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Background: Sinus histocytosisis arare benign histocytic proliferative disorder affecting several body tissues.
Managing histocytosis is associated with alot of challenges that could result in adelay in initiating therapy. This
contributes to poor outcome taking into cognizance the usual problem of late presentation in developing countries.
M ethods: We report a case of a 10 year old female child with Sinus histocytosis and outlined the challengesin her

management and concomitant intervention we offered.

Results: Findings revealed that there were limitations faced with diagnosing and managing sinus histocytosis. This
isacommon finding with rare conditions especially in low resource countries.
Conclusion: To improve the quality of care for this group of patients, a multidisciplinary approach to its

management is recommended in low resource countries.
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Introduction

Histocytosis refers to a  disorder
characterized by  accumulation  and
infiltration of monocytes, macrophages and
dendritic cells in affected tissues. Their
occurence in the tropics could be said to be
rare ostensibly because they are being
under-reported. This may be attributed to the
challenges with making their diagnosis.
They may also be misdiagnosed for other
tumours common in the region. Limitations
in laboratory facility could be a contributory
factor'. The incidence of histocytosis is

about 4-5 per million of population in

western world?® but in Nigeria only hospital
based data are available. Olu-Edo and
Egbagbe® reported a prevalence of 6.3%
among children with generalized
lymphadenopathy. The possible agtiological
causes includes celular and immune
dysfuction, antecedent viral infections and
genetic  predisposition®®.  These have
remained postulations that are yet to be
substantiate and therefore the causes of
histocytosis remain elusive.

We present a case of a 10 year old Nigerian
child with histocytosis with emphasis on the

challenges in its management.
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Case Report

A 10 year old female presented with
multiple chest and facial swellings first
noticed a year to presentation. Swellings
were first noticed on the chest and later
soread to involve the face and neck.
Swellings were mostly nodular and not
tender. They were not painful and no
changes in colouration over affected areas
were noticed. No history of fever, cough,
convulsion or headache, though there was
concomitant weight loss despite good
appetite. No history of weakness in her
limbs or challenges with ambulating. She is
the second and last child of the mother in a
seperated family. The mother is a petty
trader and she was a primary three pupil
who stopped going to school since onset of
theillness.

Examination revealed massive facia
swelling and peri-orbital oedema (figure
1&2). The mass was nodular, firm with no
differential warmth and measured about 14
by 8cm in their widest diameter on the
maxillary and mandibular region of the face.
She had
lymphadenopathy ranging between 2 to 3cm

generalized significant
(cervical, axillay and occipital) (figurel),
Axillary frecklings or cafe-au lait spots was

not observed.
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There were multiple nodular masses on the
anterior chest wall which were more
prominent at the peri-clavicular region
(figure 2). They were not tender. She aso
had hepato-splenomegaly.

An initial diagnosis of Rhabdomyosarcoma
was made. Other considerations were
Lymphoproliferative disorder and
Tuberculosis of the skin (Lupus Vulgaris).
Initial results of investigation showed
leucocytosis (10.9 X 10°), eosinophilia, skull
X-ray showed an intact lamina dura and no
osteolytic bone changes. The bone marrow
aspirate showed dlightly increased plasma
cell with no other abnormal finding. Biopsy
specimens were subsequently obtained from
different sites of the swelling.

An incisiona biopsy from chest swelling
revealed areactive tissue.

Biopsy from the intra-oral extension of
swelling showed extensive ulcerated
stratified squamous epithelium with focal
areas of hyperkeratosis.

A 3¢ biopsy from the occipital lymph node
showed diffuse sheets of

lymphocyte with expansion and distension

reactive

of sinuses containing numerous histocytes
and pigment laden macrophages called
“Emperiopoisis”. This was consistent with
Sinus Histocytosis. This diagnosis was made

10 weeks into her admission.
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She was then commenced on chemotherapy:
Cytosine arabinoside at 1mg/kg/dose 6
hourly for 3 days

Vincristine at 1.5mg/m? start on day 1
Prednisolone at 1mg/kg in 4 divided doses
for 30 days.

She completed the first course of
chemotherapy with no appreciable change in
her clinical status. She was scheduled to
commence the second course of
chemotherapy a fortnight from date of
completing the first course, however the
mother persistently asked for discharge on
account of long hospital stay (3 months)
inspite of medical advice against that. She
was discharged and could not be contacted
subsequently despite several calls and effort

to trace her residence.

Figure 1. Lateral view of facia swelling
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Identified challenges in the management of
our patient are:

1. There was an initia diagnostic
challenge because it is a rare disease
condition with no data on its
prevalence.

2. The parents of our patient were
separated and the father did not
finance her health bills. Her mother
who is a petty trader could not meet
up with cost of her treatment.

3. There is no preferred treatment
modality for Sinus histocytosis
which made it difficult to initiate

treatment even following diagnosis.

Figure 2. Massive facia swelling and

periorbital oedema
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Discussion

Sinus histocytosis is a rare idiopathic benign
disorder. Making a diagnosis and managing
it could be a herculean task. The challenges
faced in resource poor countries towards
making diagnosis of rare conditions have
been exemplified with our experience. Sinus
histocytosis,  specifically the  Rosai
Dorfmann variant has been reported in
western literature’. A peculiar finding is the
deceptive nature of the presentation’™®.
Misdiagnosis is a common feature with the
disease. Rgjasekharan et al® initialy
misdiagnosed their case as a lymphoma and
following multiple biopsies they eventually
arrived at the diagnosis.

This may be attributed to the fact that there
are no specific clinical features associated
with this condition. It has a pan-systemic
manifestation and usually classified as nodal
and extranodal presentations’. Our patient
had hepatosplenomegaly but no fever which
is common among those with extranodal
lesions’. Lymph nodes have been reported in
30% of cases and may cause obstruction to
neighbouring tissue and organs™. Our
patient had multiple lymph node swelling
but no evidence of obstruction to vita
organs was seen. Nodular non tender
swellings were prominent findings in our

patient. Cutaneous manifestations are said to
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be the most common extra nodal
manifestations' and they could present as
papules or nodules and usually not tender?.
Bone involvements are rare probably why it
was not seen in this index case® The
diagnostic modalities we explored included
haematologic assessment, bone marrow
examination, fine needle aspiration cytology
and histology. Of the four modalities,
histology has been acknowledged as the
mainstay in histocytosis
diagnosis.**Immunochemistry may also be
helpful, with the positivity of S-100 and
lysozyme though this facility was not
availablein our hospital .**

In developing countries the turnover of
histology result is hampered by limited
resources, poor facilities and the heavy
patient load in various facilities'™. These
factors contributed to the prolonged hospital
stay and delay in making diagnosis. Another
issue we contended with was the various
sites we had to take our biopsy tissue from.
Initial site was from the chest, which was
the primary site of the lesion. A repeat
sample was from the intra-oral extension,
these initial two Sites were however not
representative of the lesion. A third sample
was from an occipital lymph node, this was
representative and gave away the diagnosis.

This finding may suggest the superiority of
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draining lymph nodes of the lesion over
other plausible sites in making diagnosis.

Treatment is not advocated in all situations
especidly in the absence of constitutiona
symptoms, spontaneous regression has been
reported in 10-20% of cases'™. Surgery,
chemotherapy and  radiotherapy are
suggested treatment options with variable
outcomes’. Surgery is indicated for cosmetic
reasons and to prevent functiona
obstruction. Failla et al*” reported
superiority of photodynamic therapy over
chemotherapy for a resistant scalp lesion.
This mode of treatment is not readily
available in resource poor countries. Our
patient had only one course of
chemotherapy, this was a readily available
modality of treatment in our domain. As at
the time our patient left against medical
advice there were no remarkable
improvements in the child’s lesion though
sinus histocytosis is reported to be benign.
While on admission there was evidence of
social, economic and emotional challenges
in the family. Despite the support from the
medical team and social workers the mother
still preferred the option of discharge against
medical advice. Kotwel and Prabhaker have
advocated more support for single mothers
by both government and non-governmental

organizations'™.
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Conclusion
Sinus histocytosis remains a rare benign

condition. We recommend a

multidisciplinary approach to its

management to reduce duration of hospital
stay and means of facilitating improvement

in patient’s clinical condition.

References

1. Carbone A, Passannate A, Gloghini A,
Devency KO, Rinaldo A et al.A.Review of
Sinus histocytosis with massive
lymphadenopathy (RosaiDorfman
syndrome) of head and neck.Ann
Otolaryngol 1999; 108: 1095-1104.

2. Olu-Eddo AN and Egbagbe EE. Peripheral
lymphadenopathy in Nigerian children. Nig
J Clin Prac 2006: 9: 134-138s

3. Ceci A, De-Terlizzi M, Cotella R, Loiacono
G, Balducci Det al. Langerhans cell
histocytosis in childhood: results from the
Italian co-operative. AIEOP-CNR-H_X*‘83
study. Med Paediatr Oncol 1993; 21: 259-
264,

4. Leahy MA, Kreci SM, Friednash M,
Stockert SS, Wilson H et al. Human herpes
virus 6 is present in lesions of langerhans
cell histocytosis. J Invest Dermatol
1993;101: 642-645.

5. Kanold J, Vannier JP, Fusade T, Drouin V,
Thomne E e a. Langerhans-cell
histocytosis in twin sisters. Arch Paediatr
1994; 1: 49-53.

6. William CL, Busque L, Grifith BB, Favara
BE, McClain KL et a. Langerhans cell
histocytosis (Histocytosis X), a clona
proliferative disease. N Eng J Med 1994;
331: 154-160.

7. Oukabi M, Elmostarchid B, Zoubir H,
Rhorrassi |, Damiri A et al. ARosaiDorfman
disease mimicking meningiomatosis. a case
report. Neurochirurgie 2011, 57: 82-84.

8. Ragjasekharan C, Rathaesh NS, Nandinidavi
R, Parvathy R. Rosai Dorfman disease
appearance can be deceptive. BMJ 2012.
Doi: 10.1136/ber-2012-006723.

IMAN MEDICAL JOURNAL - VOLUMEZ, NUMBER1, 2016

Page 96



CASE REPORT

9.

10.

11.

12.

13.

Sacks SH, Hall I, Regge N, Pritchard J.
Chronic dermal sinuses as a manifestation of
histocytosis. Br Med J (Clin Res Ed) 1986;
292: 1097-1098.

Lai KL, Abdullah V, Ng KS, Fung NS, Van
Hasselt CA. Rosai Dorfman disease:
Presentation, Diagnosis and Treatment.
Head and Neck 2013: 35: E85-E88.

Chu P and Le Boit PE. Histologic features
of cutaneous sinus histocytosis (Rosai-
Dorfman disease): study of cases with and
without systemic involvement. J Cutan
Pathol 1992; 19: 201-206.

Fabio ML, Oliveira-Ros H, Olivera Costa C,
Feitosa RGF, Araujo-Costa AA. Cutaneous
Rosai-Dorfman disease. An Bras Dermatol;
84: 3.

Park YK, Kim YW, Choi WS, Lim YJ.
Sinus histocytosis with massive
lymphadenopathy. Multiple skull
involvement. J bKorean Med Sci 1998; 13:
423-427.

14.

15.

16.

17.

18.

Bello et. al.: Benign histocytosis

Lu LY, Ju WT, Gi M, Lu XF. Cutaneous
RosaiDorfman  disease recurrence in
infraorbital region. J CraniofacSurg 2012; 5:
€509-e510.

Mbonye AK, Ndyomugyenyi R, Turinde A,
Magnussen P, Clarke S et al. The possibility
of introducing rapid diagnostic test for
malaria in drug shops in Uganda. Malaria
Journal 2010, 9: 367.

Mclelland J, Broadbent V, Yeomanns’ E.
Langerhans cell histocytosis, the case for
conservative treatment. Arch Dis Child
1990; 168: 301-303.

FaillaV, Wauters O, Caucanas M, Nikkels-
Tassoudi N, Nikkels AF. Photodynamic
therapy for multi-resistant  cutaneous
Langerhans cell histiocytosis. Rare
Tumours 2010, 2: 234.

Kotwel N and Prabhaker B. Problems faced
by single mothers. J Soc Sci 2009, 21(3):
197-204.

Conflict of interest: Nil

IMAN MEDICAL JOURNAL - VOLUMEZ, NUMBER1, 2016

Page 97



