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Highlights

As it is a rarely seen and not well-defined disease in adults, LCH
may be considered as a differential diagnosis in patients with osteo-
lytic bone lesions.

Since there is not a standard treatment for patients with multisys-
tem complaints, presenting more cases with this disease will have a
great contribution.

Abstract

The diagnosis of Langerhans Cell Histiocytosis (LCH) is mostly
seen in patients aged from 1 to 3, and seen as cases that are not
well-diagnosed in adult patients. In this study, LCH diagnosis of a
37-years old patient, who was suffering from a severe pain in the tho-
racic spine for 2 years, and his treatment process is presented as a
case. Although it is a rarely seen disease in adults, it should be kept
in mind in the differential diagnosis of this disease and the number
of cases should be increased in order to create a standard treatment
procedure.
Keywords: Langerhans cell histiocytosis; Thoracic vertebra; Treat-
ment

Introduction

LCH is a rare disease characterized with abnormal proliferation of
histiocytes originated from bone narrow with an unknown etiology
[1]. It is usually seen in the pediatric age group and defined in three
different ways as Eosinopholic Granuloma, Hand Schuller Christian
and Letteree-Siwe according to clinical and pathological characteris-
tics [2]. The disease can be local or systemic and involvement can be
seen mostly in skin, bone, lymph nodes, lungs and central nervous
systems. Men are affected more often than women [3].
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Case Report

A 37-year-old male patient has applied to the emergency depart-
ment several times with in the last 2 years with complaints of severe
back pain that makes him difficult to breathe and was spreading to
the left arm of the patient. According to the evaluations of cardiology
and thoracic specialists, routine laboratory tests, chest X-rays, pulmo-
nary function tests of the patient were normal. The severity of the pain
has increased as they started to prevent sleep at night and it didn’t
respond to analgesics. The patient admitted to the neurosurgery clin-
ic. In the thoracic MRI examination, contrasting was detected in T6
and T12 vertebral corpus (Figures 1 & 2) and bone scintigraphy has
been proposed. According to the results of bone scintigraphy, find-
ings detected in thoracic 6" vertebrae, right rib lateral and right ischia
(Figure 3) suggest a metastatic spread of a primer malign process and
it is suggested to be evaluated with PET-BT. As a result of the PET-BT
evaluation, the findings detected in patient’s skeleton system and liver
were found to be suspicious in terms of metastases linked to primer
malignancy. In the abdominal ultrasonography, diffuse solid nodular
lesions were found in the liver and LAP was lymphadenopathy was
detected in the right inguinal. The tumor was excised with spinal tu-
mor ablation system for palliative purposes since there was advanced
defect in the patient’s vertebra. In this process histopathologic exam-
ination was performed. In the pathologic examination, revealed a
proliferation of histiocytes with an infiltration of intense eosinophil
leucocytes, for CD1a and S-100. So according the results no malig-
nancy has become clear. At the same time, in the Immunohistochem-
ical examination performed on the liver tissue, CD1a and S-100 were
found to be positive in the atypical cells and the diagnosis has become
clear.

The patient received 12 mg i.v.-Vinblastine every 21 days and oral
80 mg Prednol for 7 days. Osteovita is administrated on the 2™ day
of receiving Vinblastine until the 12 day and Zometa 4 mg infusion
once a month (Table 1).

After three months of treatment, significant regression was seen
in the patient and the treatment protocol created again, he received
Vinblastine 12 mg every month, Prednol 80 mg for 5 days from the
date of administration Vinblastine and 6-mercaptopurine 100 mg ev-
ery day for 12 months as the follow-up treatment. During this period,
the patient was checked every 3 months and no tumoral symptoms or
recurrence was observed. A full recovery was seen. The patient was
smoking 1 pack a day before being diagnosed with LCH. Despite rec-
ommendations, he didn’t quit smoking during treatment (Figure 1).

Discussion

LCH is considered to be a pediatric disease and it is estimated an-
nual prevalence of 1 case per 560,000 in adults [4]. Its etiology is not
yet known and it is still controversial whether it is a neoplastic process
or an atypical immunological reaction [5]. According to the studies
conducted, the recent findings towards mutation of BRAF [6] and
MAP2K1 [7] suggest that the disease has a neoplastic origin [5].

It is reported that the diagnosis of LCH is sometimes difficult and
it can be diagnosed lately or even be unnoticed in the adult population
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Drugs Drug Application Methods 1st Day 2nd Day 3rd Day 4th Day 5th Day 6th Day 7th Day
Prednol 40 mg/m? Oral + + + + + +
Vinblastine 6 mg/m? L.V. Push +
Osteovita Oral + + + + + ..For 12 days
Table 1: Treatment Protocol.

Figure 2: Thorocal MR.

in particular [1,5]. Although PET-BT application is useful in the diag-
nosis, it has been reported to be insufficient to establish a final diag-
nosis [8]. There are not any symptoms, physical examinations or lab-
oratory findings that are specific to the disease, and it is diagnosed by
immunohistochemical analysis. The definitive diagnosis is obtained
by showing the Langerhans cells stained with S-100 and CD1a antigen
in the biopsy [9,10]. These cells are mostly eosinophils, leukocytes,
neutrophil leukocytes, lymphocytes or plasma cells [10].

Three different clinical forms have been described as Eosinopholic
Granuloma (EG), Hand Schuller Christian and Letteree-Siwe. EG is
characterized by either a single or a large number of bone lesions and
it can involve all the bones, especially the skull and it is mostly report-
ed to be involved in pelvis and ribs [11]. Hand Schuller Christian and
Letteree-Siwe are more aggressive forms that holds in visceral organs
such as lung, liver and skin. The single organ involvement is reported
as second skin after bone involvement [14]. Isolated skin LCH has a
good prognosis in general, however reactivation in the skin or pro-
gression to the disseminated, sometimes fatal, form can also occur [1].

In our case, due to the complaints of the patient, thoracic MRI
scan was performed and contrasting patterns were observed in the T6

vertebra corpus, T12 vertebra inferior in a smaller size and in the level
of spinal cord right postero lateral segment on the level of T7-8 disc
in millimeter-level. According to the bone scan results, suggested the
metastatic spread of a malignant process; thus, PET-BT is proposed
to be used for further evaluation. Reconstructive surgery applications
are recommended in large bone defects [13]. Due to advanced defects
in vertebrae, spinal tumor ablation was applied on our patient and the
diagnosis was clarified by the pathology results.

Treatment of LCH varies depending on whether the disease is lo-
calized or widespread and the surgery, radiotherapy, local and system-
ic steroid therapy and chemotherapy may be used [14]. LCH is ex-
amined in two groups as a single system or multisystem involvement
depending on the organ involvement [9,12,15]. In our patient, LCH
was diagnosed by the pathology received from liver outside the tho-
racic vertebrae. According to the LCH classification, the patient was
considered to be in the high risk group since he had multisystem in-
volvement. Patients with multisystem involvement are recommended
to receive combined treatments and they usually receive both systemic
chemotherapy and systemic steroid therapy [9,15]. Due to the lack of
a wide range of treatment models in the literature, different treatment
models are applied in different centers. Inci et al. have observed a sig-
nificant regression in a patient with lung and bone involvement after
applying 12 mg/week i.v. Vinblastine, 80 mg/ day Metilprednizolol,
100 mg/ day 6-merkaptopiirin for 3 months [9]. It is similar to our
patient treatment plan in this review.

Conclusion

In this study, diagnosis and treatment of LCH disease in thoracic
vertebrae and soft tissues of adult patient was presented. LCH is a rare
disease of unknown etiology. Radiological tests help in its finding and
immunohistochemical analysis are confirmatory. LCH syndromes
have a relatively bening course in adult patients and treatment has got
good results. Due to it is a rarely seen and not well-defined disease in
adults, LCH may be considered as a differential diagnosis in patients
with osteolytic bone lesions. Since there is not a standard treatment
for patients with multisystem complaints, presenting more cases with
this disease will have a great contribution.
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Figure 3: Bone Scintigraphy.

J Cancer Biol Treat ISSN: 2470-7546, Open Access Journal

DOI: 10.24966/CBT-7546/100010

Volume 4 ¢ Issue 1+ 100010


http://dx.doi.org/10.24966/CBT-7546/100010

Citation: Katranci N, Giillii IH (2017) Langerhans Cell Histiocytosis of Thoracic Vertebra in an Adult: A Case Report and Review of the Literature. ] Cancer Biol
Treat 4: 010.

e Page 30f 3 e

Conflict of Interest

The author(s) declare no potential conflicts of interest, with respect

to the research, authorship, and/or publication of this article.

References

1.

Abla O, Egeler RM, Weitzman S (2010) Langerhans cell histiocytosis: Current
concepts and treatments. Cancer Treat Rev 36: 354-359.

Broadbent V, Egeler RM, Nesbit ME Jr (1994) Langerhans cell histiocyto-
sis--clinical and epidemiological aspects. Br J Cancer 23: 11-16.

Sahin F, Ozen KP, Vural F, Kamer S, Argin M, et al. (2007) Retrospective
analysis of seven patients with adult-onset Langerhans cell Histiocytosis syn-
dromes: A single center experience. Turk J Hematol 24: 75-79.

Wang S, Zhang W, Na S, Zhang L, Lang Z (2014) Langerhans cell histio-
cytosis of the clavicle: a case report and review of the literature. Medicine
(Baltimore) 93: 117.

Udaka T, Susa M, Kikuta K, Nishimoto K, Horiuchi K, et al. (2015) Langer-
hans Cell Histiocytosis of the Clavicle in an Adult: A Case Report and Review
of the Literature. Case Rep Oncol 8: 426-431.

Badalian-Very G, Vergilio JA, Degar BA, MacConaill LE, Brandner B, et al.
(2010) Recurrent BRAF mutations in Langerhans cell histiocytosis. Blood
116: 1919-1923.

Brown NA, Furtado LV, Betz BL, Kiel MJ, Weigelin HC, et al. (2014) High
prevalence of somatic MAP2K1 mutations in BRAF V600E-negative Langer-
hans cell histiocytosis. Blood 124: 1655-1658.

10.

1.

12.

13.

14.

15.

Phillips M, Allen C, Gerson P, McClain K (2009) Comparison of FDG-PET
scans to conventional radiography and bone scans in management of Lang-
erhans cell histiocytosis. Pediatr Blood Cancer 52: 97-101.

inci R, Sayar H, inci MF, Oztiirk P (2014) Adult Onset Langerhans’ Cell His-
tiocytosis. Turk J Dermatol 4: 236-239.

TUN K, TURKOGLU OF, OKUTAN O, YESILKILIC S, BESKONAKLI E
(2005) Eosinophilic Granuloma in the Young Adult Patient: A Case Report. J
Neurol Sci (Turk) 22.

Islinger RB, Kuklo TR, Owens BD, Horan PJ, Choma TJ, et al. (2000) Lang-
erhans’ cell histiocytosis in patients older than 21 years. Clin Orthop Relat
Res: 231-235.

Campanati A, Simonetti O, Marconi B, Giuliodori K, Ganzetti G, et al. (2009)
Purely cutaneous Langerhans’ cell histiocytosis in an adult woman. Acta
Derm Venereol 89: 299-301.

BASMACI M, HASTU AE (2011) Eosinophilic Granuloma: Radiological and
Clinical Evaluation. Turk Norosirurji Derg 21: 262-264.

CiL T, GOKALP D, TUZCU A, ISIKDOGAN A, BAHGECI M (2007) Adult
Langerhans Cell Histiocytosis: Differential Diagnosis. Tirkiye Klinikleri J Med
Sci 27: 633-635.

SERDAR ZA, GIZENTI S, YASAR S, GONENG I, GUNES P (2012) Adult On-
set Langerhans’ Cell Histiocytosis: A Case Report. Marmara Medical Journal
25: 96-99.

J Cancer Biol Treat ISSN: 2470-7546, Open Access Journal

DOI: 10.24966/CBT-7546/100010

Volume 4 ¢ Issue 1+ 100010


http://dx.doi.org/10.24966/CBT-7546/100010
https://www.ncbi.nlm.nih.gov/pubmed/20188480
https://www.ncbi.nlm.nih.gov/pubmed/20188480
https://www.ncbi.nlm.nih.gov/pubmed/8075001
https://www.ncbi.nlm.nih.gov/pubmed/8075001
https://www.ncbi.nlm.nih.gov/pubmed/27263621
https://www.ncbi.nlm.nih.gov/pubmed/27263621
https://www.ncbi.nlm.nih.gov/pubmed/27263621
https://www.ncbi.nlm.nih.gov/pubmed/25365405
https://www.ncbi.nlm.nih.gov/pubmed/25365405
https://www.ncbi.nlm.nih.gov/pubmed/25365405
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4649755/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4649755/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4649755/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3173987/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3173987/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3173987/
https://www.ncbi.nlm.nih.gov/pubmed/24982505
https://www.ncbi.nlm.nih.gov/pubmed/24982505
https://www.ncbi.nlm.nih.gov/pubmed/24982505
https://www.ncbi.nlm.nih.gov/pubmed/18951435
https://www.ncbi.nlm.nih.gov/pubmed/18951435
https://www.ncbi.nlm.nih.gov/pubmed/18951435
http://jns.dergisi.org/abstract.php?id=63
http://jns.dergisi.org/abstract.php?id=63
http://jns.dergisi.org/abstract.php?id=63
https://www.ncbi.nlm.nih.gov/pubmed/11039811
https://www.ncbi.nlm.nih.gov/pubmed/11039811
https://www.ncbi.nlm.nih.gov/pubmed/11039811
https://www.ncbi.nlm.nih.gov/pubmed/19479131
https://www.ncbi.nlm.nih.gov/pubmed/19479131
https://www.ncbi.nlm.nih.gov/pubmed/19479131
http://norosirurji.dergisi.org/pdf/pdf_TND_733.pdf
http://norosirurji.dergisi.org/pdf/pdf_TND_733.pdf
http://www.turkiyeklinikleri.com/article/en-yetiskin-langerhans-hucreli-histiyositoz-48243.html
http://www.turkiyeklinikleri.com/article/en-yetiskin-langerhans-hucreli-histiyositoz-48243.html
http://www.turkiyeklinikleri.com/article/en-yetiskin-langerhans-hucreli-histiyositoz-48243.html
http://www.marmaramedicaljournal.org/summary_en.php3?id=636
http://www.marmaramedicaljournal.org/summary_en.php3?id=636
http://www.marmaramedicaljournal.org/summary_en.php3?id=636

