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A PATIENT’S JOURNEY

The missing vital sign
Christina Mangurian,' Morton ) Cowan?

The author catalogues the challenges to
family, friends, and herself of managing her
10 month old son’s long hospital stay as he
received a transplant to cure Wiskott-Aldrich
syndrome

The paediatric bone marrow transplant team entered my
10 month old son’s isolation room for a second time one
morning. It was supposed to be Anderson’s “day of rest”
between chemotherapy and his transplant. As a physi-
cian, I knew something was wrong—busy doctors do not
do rounds twice. They had returned to tell me that the
umbilical cord blood needed to cure my son of his rare
condition, Wiskott-Aldrich syndrome, had been thawed a
day early. The doctor who had just finished his fellowship
said that the early thawing would not affect Anderson. He
then went on to blame the lab, saying that the “mistake
probably happened because we don’t really do many cord
blood transplants here.” The nurse practitioner told me
that she thought it was likely a communication problem
and promised that “this will never happen again.”

At 4 months, Anderson had been diagnosed with the
most severe form of Wiskott-Aldrich syndrome, a geneti-
cally inherited, immunodeficiency disease affecting
1/250000 men. Children with severe Wiskott-Aldrich syn-
drome die early of infection or haemorrhage if not treated
with a bone marrow transplant (BMT). Children receiving

ACLINICAL PERSPECTIVE

a BMT from an unrelated donor or via cord blood dona-
tion can be hospitalised for up to three months—all in an
isolation room because of the risk of infection. My family
had already endured a three week hospitalisation when my
son was only 1 month old, and I knew that I had to develop
a plan to take care of not only Anderson, but also my 4
year old daughter, my husband, and myself, physically and
emotionally, during this marathon.

In stereotypical doctor fashion, I do not normally ask
people to help me, nor do I prioritise taking care of myself.
But facing an extremely long hospital stay with a critically
ill infant and having an energetic (and thankfully healthy)
4 year old, I overcame my default tendencies. I knew the
evidence that children do well, physically and emotion-
ally, if their parents are doing well. So, my husband and
I developed a plan for self care and family care based on
discussions with the BMT team, families who had experi-
enced BMTs, child psychologists, colleagues, and friends.
We prioritised seeing both of our children every day, getting
a good night’s sleep at home at least every other night, hav-
ing breaks from the hospital to spend time together, and
scheduling time to exercise. We created a detailed weekly
schedule and asked family, friends, and colleagues to help
us with child care, laundry, and other household chores.
Thanks to the “Lotsa Helping Hands” website, many of our
friends and relatives signed up to have dinner delivered to
our home every night, and gifts given to our floor nurses
every week.

As a physician who has cared for children receiving bone
marrow transplants (BMTs) ata major academic medical
centre forover 30 years, | know full well that a BMT
hospitalisation is among the most challenging experiences
a family will ever go through. On top of that, for most patients
(and parents) the disease forwhich the transplantis being
doneiis life threatening and usually incurable without a
transplant. Also, itis among the most challenging medical
procedures in the hospital, requiring a large medical team

to pay meticulous attention over a relatively long period of
time to numerous details that affect patient outcomes. The
social issues that our teams must consider are also complex,
including parents who are frightened and depressed,
living far from home and support systems, being separated
from each otherand their other children, and dealing with
financial stresses over costs for food and travel not covered
by third party payers, potential job loss, etc.

Anderson’s mother highlights the critical need for
psychological and social support for all patients and their
families who are hospitalised, especially those undergoing
complex, life threatening, and lengthy care. Can we do better
in terms of psychosocial support? The answer s clearly
yes, butwe also need to design improved ways of using the
resources that we already have to optimise this aspect of
care. The problem is how do we do this?

Although intuitively, providing this psychological support
makes perfect sense, there are limited studies to guide us

as towho on the team should be providing this support for
carers. At most centres, it is up to the team as a whole to work
together forthe mental health of the carerand patient. Not
every healthcare professional has the ability or expertise
(orexperience) to provide the support that’s needed. While
some centres rely on psychologists to provide this support,
most rely on social workers to identify psychosocial issues
and work with the team to resolve them. Nurses, who often
spend hours with a patient as part of the team, can also
provide important support. In addition, there is no question
that some patients and families require more support than
others. Since the individual needs vary, there may not be
one person who can satisfy the psychological needs of every
patient or parent.

Since everyone isinvolved in the care, | believe that the
psychosocial status should be on the patient’s “problem list”
and addressed every day. In addition, someone should be
“checkingin” with the family at least once or twice a week,
ordaily if necessary. Weekly psychosocial rounds to address
particular problems can also be held to help focus on the
needs of carers. Parent support groups may also help. The
most important goal with respect to psychosocial care is to
attemptto identify and deal with problems before they become
crises. What is desperately needed in this area are well defined
studies and controlled interventions to identify the most
optimaland cost effective approaches forall of our patients.
Morton ) Cowan
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Despite all of our planning, the love showered on us by
family and friends, and support from the BMT providers,
nothing could prepare us for the reality of the hospitalisa-
tion. Until I began “living” on the BMT unit, [ hadn’t really
understood what it was like to be on the other side of the
patient-provider relationship. It opened my eyes to the uni-
verse of fear and vulnerability—where healthcare provid-
ers are in complete control, and patients (even those who
are doctors) are at their mercy across a wide logistic and
emotional divide.

The disclosure of the premature thawing of Anderson’s
cord blood was just one example of a missed opportunity
to bridge the emotional gap. Most patients want honest
discussions and the opportunity to express their feelings
about bad news. Unfortunately, the initial “bad news”
discussion failed on both counts. When they told me the
blood was thawed early, I was petrified that Anderson had
lost his chance to live. It took all of my strength not to slap
both clinicians and just scream. After the team left, the
physician in me needed to mobilise: I contacted the lab
supervisor at a major academic medical centre specialising
in cord blood transplantation to understand the gravity
of this situation. Although this expert gave me informa-
tion that reassured me, the phone call that day from our
primary doctor, the chief of BMT who was on vacation at
the time, really eased my worry. He apologised (using the
words “I'm sorry”), took the time to explain why it was OK
to do the transplant a day early, and said “Anderson will
be just fine.” In addition, the mother in me received the
most important gift of all ... a nurse gave me the space and
permission to cry.

In another example, despite the scores of publications
outlining the importance of sleep, there is an unfortunate
disregard for sleep in all hospitals. Getting a 10 month
old to sleep can be challenging at the best of times. Add
chemotherapy, pain, nausea, fevers, and vital sign checks
every four hours—and the sleep routine becomes extra-
ordinarily complex. With additional interruptions—such
as second year residents “eyeballing” the child at 9 pm,
noisy intravenous line changes at 10 pm, or a dermatology
fellow conducting a late night exam and biopsy—the situ-
ation becomes a nightmare. I understand there are excel-
lent clinical reasons for these interruptions—especially for
critically ill children—but hospitals must start paying more
attention to protecting the sleep of their patients and their
carers, which could improve clinical outcomes and reduce
emotional stress.

Feeling absolutely no control over this life and death
situation, my husband and I struggled constantly with
emotions such as vulnerability, fear, and anger. As a psy-
chiatrist, I knew these feelings were normal, but there was
no mental health professional on the BMT team assigned to
help us. Social workers were available, but they seemed to
deal with the “problem cases,” not the “easier” ones such
as ours. Child life specialists made my son’s daytime life
“normal,” but they did not attend to my emotions. Thank-
fully, I had my own psychiatrist, my husband, my parents,
and friends to turn to for the emotional support I needed.
Many families are not so fortunate.

It struck me again and again that, because of the increas-
ing complexity of medical care, doctors do not seem to have

USEFULRESOURCES FOR HEALTH PROFESSIONALS,
PATIENTS, AND CARERS

Be The Match: National Marrow Donor Program (www.
marrow.org)—“For people with life-threatening blood
cancers like leukaemia and lymphoma or other diseases,
a cure exists. Be The Match connects patients with their
donor match for a life-saving marrow or umbilical cord
blood transplant”

Carers UK (www.carersuk.org)—A charity set up to

help people who care for family or friends. It provides
information and advice about caring, plus practicaland
emotional support for carers

Caring Bridge (www.caringbridge.org)—Has personal,
protected sites that make it easy to stay connected during
any type of health event. Family and friends can visit the
site to stay informed and leave supportive messages. They
also have a SupportPlanner calendar that helps family and
friends coordinate care and organise helpful tasks such as
providing meals, offering rides, and taking care of pets
Care Pages (https://www.carepages.com)—Websites are
free patient blogs that connect friends and family during a
health challenge

Family Fund (www.familyfund.org.uk)—“The UK’s largest
provider of grants to low income families raising disabled
and seriously ill children and young people. ... We can help
with essential items such as washing machines, fridges
and clothing but can also consider grants for sensory toys,
computers and much needed family breaks together”
Immune Deficiency Foundation (www.primaryimmune.
org)—Provides information and support for patients with

a primary immunodeficiency disease. It also provides
information for healthcare professionals

Lotsa Helping Hands (www.lotsahelpinghands.com)—
“Connects people through the power of community—
whetheryou need help oryou want to provide help. You
may be caring foran ill loved one, an aging parent, a child
with special needs ora veteran. You may want to volunteer
to help a friend or others in your neighbourhood”

Rainbow Trust Children’s Charity (www.rainbowtrust.org.
uk)—Provides emotional and practical support to families
who have a child with a life threatening or terminalillness
WAS Community (www.wiskott.org)—Community resource
portal created by the Wiskott-Aldrich Foundation for
patients and their families. Itincludes practical information
about the disorder and links to support groups and other
resources

the time to take the “emotional temperature” of patients
or their carers during prolonged hospitalisations, nor are
providers thinking critically about essential, patient cen-
tred concerns to facilitate wellness. In my opinion, we were
treated at the best paediatric BMT unit in the country, but
the empathic failures made me wonder about the emo-
tional experience for families at other hospitals.

I believe that doctors who are treating children for pro-
longed periods should ask the parents how they are feeling
about being in the hospital every day. If this is unreason-
able given time constraints, then add a team member to
fill this role. Again, there is plenty of evidence that chil-
dren do better if their parents are emotionally grounded.
By not being asked, parents may have the impression that
the doctors don’t care, and clinicians may miss important
warning signs of parental depression or anxiety that could
negatively affect outcomes for critically ill children.
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About a week after the transplant, the chief of paediat-
ric BMT visited us on the day he returned from vacation.
By that point, it was clear that the cord blood cells had
been in optimal condition, so the mistake did not seem
to have ramifications. That said, it was obviously still on
our minds. Without ceremony, his first words to me were,
“Hi, Mom, how are you doing? Do you need a hug?” As a
psychiatrist, I was taught not to hug my patients, but at
that moment I did need a hug, and I needed it from him. I
needed it from my son’s doctor, the person we were count-
ing on to save his life, the person who was supposed to help
us through this terrible ordeal. Although his bedside man-
ner is not generally “touchy-feely,” our doctor knew that I

10-MINUTE CONSULTATION

needed him to cross the doctor-patient-parent boundary.
His small gesture took no extra “resources” and little extra
time. Yet, it instantly made me feel better; and is ultimately
what makes him not just good, but a great doctor.
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A pain in the bottom

Fareed Igbal,' Andrew D Beggs,' Tim Holt,” Douglas M Bowley”

A 44 year old man presents to primary care with a four
week history of severe, intermittent episodes of anorec-
tal pain, each lasting for some 10 minutes without pain
between episodes. Symptoms persist despite use of over
the counter medications.

Anorectal pain is common, with an estimated preva-
lence of around 7%. It can usually be managed in general
practice. However, presentation may be confounded by
embarrassment and fear of serious pathology, requiring
a sensitive and focused approach. In this case, the most
likely diagnoses are anal fissure, haemorrhoids, or func-
tional anorectal pain (chronic proctalgia or proctalgia
fugax). Less common possibilities are listed in the box.

Functional anorectal pain occurs in the absence of any
pathology; it is relatively common, affecting about 18% of
patients with anorectal pain, but can be disabling. Chronic
proctalgia is defined as chronic or recurrent pain or aching
localised to the anus or lower rectum, with episodes last-
ing >20 minutes. The pain in proctalgia fugax lasts from
seconds to minutes, without pain between episodes.

What you should cover
History
o Ask the patient to characterise the pain:

— Intense, severe, or sharp pain almost always signifies
pathology in the low rectum or anal canal

— Dull or deep pelvic pain, with associated abdominal
pain, suggests pelvic pathology such as prostatitis.

e Ask about the timeline of pain:

— Severe, sharp, or burning pain initiated by bowel
opening and persisting for several hours is highly
suggestive of anal fissure

— Fever and malaise may support a diagnosis of
perianal sepsis. Pain that begins insidiously
becoming more severe followed by anal discharge
and reduced pain may indicate anal fistula. Most
fistulas-in-ano are the result of previous perianal
abscess

— Dull throbbing pain, associated with bowel
movements, may suggest external haemorrhoids. Ask

Unusual causes of anorectal pain

Anorectal sexually transmitted infections

Risk factors:

® Men who have sexwith men

e Anoreceptive intercourse

* | ocal contiguous spread from genital area (such as genital
warts)

Prostatitis

Risk factors:

¢ Young to middle aged men

e Previous urinary tract infection or urethritis

e History of pelvic trauma

e HIV/AIDS

e Unprotected sexualintercourse

e Dehydration

Coccydynia

Risk factors:

* Female

e Traumatic childbirth

e Obesity

e History of trauma to coccyx

Inflammatory bowel disease

Risk factors:

¢ Adolescents and young adults

e White people of northern European decent and Ashkenazi
Jews

® Genetic predisposition (positive family history)

Perianal sepsis

Rarely, fistula-in-ano can be secondary to:

e Crohn’sdisease

¢ HIVinfection

e Tuberculosis

e Lymphogranuloma venereum

e Rectal cancer

Anal cancer

Risk factors:

e Women with history of cervical pre-cancer

e Men who have sexwith men

e HIVinfection

e Smoking
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about symptoms of prolapse down the anal canal
during defecation
— Acute pain that starts to subside within 24 hours may
be due to perianal haematoma.
Ask about family history and red flag symptoms of
colorectal cancer—rectal bleeding, persistent change
in bowel habit (particularly to more frequent or looser
stools), abdominal pain, symptoms of anaemia or
unexpected weight loss.
Previous anorectal or obstetric surgery may suggest
damage to the anal sphincters; faecal incontinence is
something patients may be reluctant to volunteer so ask
specifically.
If appropriate, ask about the possibility of anorectal
sexually transmitted disease.

Examination

Look for evidence of weight loss and anaemia. Carry out
both abdominal and anal examination, using a good light
and a chaperone. Don’t perform a digital rectal exam if this
seems likely to cause pain. Examine the perianal skin for
signs of abscess or discharge, fistulous openings or ulcera-
tion.

What you should do

Analfissures

Simple fissures are usually caused by the passage of hard
stools. Fundamental to achieving a cure is for the patient
to understand that the stools must be soft. If the patient
drinks sufficient water to hydrate the stool, the fissure is
much more likely to heal. Stool softeners may be beneficial.
In addition, twice daily topical application of 0.4% glyc-
eryl trinitrate or 2% diltiazem ointment for eight weeks will

heal up to 80% of fissures. Steroid based local analgesics
should be prescribed only for short periods due to the risk
of skin ulceration. Chronic, multiple, painless, and non-
midline fissures should be referred.

Haemorrhoids

Most haemorrhoids can be managed conservatively with
advice to increase fluid and fibre intake and to avoid strain-
ing. Topical creams or suppositories such as Anusol-HC,
Proctosedyl, and Xyloproct may offer temporary sympto-
matic benefit. Referral should be made for haemorrhoids
that profusely or persistently bleed, severely painful
thrombosed haemorrhoids, severe prolapse, or failure of
conservative therapy. Refer if there is diagnostic uncer-
tainty or concern about malignancy. Perianal haematoma
(ablue or dark coloured swelling at the anal verge) should
be referred for clot evacuation if symptoms are less than
24 hours old. Symptoms beyond 24 hours may be treated
with local analgesics.

Functional anorectal pain

In many cases the problem will settle with reassurance.
This is a diagnosis of exclusion and may require referral
to secondary care if other causes cannot be confidently
excluded. Some patients will require pelvic training inter-
ventions such as biofeedback. Biofeedback is non-invasive
and helps modify physiological responses to pain through
dedicated teaching and instruction. It is available in some
tertiary centres, and referral should only be made once a
diagnosis has been established.
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which are characteristic of Hodgkin’s lymphoma.

symptoms tend to confer a poorer prognosis.
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ANSWERS TO ENDGAMES, p 36 For long answers go to the Education channel on bmj.com

CASE REPORT Cough and weight loss in a young man

1 This man has Hodgkin’s lymphoma. Reed-Sternberg cells are multinucleate giant cells, derived from B cells,

2 Differential diagnoses include lymphoma, thymoma, germ cell tumours, benign thyroid tumours, and
tuberculosis. If an anterior mediastinal mass is seen on imaging, biopsy is required to differentiate between
the above. Immunohistochemistry is then used to further establish the pathological diagnosis.

3 Patients with Hodgkin’s lymphoma commonly present with painless “rubbery” supraclavicular
lymphadenopathy, particularly cervical lymphadenopathy. Other symptoms include B symptoms: fevers
greaterthan 38°C, drenching night sweats, weight loss of at least 10% of body weight within six months. B

4 Hodgkin’s lymphomais staged using the Ann Arbor staging system.

Treatment depends on the patient’s age, sex, and the histological subtype. Treatment usually consists

of chemotherapy, with or without radiotherapy. Early Hodgkin’s lymphoma is treated with doxorubicin,
bleomycin, vincristine, and dacarbazine, although patients with advanced disease can be given other
chemotherapy regimens, such as escalated BEACOPP (bleomycin, etoposide, doxorubicin, cyclophosphamide,
vincristine, procarbazine, and prednisolone). Patients who relapse can be entered into clinical trials and may
be considered for autologous peripheral blood stem cell transplantation.

Statements a and d are true, whereas b and c are false.

STATISTICAL QUESTION Cox proportional hazards regression
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