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End-of-life (EOL) care is a crit i cal part of sickle cell dis ease (SCD) man age ment. However, bar ri ers to high-qual ity EOL care 
remain, includ ing (1) dis ease-related bar ri ers (prior opi oid expo sure, risk of vaso-occlu sive cri ses, chronic con di tions with 
conflicting needs, and lim i ta tions of receiv ing dis ease-directed ther apy on hos pice); (2) com mu ni ca tion-related bar ri ers 
(chal lenges of iden ti fy ing and responding to reli gious and spir i tual con cerns, lim ited health lit er acy, and pre vi ous health 
care sys tem expe ri ence); (3) sys temic issues (social deter mi nants of health, struc tural rac ism, and mis trust of the med i cal 
sys tem). However, pal li a tive care and inter dis ci plin ary col lab o ra tion can over come many of these bar ri ers. In addi tion, 
we can improve EOL care by account ing for opi oid expo sures, mul ti modal symp tom man age ment, and explor ing (1) who 
peo ple want involved in deci sion-mak ing, (2) the role of reli gion and spir i tu al ity in deci sion-mak ing, and (3) pre vi ous 
expe ri ences with EOL. Systemic bar ri ers can be addressed through the social deter mi nants of health screen ing, min i miz-
ing finan cial bur dens of care, and build ing lon gi tu di nal rela tion ships with peo ple with SCD. This requires the con tin ued 
edu ca tion of SCD pro vid ers about pri mary pal li a tive care and pal li a tive care pro vid ers about SCD. With such strat e gies, 
high-qual ity EOL care is pos si ble for this vul ner a ble pop u la tion.

LEARNING OBJEC TIVES
 • Describe dis ease-related, com mu ni ca tion-related, and sys temic bar ri ers to high-qual ity end-of-life care for peo ple 

with sickle cell dis ease.
 • Identify strat e gies to pro vid ing high-qual ity end-of-life care for peo ple with sickle cell dis ease.
 • Explore com mu ni ca tion strat e gies to elicit deci sion-mak ing and end-of-life pref er ences.

CLINICAL CASE
Mr. Jones was a 37-year-old with sickle cell dis ease (SCD) 
com pli cated by end-stage renal dis ease (ESRD), was 
on hemo di al y sis, and was hos pi tal ized for com mu nity-
acquired pneu mo nia with con cern for acute chest syn-
drome (ACS). Given his oxy gen require ment, an exchange 
trans fu sion was ordered. The team discontinued home 
meth a done and started patient-con trolled anal ge sia, 
though at doses appro pri ate for an opi ate-naive patient, 
lead ing to inad e quate pain con trol. Exchange trans fu sion 
was delayed due to dif fi culty find ing com pat i ble blood; 
he was intubated and trans ferred to the inten sive care 
unit (ICU). After sev eral days, he was unable to be weaned 
off the ven ti la tor. When the ICU team met with the health 
care proxy to dis cuss tra che os tomy and gastrostomy-tube 
place ment, his proxy was overwhelmed.

Introduction
SCD afflicts mil li ons world wide,1 most of whom iden tify as 
Black.2 Despite advances in treat ment, peo ple with SCD 
have a reduced life expec tancy of 53 years and expe ri ence 
suf fer ing and organ dys func tion from both acute (eg, pain 
cri ses) and chronic (eg, pul mo nary hyper ten sion) com pli-
ca tions (Table 1).3-5 Therefore, advance care plan ning (ACP) 
and end-of-life (EOL) care are crit i cal com po nents of SCD 
man age ment.

Here we (1) briefly describe pat terns of EOL care in SCD; 
(2) dis cuss bar ri ers to pro vid ing high-qual ity EOL care for 
this pop u la tion, includ ing dis ease-related, com mu ni ca tion-
related, and sys temic bar ri ers; and (3) iden tify strat e gies 
to mit i gate these bar ri ers, includ ing pal li a tive care (PC)  
(Figure 1). EOL care for SCD is underresearched; there fore, 
we dis cuss the lim ited lit er a ture, extrap o late from other 
dis eases, and rely on expert opin ion. We also use the clin-
i cal vignette to high light the chal lenges and oppor tu ni ties 
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Table 1. Complications of SCD

CT, computed tomographic; HbSC, hemoglobin SCD; NT-proBNT, N-terminal pro-B-type natriuretic peptide; PYO, person-years of observation; 
TRV, tricuspid regurgitation velocity.

Adapted from Payne Thein and Howard.5
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in EOL care for peo ple with SCD. Although SCD is a global dis-
ease,1 we focus on EOL care for eople with SCD in the United 
States, which num ber over 100 000.2

Patterns of EOL care
As the man age ment of acute com pli ca tions of SCD has improved, 
so has life expec tancy, which has led to more patients dying of 
chronic com pli ca tions.6 Younger patients tend to die of acute 
com pli ca tions (eg, infec tion), while older patients die from 
chronic com pli ca tions (eg, ESRD, pul mo nary hyper ten sion).7 
Common causes of death include car diac (eg, con ges tive heart 
fail ure), respi ra tory (eg, ACS, pneu mo nia, pul mo nary embo-
lism), renal (eg, ESRD), and multiorgan fail ure. Iron over load, 
depres sion, and pul mo nary hyper ten sion are inde pen dent pre-
dic tors of early mor tal ity.4 While can cer is an uncom mon cause 
of death (<1%),4,8 the increased use of allo ge neic hema to poi etic 
stem cell trans plant (HSCT) may increase the risk of sec ond ary 
malig nan cies and graft-ver sus-host dis ease. Furthermore, the 
acute and long-term com pli ca tions of gene ther apy are under 
study and may also shift pat terns of EOL care.

Most peo ple with SCD die in acute care set tings (hos pi tal 
[63%] and emer gency depart ment [15%]) and have high inpa-
tient uti li za tion in the year pre ced ing death, with an aver age of 
42 hos pi tal ized days over 5 admis sions.9

There are a lack of data about PC uti li za tion in peo ple with 
SCD. The lim ited lit er a ture explores inpa tient PC con sults: fewer 
than 1% of peo ple admit ted with SCD receive PC, although rates 
have been increas ing over time.10 Hospice uti li za tion among peo-
ple with SCD is likely low given the pat tern of health care uti li za-
tion prior to death, but to our knowl edge, this remains unstud ied.

Barriers to qual ity EOL care
Here we focus on com mon dis ease-related, com mu ni ca tion, and 
sys temic bar ri ers to car ing for peo ple with SCD at the EOL.

Disease-related bar ri ers
Of the numer ous dis ease-related bar ri ers to pro vid ing high- 
qual ity EOL care for peo ple with SCD, the most prev a lent include 

(1) prior opi oid expo sure, (2) the risk of vaso-occlu sive cri ses 
(VOCs), (3) the chal lenges of man ag ing mul ti ple chronic con di-
tions, and (4) the lim i ta tions of hos pice in pro vid ing key aspects 
of SCD care.

Opioids are a cor ner stone of pain and dyspnea man age ment 
at the EOL. Although there is debate about the best prac tices 
in opi oid use for peo ple with SCD,11 many are not opi oid naive. 
About half of peo ple with SCD have at least 1 opi oid pre scrip-
tion every year, with a mean of 4 opi oid pre scrip tions annu ally.12,13 
People with opi oid tol er ance, includ ing peo ple with SCD, require 
higher opi oid doses than opi oid-naive peo ple for symp tom man-
age ment, put ting them at risk for poorly con trolled pain and/or 
dyspnea when opi oids are underdosed.14 Additionally, these high 
opi oid doses increase the risk of dose-depen dent side effects 
(eg, seda tion), par tic u larly in the con text of liver and kid ney  
dys func tion.

Further, chronic pain is com mon among peo ple with SCD.15 
It can be impor tant to address if pain is acute vs chronic for 2 
rea sons. First, chronic pain may be bet ter addressed with non-
opioid ther a pies (eg, gabapentinoids, sero to nin-nor epi neph rine 
reuptake inhib i tors). Second, some causes of acute pain are 
revers ible if the eti  ol ogy is known, and hence, acute pain may 
require a fur ther workup. VOC pain is a hall mark of SCD. Many 
parts of the EOL tra jec tory are known trig gers for VOCs, includ-
ing stress, dehy dra tion, hyp oxia, and ste roids. Because peo ple 
with SCD are at increased risk of pain cri ses at the EOL, it can be 
chal leng ing to deter mine whether it is due to VOC pain cri ses, 
chronic pain, or other eti  ol o gies.

Given the chronic com pli ca tions asso ci ated with SCD (Table 
1),3-5 the man age ment of 1 con di tion may con flict with another. 
For instance, peo ple with SCD are at risk of chronic kid ney 
dis ease. Depending on the eti  ol ogy, addi tional flu ids or fluid 
restric tion may be recommended; both pose a risk to those with 
SCD. Fluid over load can fur ther com pro mise a ten u ous respi-
ra tory sta tus, and dehy dra tion increases the risk of VOC. The 
many com pli ca tions of SCD cou pled with the acute or chronic 
nature of the dis ease make prog nos tic uncer tainty a chal lenge. 
Therefore, know ing when to ini ti ate EOL deci sion-mak ing and 

Disease-Related
Barriers
• Prior opioid exposure
• Risk of vaso-occlusive crisis
• Balancing chronic conditions
• Prognostic difficulty
• Interventions precluded by 

hospice enrollment

Facilitators
• Interdisciplinary discussion
• Account for opioid tolerance
• Multimodal symptom 

management
• Generous use of oxygen
• Careful titration of fluids

Communication
Barriers
• Religion/spirituality
• Health literacy
• Prior experiences with serious 

illness
• Reluctance to discuss EOL

Facilitators
• Initiate discussions early outside 

of acute illness with someone 
experienced in SCD care

• Identify medical decision-
making preferences

• Explore the role of 
religion/spirituality

• Understand prior experiences 
with serious illness

Systemic
Barriers

• Social determinant of health 
(SDoH)

• Structural racism
• Distrust of the medical system

Facilitators
• Screen for SDoH
• Develop longitudinal 

relationships to foster trust
• Mentor individuals of 

underrepresented minorities in 
medicine

Palliative Care

Figure 1. Barriers and facilitators of high-quality EOL care for people with SCD.
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to  rec om mend hos pice is dif fi cult, par tic u larly in the era of 
improved out comes with HSCT and gene ther apy.

Finally, when peo ple enroll in hos pice, they fre quently must 
stop dis ease-directed ther apy for their hos pice-qual i fy ing con-
di tion unless they have con cur rent care. Concurrent care allows 
peo ple to enroll in hos pice while receiv ing dis ease-directed 
ther apy; it is mainly lim ited to chil dren on Med ic aid and the Vet-
erans Administration sys tem. In peo ple with SCD, what patients 
can receive on hos pice may be lim ited and varies sig nifi  cantly 
between hos pice-qual i fy ing con di tions (SCD or a SCD-related 
com pli ca tions), hos pice agencies, and pay ors. In some instances, 
adults with SCD receiv ing dis ease-directed ther a pies may delay 
hos pice enroll ment, par tic u larly due to con cerns about stop ping 
hemo di al y sis and trans fu sions. In ESRD the ces sa tion of hemo di-
al y sis decreases sur vival.16 Patients on hemo di al y sis may there-
fore have to make a dif fi cult choice between short ened sur vival 
and hos pice ser vices.16 Additionally, indi vid u als receiv ing chronic 
trans fu sions or red cell apher e sis to mit i gate recur rent VOCs put 
them selves at increased risk of acute VOC com pli ca tions when 
they stop trans fu sions to enroll in hos pice. Although the impor-
tance of pro vid ing trans fu sion sup port for patients with hema to-
logic malig nan cies on hos pice is a fre quent topic of research and 
debate,17 the chal lenges of stop ping trans fu sions for peo ple with 
SCD have received less atten tion.

Communication challenges
Although peo ple with SCD are not a mono lith, some com mu ni ca-
tion con sid er ations apply to many Black peo ple and oth ers with 
SCD. That is not to say that every thing we dis cuss below applies 
to every one with SCD or that it does not apply to patients with-
out SCD.

First, reli gion and spir i tu al ity (R/S) are intrin sic to how indi-
vid u als with seri ous ill ness cope, espe cially among indi vid u als of 
cul tural minor i ties.18,19 In par tic u lar, R/S fre quently influ ence EOL 
deci sion-mak ing for Black patients and fam i lies.20,21 However, 
phy si cian- and nurse-reported bar ri ers to pro vid ing spir i tual care 
include inad e quate train ing to assess for spir i tual needs and a 
lack of time and pri vate space to dis cuss these mat ters in the 
out pa tient set ting.22 Thus, cli ni cians may inad e quately iden tify 
R/S con sid er ations in EOL deci sions for peo ple with SCD.

Limited health lit er acy is asso ci ated with poor health out-
comes, many of which are crit i cal for high-qual ity EOL care, 
includ ing health care com mu ni ca tion,23,24 ill ness under stand-
ing, and engage ment in ACP. People liv ing in areas with lim ited 
health lit er acy are more likely to receive med i cally intense EOL 
care and less likely to enroll in hos pice.25 Due to a vari ety of social 
fac tors, low health lit er acy dis pro por tion ately impacts racial and 
eth nic minor i ties, includ ing Black patients.26-28 Limited health lit-
er acy is fur ther mag ni fied by lan guage bar ri ers and SCD-related 
cog ni tive dis or ders.29

Finally, peo ple with SCD often have exten sive expe ri ence  
with the health care sys tem, which informs med i cal deci sion-
mak ing.30 For instance, indi vid u als requir ing mechan i cal intu ba-
tion for acute respi ra tory fail ure related to ACS may not real ize its 
impli ca tions in chronic respi ra tory fail ure from advanced pul mo-
nary hyper ten sion. Conversely, expe ri ences with ther apy-related 
adverse effects may dis cour age some one from accepting other 
inter ven tions. Additionally, many peo ple with SCD may know 
oth ers with SCD or other chronic illnesses; their expe ri ences 

with PC, hos pice, and other aspects of EOL care invari ably influ-
ence med i cal deci sion-mak ing and open ness to discussing EOL 
care pref er ences.

Systemic issues
We would be remiss in discussing chal lenges in pro vid ing high-
qual ity EOL care for peo ple with SCD with out discussing social 
deter mi nants of health (SDoH), struc tural rac ism, and dis trust 
of the med i cal sys tem. SDoH are the “con di tions in the envi-
ron ments where peo ple are born, live, learn, work, play, wor-
ship, and age that affect a wide range of health func tion ing and  
qual ity-of-life out comes and risks.” Black patients are more likely 
to have adverse SDoH,31 which have impli ca tions for EOL.32 In 
par tic u lar, peo ple with adverse SDoH may strug gle with med-
i ca tion costs as well as transportation costs and may not have 
peo ple who can meet their infor mal care giv ing needs. Closely 
related to SDoH is struc tural rac ism, or “the struc ture, pol i cies, 
prac tices, and norms resulting in dif fer en tial access to the goods, 
ser vices, and oppor tu ni ties of soci ety by race.”33 Structural rac-
ism can impact access to care, patient-fam ily inter ac tions with 
the health care sys tem, and toxic stress,34 all  cen tral to pal li a tive 
and EOL care.

Years of uneth i cal research prac tices and sub op ti mal care 
pro vided to the Black com mu nity due to SDoH, struc tural rac ism, 
and other issues have led to dis trust of the med i cal sys tem.35,36 
Trust is nec es sary at the EOL if patients are to believe a cli ni cian 
who says no cura tive options are avail  able or for a patient to feel 
com fort able engag ing in ACP, includ ing tell ing cli ni cians their 
hopes and goals, pref er ences, and worries regard ing EOL care. A 
bar rier to trust is that most cli ni cians do not look like the patients 
with SCD. When cli ni cians resem ble their patients, patients are 
more likely to dis close symp toms, adhere to rec om men da tions, 
and reveal treat ment pref er ences,37-39 all  nec es sary for high-qual ity 
EOL care. However, only 5.7% of US phy si cians are Black.40

Facilitators of qual ity EOL care
Fortunately, these bar ri ers are not insur mount able. In par tic u lar, 
a pal li a tive approach to EOL care (with or with out sub spe cialty 
PC) can help address many of these issues. In addi tion to PC, we 
lay out other strat e gies for addressing the bar ri ers high lighted 
above (Figure 1).

Palliative care
PC addresses phys i cal, psy cho log i cal, social, and R/S dis tress to 
improve qual ity of life for patients and their fam i lies.41 Although 
the EOL is a core com po nent of PC, a pal li a tive approach to 
care is appro pri ate for any one with chronic con di tions, includ-
ing SCD. Early PC is asso ci ated with decreased symp tom bur-
den, improved patient qual ity of life,42 and decreased patient, 
fam ily, and pro vider dis tress.43 Therefore, PC involve ment should 
be con sid ered early in the dis ease tra jec tory. PC may help peo-
ple with SCD with symp tom man age ment, goal set ting in the 
con text of short ened life expec tancy, and cop ing with chronic 
illnesses. Inherent to PC is the con cept of “total pain,” wherein 
4 com po nents (phys i cal, emo tional, social, and spir i tual suf fer-
ing) under lie the expe ri ence of total pain.44 Although PC can 
ben e fit many with SCD and there are calls for PC inte gra tion in 
SCD care,45,46 guide lines are needed to iden tify when and how 
PC should be inte grated within existing mod els of SCD care. To 
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stan dard ize the pro cess, we pro pose poten tial trig gers for a PC 
con sult for patients with SCD (Table 2). Additionally, although 
SCD pro vid ers have pos i tive per cep tions of PC,47 lit tle is known 
about peo ple with SCD’s per cep tions of and will ing ness to 
engage with PC. And lit tle is known about the PC capac ity for 
and expe ri ence with car ing for peo ple with SCD.

As to who should pro vide PC for peo ple with SCD, PC can be 
deliv ered by those with out advanced PC train ing, such as gen-
eral prac ti tion ers and hema tol o gists (pri mary PC), or by those 
with sub spe cialty PC train ing (sec ond ary PC). As most stud ies 
about the ben e fits of PC focus on sec ond ary PC, cli ni cians car ing 
for patients with SCD should have a low thresh old for con sul ting 
PC. For those patients who do not need or have access to spe-
cialty PC or are hes i tant about receiv ing PC, SCD cli ni cians must 
develop excel lent pri mary PC skills. There are mul ti ple pri mary 
PC train ing courses.48-50

Disease-related facilitators
Addressing many of the dis ease-related con sid er ations requires 
inter dis ci plin ary col lab o ra tion. First, work ing with phar ma cists 
expe ri enced in chronic opi oid man age ment and/or spe cialty 
PC can help ensure ade quate symp tom man age ment. Sec-
ond, dis cus sions with sub spe cial ists can address the com plex 
man age ment of mul ti ple chronic dis eases and can weigh in on 
the impli ca tions on man age ment and prog no sis and deci sion- 
mak ing in EOL care. Third, depending on whether life-sus tain ing  
ther a pies are due to the hos pice-qual i fy ing con di tion or not, 
some hos pice agencies may con tinue those ther a pies. For 
instance, if a patient qualifies for hos pice due to SCD and is on 
dial y sis due to com pli ca tions from dia be tes, they may not be 
 able to con tinue dial y sis on hos pice. However, such dis cus sions 
are nuanced and will require con ver sa tions with PC and hos pice 
pro vid ers to ascer tain what is avail  able. Finally, as men tioned 
above, PC pro vid ers may have lim ited expe ri ence with peo ple 
with SCD. Therefore, pro vid ing guid ance on what to expect, 
how to man age VOCs, and hav ing open, ongo ing com mu ni ca-
tion between hema tol ogy and PC/hos pice is essen tial.

Beyond inter dis ci plin ary col lab o ra tion, EOL care plan ning 
for peo ple with SCD should address symp tom man age ment, 
incor po rat ing phar ma co logic and nonpharmacologic strat e gies. 
Opioids should be dosed based on prior expo sure. Adjunctive 
treat ments can be con sid ered for spe cific pain syn dromes (eg, 
non ste roi dal anti-inflam ma tory drugs, acet amin o phen for som-
atic pain; gabapentinoids, sero to nin-nor epi neph rine reuptake 

inhib i tors for neu ro pathic pain). Non-phar ma co logic ther a pies 
include fans, mas sage, mind ful ness, oxy gen. Fluids should be 
admin is tered cau tiously account ing for other co-morbidities.

Communication strategies
Exploring med i cal deci sion-mak ing pref er ences is essen tial to 
EOL care. Some patients may not be ready to dis cuss pref er-
ences ini tially due to their expe ri ences with death and ill ness 
or their cul tural beliefs and val ues, and some pref er ences may 
change over time. Therefore, it is essen tial to dis cuss pref er-
ences early with a famil iar pro vider who under stands the sever-
ity of the dis ease and/or com pli ca tions. Preferences should be 
revisited over time as a patient’s health changes, pref er a bly 
dur ing a period of rel a tive well ness rather than dur ing an acute 
ill ness. Since gen eral evi dence-based prac tices in dif fi cult con-
ver sa tions and med i cal deci sion-mak ing (eg, responding to 
emo tion and explor ing val ues and goals) are out side the scope 
of this man u script,30,51 we focus on 3 core areas that are par tic-
u larly rel e vant for peo ple with SCD, includ ing (1) who they want 
involved with med i cal deci sion-mak ing, (2) the role R/S play in 
their deci sion-mak ing, and (3) their pre vi ous expe ri ences with 
seri ous ill ness. Because explor ing these areas is chal leng ing 
and may be new for many cli ni cians, each sec tion starts with 
a use ful ques tion, and Table 3 includes addi tional sug ges tions.

Who they want involved in deci sion-mak ing: “When I have 
med i cal updates to share with you, who would you like to have 
there with you?” Most peo ple with SCD in the United States 
iden tify with cul tural minor i ties, who tend to make med i cal deci-
sions col lec tively, which con trasts with the model of auton o-
mous deci sion-mak ing encour aged by the US med i cal sys tem.52 
Patients may want indi vid u als from their fam i lies or com mu ni ties 
involved. Therefore, cli ni cians must know who should be pres-
ent when infor ma tion is disclosed or when med i cal deci sions are 
needed and then facil i tate their involve ment (eg, flex i ble sched-
ul ing, per mit ting extra peo ple at appoint ments, allowing indi vid-
u als to call into appoint ments). Similarly, cli ni cians need to know 
who patients want to make deci sions for them should they be 
unable to artic u late their wishes.

The role of R/S in med i cal deci sion-mak ing: “How may your 
faith affect how you make deci sions about your health?” As 
above, it is impor tant to know if indi vid u als want any one from 
their con gre ga tion and/or faith com mu nity to be avail  able for 
psy cho so cial sup port or med i cal deci sion-mak ing.53 Further, it is 
impor tant to dis cuss how R/S may impact deci sions (eg, hoping 

Table 2. Potential trig gers for PC con sult for peo ple with SCD

•  Diagnosis of end-stage organ dys func tion (eg, con ges tive heart fail ure, ESRD, pul mo nary hyper ten sion, neu ro log i cal com pli ca tions due to 
stroke/sildent infarcts)

• Functional impair ment (eg, inabil ity to com plete instru men tal activ i ties of daily liv ing or activ i ties of daily liv ing)

• Poor health related qual ity of life

• Unclear goals of care (eg, con sis tent def er ence to med i cal teams’ deci sions or nonadherence to SCD-directed ther apy)

• Complex med i cal deci sion-mak ing

• Increased fre quency of emer gency room vis its and hos pi tal i za tions over the past 3-6 months com pared to base line

• ICU unit admis sion

• Referral for bone mar row trans plant or gene ther apy
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for a mir a cle) so pro vid ers can match lan guage and tai lor rec-
om men da tions appro pri ately as well as assess for R/S dis tress. 
As many pro vid ers may feel uncom fort able addressing some of 
these issues,22 it is essen tial that pro vid ers part ner with chap lains 
and other spir i tual care pro vid ers to address unmet needs.18

Previous expe ri ences with seri ous ill ness: “Have you expe ri-
enced the loss of a loved one?” Providers can not know how pre-
vi ous expe ri ences may shape deci sion-mak ing with out ask ing. 
Therefore, ask ing about pre vi ous expe ri ences, par tic u larly with 
PC and hos pice, is essen tial. Only then can pro vid ers appro pri-
ately address any con cerns and make EOL rec om men da tions 
con sis tent with their pref er ences.

Systemic solutions
Some of the sys temic issues can feel over whelm ing, yet pro-
vid ers can take prag matic steps to counter them. Growing evi-
dence sup ports uni ver sal screen ing for SDoH in clin i cal set tings, 
includ ing which tools to use and how to fit screen ing into rou tine 
care.54,55 Therefore, SCD cen ters that are not rou tinely screen ing 
for SDoH should con sider how to inte grate screen ing into prac-
tice, includ ing at the EOL. In the mean time, pro vid ers can work 
to min i mize the finan cial bur den of med i cal care (eg, sched ul-
ing sub spe cial ist vis its on the same day, offer ing telehealth) and 
part ner with social work ers to address unmet needs. Finally, pro-
vid ers may need more time and effort to build trust with patients 
who do not look like them selves; con ti nu ity of care and build ing 
lon gi tu di nal rela tion ships is crit i cal—includ ing with the pri mary 
hema tol ogy team and spe cialty PC. Further, edu ca tional ini tia-
tives that sup port devel op ing cli ni cians sen si tive to our patients’ 
needs and the devel op ment of a work force that looks like our 
patients are essen tial.

Table 3. Example ques tions for explor ing key pref er ences for EOL

Who they want to have 
involved in deci sion-mak ing

• Who are the impor tant peo ple in your life?
• If some thing seri ous hap pens, who should know what is hap pen ing?a

• When I have med i cal updates to share with you, who would you like to have here with you?
- How would you like us to involve them in your care?

• Who would be the best per son to help the doc tors make deci sions if you are too sick to par tic i pate?a

- Have you and that per son ever spo ken about what would be most impor tant to you if you were very sick?

Religion/spir i tu al ity • Is reli gion/spir i tu al ity impor tant to you?
• Are you involved with a reli gious/spir i tual com mu nity?
• Serious ill ness can be hard on a per son phys i cally. I won der how it’s been for you spir i tu ally as well.a
• How may your faith affect how you make deci sions about your health?
• If discussing want ing a mir a cle:

- What does a mir a cle mean to you?
- I would wel come a mir a cle. What kinds of mir a cles are you think ing about?a

• If patient/fam ily says “It’s in God’s hands”
- What does that mean to you?

• If patient/fam ily says: “God will tell us”: Tell me about your rela tion ship with God.a 
• Are you at peace?a

Prior expe ri ences with  
seri ous ill ness

• Have you ever expe ri enced the loss of a loved one?
- What do you think about the EOL care they received?

• Have you been with fam ily or friends when EOL deci sions were made?a

- What went well, and what could have been bet ter?a

•  Every so often, some one sud denly gets very sick, and I can’t talk to them. Have you ever been in this sit u a tion 
before?
○ Have you ever been very sick, need ing to go to the ICU to receive life sup port or a (breath ing tube or CPR)?
○ What was that like for you?
○ What went well, and what could have been bet ter?
○ If you were in a sim i lar sit u a tion in the future, would you do any thing dif fer ently?

• Do you have any expe ri ence with PC? Hospice care?
aDenotes ques tions or state ments from Vitaltalk (https:  /  /www  .vitaltalk  .org  /).

CLINICAL CASE (con tin ued)

Let us revisit how Mr. Jones’ expe ri ence could have been dif fer-
ent by addressing some of these con sid er ations.

When his nephrol o gist recommended hemo di al y sis, Mr. 
Jones was reluc tant. His hema tol o gist referred him to spe cialty 
PC to dis cuss goals of care. Mr. Jones was unsure what another 
phy si cian had to offer but agreed. After establishing rap port, the 
PC cli ni cian learned the fol low ing.

 1. Mr. Jones lived alone and was on dis abil ity. He was oth er wise 
inde pen dent in his activ i ties of daily liv ing and hoped to re-
main in this state of health for as long as pos si ble.

 2. He felt he was doing well until he learned about the need for 
hemo di al y sis.

 3. Mr. Jones acknowl edged that he had dif fi culty under stand ing 
med i cal infor ma tion and relied on his neigh bor to assist with 
deci sion-mak ing due to sev eral SCD-related strokes. How-
ever, his neigh bor was mar ried with chil dren and worked full 
time, which left her lit tle time to attend vis its.

 4. He iden ti fied as Chris tian and attended weekly ser vices when 
he had transportation. His pas tor called him weekly for sup port.

With Mr. Jones’ per mis sion, his med i cal team sched uled a call 
with his neigh bor; she agreed to be named as his health care 
proxy. Although she was shocked about the rec om men da tion for 
hemo di al y sis, it con firmed what she had already sensed about 
Mr. Jones’ over all health. Mr. Jones began hemo di al y sis and tol er-
ated it well for sev eral months.Ultimately, he was admit ted with 
com mu nity-acquired pneu mo nia com pli cated by ACS. While 
awaiting exchange trans fu sion, patient-con trolled anal ge sia was 

https://www.vitaltalk.org/
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appro pri ately dosed based on his meth a done reg i men with the 
help of PC. The med i cal team, includ ing PC, alerted Mr. Jones’ 
neigh bor and called Mr. Jones’ pas tor to offer sup port. When 
he met his proxy, he reaffirmed his goal to remain inde pen dent 
but to pri or i tize symp tom man age ment should his con di tion 
become irre vers ible. He was trans ferred to the ICU and intu-
bated. After 1 week with out improve ment, the ICU team met 
with his neigh bor to dis cuss tra che os tomy and gastrostomy 
tube place ment. Recalling Mr. Jones’ goals, she elected a ter mi-
nal extubation for him. Opioids and sed a tives were dosed, his 
pas tor said a bless ing, and he was extubated. He died peace fully 
min utes later, surrounded by his neigh bor, pas tor, and friends 
from church.

Conclusion
EOL care is cen tral to car ing for peo ple with SCD and requires 
acknowl edg ing med i cal, com mu ni ca tion, and sys temic chal-
lenges. Although we pro pose strat e gies to address these chal-
lenges, more research is needed in this area, par tic u larly around 
how peo ple with SCD define high-qual ity EOL care, how best to 
inte grate PC into SCD care, and how HSCT and gene ther a pies 
impact EOL care for peo ple with SCD. Meanwhile, with pri mary 
and sec ond ary PC, inter dis ci plin ary col lab o ra tion, and atten tion 
to SDoH, high-qual ity EOL care is pos si ble.
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