
tion_deficiency PKU, for ex-
ample—*“should be discouraged

children will be victims.
“It is humbug to =ay that
such a policy viclates an ele-
‘mentary right of human beings,”
Medawar said, “No one has
conferred upon human beings
the right knowingly to bring
maimed or biochemically crip-
pled children into the world.”

Inflation

Even with such limitations,
he sald, “The frequency of the
malignant _gene will "steadily
rise We here

- are de
with a mc t‘quwnltnt of in-
flationary economics; we seem
to be getting on all right, but
the currency is deteriorating.”
Countries to this he said,
could come thmugh 'medical ad-
vances such as direct genetic

repair which he called “not

Hkely, but not inconcelveble

.. or, more likely, very early
di

the “Future of 'Medidne" ses-

sion at City College, said: 1 Gt
keep these ok

Agnewe car-

from one an-
o(be'r I have advised, not en-
that individuals

ca
50 they *have mn Gbligation 1o
produce a decreased number of

children, at least.”
Dr. Francis H. C. Crick of
who won a Nobel

(counteract and even reverse the
rend . . . to [help] disperse,

dilute and cure the concentrated

TOSS | social and medical ills” of urban

City University of New York,

praised it as proof hat “private

and private instituion

dllﬂ‘n‘ and private initiative

and private enterprise can do
a large job on a large scale.”

lor his share in deciphering the
structure of DNA, the basic gen-
etic material, predicted the new
area of ferment in medicine
would be in study of the nervous

x all the things we know
about man, compared to what
‘we would like to know, the ner-
‘vous system is the one we know
least . . . It is complex and we
are complex for that reason.”

The Xour!h Nobelist on the
panel, George adle,
now prcsldent of the University
of Chicago, who elucidated how
genes direct production of en-
zymes, stressed social responsi-
bility of medical .lchools, partic-
ularly in urban centers, as his
own and Sinai are. He warned

that “black separatism may
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Stigma & SCD: USA History

*Early 1970’s African Americans
stigmatised by carrier status

* denied health & life insurance
* prevented employment opportunities
eg. US Air Force Academy

*+Sickle cell screening & discrimination
* African Americans anger at being further
discriminated against for simply being a
carrier of sickle cell trait



Impact of Stigma in SCD:
Public Attitudes

o0 GiveBlood NHS © © @GiveBloodNHS - Jun 19 v
Black people with sickle cell disease urgently need black donors.

SAVE WHILE
SOMEONE'S GOING ABOUT
LIFE YOURS

g

L B

Be proud to say #lmThere. Register to #Give blood

Q 109 Tank Q 1k

Braunbar 000

@ImGrunenWalde

Replying to @GiveBloodNHS

If we deport all blacks, this will stop being an
issue.

NHS!
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"OR.. we could
just deport you."
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Society & Culture

#Society’s attitudes to SCD & those affected
* myths, misconceptions

* Cultural & religious factors
+ beliefs & practices
* divine retribution & intervention

* Family genetics
* blame on mothers i.e. childbearing
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Psychosocial

* Newborn screening
* home visits for newborns & return of results
* community nurses are bearers of bad news
*Visible complications
* delayed puberty & growth - small stature
* jaundice, leg ulcers
* Morbidity
+ ‘Sickler’, always sick
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Impact of Stigma in SCD:
Education & Employment

*Sickle cell pain & fatigue

* frequent pain episodes & extreme fatigue can
lead to absenteeism from both school & work

* false impression of being lazy

* Insufficient support
* special educational needs not addressed

* individual requirements of employment not
met eg. working from home
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Impact of Stigma in SCD:
Healthcare - |

* Sickle cell pain
* frequent pain & hospitalisations
+ mistrust of patients about pain severity
* pain levels underestimated
* seen as opioid dependent

* Stigma associated with increased
depressive symptoms & hospitalisations for
SCD pain'?

Jenerette et al. Issues Ment Health Nurs. 2012; 33(6):363-9, 2. Bediako et al. J Health Psychol. 2016; 21(5): 808-820
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Health Services - I
* Emergency Department &Picer

« Poor experience in A&E due to Living with Sickle Cell Disease

staff not understanding SCD' . M
+Use of term ‘Sickler’ by T AL
Emergency Physicians?
* associated with negative attitudes

* ‘not seeing SCD patients as people’
* inevitably deliver low quality of care

1. Chakravorty S, et al. Arch Dis Child 2018;0:1. 2. Glasberg et al. Am J Hem 2013;88(6):532-533
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Impact of Stigma in SCD:
COVID-19

* Feeling different

* “The Covid-19 Pandemic has
really opened my eyes onto
how different | am from my

able-bodied friends....

It has brought to life all our
differences, all our disparities,
and all our most vulnerabilities,
whether in health, race, or class.”

-
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& have support

Some people are

/ Extremely Vulnerable
&7 </ and coronavirus could
_ Kill them.

Z%% The NHS sent letters
to these people about
Shielding.

Stay home for
12 weeks on
your own.

Talk to carers,
family or
friends. You wiill
need support.

If you feel ill stay home
Get advice from NHS 111
DO NOT go to your GP
pharmacy or hospital

If you do not

phone
0800 028 8327
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How can we address this?

* General public & society
* more public awareness

* improve knowledge &
understanding

* dispelling myths
* Health professionals

* education & training
* all disciplines & levels

Sickle Cell \

* Sickle cell disorders are a group of
ilinesses which affect your red blood cells.

* Sickle cell is a genetic condition, which
means it is passed on from your parents and
you are born with it; you cannot catch it from
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How can we address this?

Don't Let Stigma

* Patients & parents Create Self-Doubt
* empowerment SN
. Don't Equate
* advocacy Don't Yourself
Isolate :
K Support grOUpS Yourself MR our

llIness

* self-help
* social media

Seek
Professional
Help




Impact of Stigma in SCD:
How can we address this?

* Health professionals
* patient & parent education
* counselling
* psychological therapy

* Other professionals
* education
* employment
* social services, welfare

Respoct
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Summary

+Stigma in sickle cell disease continues to pose
difficulties for patients & families

* Needs to be addressed with multifaceted
strategies involving general public, health
professionals, educational institutions, employers,
social services, etc.



