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ABSTRACT

This article describes the medical, psychological, and social challenges encountered during home-based, 
family-centred palliative care of a 3-year-old female with secondary histiocytic sarcoma diagnosed during 
treatment for T-cell acute lymphoblastic leukaemia. Histiocytic sarcoma is an exceedingly rare cancer in 
adults, but even less frequent and highly aggressive when presenting as a secondary cancer in children. 
Comprehensive, multidisciplinary paediatric hospice care services are not widely available across Slovakia, 
thus limiting the number of patients and families offered such highly specialized end-of-life care. This case 
study illustrates the primary benefi ts for the child and family of such a program as well as the impact on 
the medical and nursing professionals working in the fi eld of paediatric haematology-oncology. 
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INTRODUCTION
Cancer is relatively rare in childhood, with almost 
1 in 500 children developing some form of cancer 
by 14 years of age (1). Acute lymphoblastic leukae-
mia (ALL) is the most common malignancy diag-
nosed in children (2). In Europe, ALL accounts for 
approximately 80% of leukaemias among children 
aged 0–14 years with a peak incidence in children 
aged 2-5 years (1,3). More than 80% of children 
with ALL are cured with current treatment regimens 
but are at risk of developing secondary cancers (3,4). 

We present a case study that highlights the chal-
lenges to providing comprehensive, family-centred, 
home-based hospice care to a 3-year-old female bat-
tling the terminal stages of histiocytic sarcoma, an 
aggressive secondary malignancy. Histiocytic sarco-
ma is an exceedingly rare malignancy accounting for 
less than 1% of all haemato-lymphoid cancers and 
most commonly occurs in adults (5,6). Only a few 
reports of bona fi de histiocytic sarcoma exist in the 
literature, mostly involving adults (7,8). A recent 
literature search uncovered only four published case 
reports of secondary histiocytic sarcoma in children 
(8-11). 
Believes that the family home is the place that best 
meets the needs of terminally ill children and that 
symptom management must be an integral part 
of palliative care (12). A crucial element of com-
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prehensive, family-centred, paediatric hospice care 
is to provide consistent, seamless care, regardless 
of where the child is being treated (13). Th e child 
discussed in this case study was diagnosed with his-
tiocytic sarcoma during maintenance treatment for 
T-cell ALL. Given the poor prognosis of childhood 
secondary histiocytic sarcoma, the paediatric patient 
described here received family-centred hospice care 
in the home.

CASE STUDY
A case study report was selected as the most suit-
able method to describe the home-based palliative 
nursing care of this terminally ill child, referred to 
here by the pseudonym ‘Katarina’. Information was 
extracted from medical records and nursing notes 
covering the period when she received palliative care 
in the family home. During informal interviews, 
special attention was paid to elements of Katarina’s 
verbal and non-verbal communication. How the 
mother adapted to the provision of palliative care 
was also noted. Th e mother provided written con-
sent for the use of all information presented in this 
report.

Katarina’s social and medical history
Katarina was the only child of healthy parents. Kata-
rina enjoyed a stable emotional relationship with her 
mother and maternal grandparents with whom she 
lived in a common family home. Her father did not 
reside with Katarina and her mother. Katarina was 
born by caesarean section at 26 weeks of gestation 
weighing 690 grams and suff ering from respiratory 
insuffi  ciency and anaemia. 
At two and a half years of age, Katarina developed 
low-grade fever, loss of appetite, abdominal pain and 
a white cell count of 458,900. Bone marrow biopsy 
confi rmed the diagnosis of T-cell ALL. Katarina 
completed the induction and consolidation phases 
of the IC BFM 2002 protocol for ALL (14) and pro-
phylactic cranial irradiation. Two months into ALL 
maintenance chemotherapy with oral mercaptopu-
rine and intrathecal methotrexate, Katarina, now 3 
years of age, developed abdominal pain, colitis, and 
abdominal lymphadenopathy. Lymph node biopsy 
revealed histiocytic sarcoma. Shortly thereafter, in-
testinal invagination resulted in laparotomy with 

lymphadenectomy and bowel resection. Histologi-
cal examination confi rmed the presence of a second-
ary malignancy consistent with histiocytic sarcoma. 
Katarina’s clinical course was characterized by rapid 
progression of her histiocytic sarcoma in the ab-
domen, pelvis, and lungs. Over the ensuing four 
months, Katarina received curative chemotherapy 
consisting of dexamethasone and cyclophospha-
mide followed by reduced-dose clofarabine, etopo-
side and cyclophosphamide. Her clinical condition 
worsened with profound myelosuppression and fur-
ther progression of the abdominal tumour masses. 
Intensive chemotherapy was therefore stopped. 

End of life care in the home 
Katarina’s parents agreed to end of life palliative 
care in the family home. A multidisciplinary team 
from an established 24-hour paediatric mobile hos-
pice care service assumed responsibility of Katarina’s 
complete symptom management. Th e home was 
equipped with oxygen and a supply of anti-emetics, 
laxatives, and sterile dressings. Th e nursing team in-
corporated Katarina’s mother into the daily routine 
of her daughter’s care while staying directly involved 
in the child’s hygiene to ensure that she didn’t de-
velop pressure ulcers. Th ey also monitored Katari-
na’s pain using the Faces Pain Rating Scale—FPRS 
(15) alerting the team physician when modifi cation 
to her analgesic therapy was required, thus result-
ing in superior pain control. Katarina was at high 
risk for diffi  cult to manage constipation owing to 
her opiod dependence and reduced mobility caused 
by increasing ascites. Oral laxatives, rectal supposi-
tories, and enemas were used prophylactically and 
therapeutically. 
Katarina’s fi rst nights at home were characterized by 
restlessness during sleep until she achieved an undis-
turbed sleeping pattern. She repeatedly verifi ed her 
mother’s presence in the room throughout the night 
via eye contact. Despite the medical management of 
her shortness of breath and cough, she spent most 
of the day and night in the Fowler position to allevi-
ate her laboured breathing. Hydration and nutrition 
were ensured with an oral regimen, easily digestible 
foods, and nutritional supplements.
Short hospitals stays were necessary on occasion for 
transfusions and albumin therapy to manage in-
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creasing ascites. During this time, she repeatedly ver-
balized her immediate wish to return home. While 
in the hospital playroom, she drew predominantly 
black and grey-coloured pictures throwing aside red 
or yellow pencils when they were off ered only to re-
turn to draw again with the black or grey pencils. 
Once back in the family home and in the care of 
the hospice team, the mother, nurses and a special 
educator kept Katarina constantly stimulated and 
motivated in playful activities. She found stability 
and consolation in being read the same fairy tales 
and watching the same videos repeatedly.

Parallel family care
Th e hospice nurses practiced eff ective communica-
tion with both Katarina and her mother. Th eir work 
was based on interaction. In general it is true that 
person's personality traits predetermine how to per-
son establishes relationships with the surroungings 
and whether the person contributes, when com-
municating, to the atmosphere of trust or on the 
contrary sets it back. Also the nurse's approach and 
communication leaves a response in the patient's 
experiencing that may be even stronger due to the 
patient's vulnerability. If the patient experiences 
anxiety , uncertainty or fear owing to their state of 
health or a situation they are in, than the patient re-
quires the atmosphere of safety, understanding and 
support (16). Katarina’s mother received medical, 
psychological, and emotional support from hospice 
care doctors, nurses, psychologists and the case so-
cial worker. She was exhausted both mentally and 
physically having accompanied Katarina through 
her initial lengthy treatment for ALL, the diagno-
sis of her secondary histiocyctic sarcoma, its failed 
treatment culminating in home-based end of life 
palliative care. Her anxiety and fears were managed 
through psychological support and anti-anxiety 
medication while the child’s grandparents provided 
additional emotional support. 

The Final Stage
While still in the family home, Katarina gradually 
stopped communicating with the multidisciplinary 
team members, her grandparents, and then her 
mother. She exhibited signs of silent suff ering, pre-
ferred to remain alone in her room and communi-

cated only minimally with her favourite stuff ed toy. 
Her clinical status deteriorated over several days 
with a decrease in level of consciousness, worsening 
dyspnoea, a cold grey paling of the skin, urinary re-
tention, marked facial, and lower extremity oedema. 
Approximately 7 months following the diagnosis of 
histiocyctic sarcoma, Katarina died surrounded by 
her mother and grandparents, in a quiet home envi-
ronment from progression of the underlying disease, 
respiratory failure, and cardiac arrest. 

DISCUSSION
Th e World Health Organization defi nes palliative 
care for children as the active total care of the child's 
body, mind, and spirit, which also involves giving 
support to the family. Its purpose is to improve the 
quality of life of young patients and their families, 
and in the vast majority of cases the home is the best 
place to provide such care (17). Paediatric palliative 
hospice care relies on the value of the home as the 
place where one lives, rejoices, dies, and mourns. To 
be at home is a natural need of each child. Home 
is the place that best meets the needs of terminally 
ill and dying children (12). Th is case study demon-
strates that the goals of paediatric palliative care can 
be achieved in the home environment by a multidis-
ciplinary professional hospice health care team even 
in children with diffi  cult to treat, rare, fatal malig-
nancies. Reported that the death of a child due to 
cancer brings more distress to the child’s parents 
than the death of a child due to another chronic ill-
ness (18). Th at life after the loss of a child is diffi  cult, 
full of pain and sorrow and that such pain cannot 
be removed or avoided. It can be however, partially 
shared with others.
Th e benefi ts of an established paediatric hospice 
home care program also extend beyond the child 
and the child’s family to the oncology nurses work-
ing in large specialized paediatric haematology-on-
cology institutions. End of life paediatric palliative 
hospice home care therefore provides a certain de-
gree of emotional protection for nurses by relieving 
these hospital-based professionals from the repeated 
experience of sharing in the dying process. 
Given the benefi ts of the paediatric home-based 
hospice care illustrated by this single case study, 
implementation of such services on a national scale 
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would thus greatly improve the provision of quality 
multidisciplinary paediatric oncology health care in 
Slovakia.

CONCLUSION
In this case report, we describe the case of a 3-year-
old child who received family-centered palliative 
care in the home for the rare secondary malignancy 
of histiocytic sarcoma. Th rough case reporting we 
have highlighted the challenges encountered in pro-
viding home-based hospice care to a child in the 
terminal stages of life and identifi ed its concrete 
benefi ts to the child, her family, hospital-based on-
cology nurses, and its potential impact on a nation-
wide basis. Th is case report also serves to underscore 
the importance of cooperation between the child’s 
parents, in this case the mother, and the paediatric 
hospice home care multidisciplinary team, as well as 
the participation of the university department pae-
diatric haematology-oncology health care team. 
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