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REMEMBER

	Ք Langerhans cell histiocytosis (LCH) is an inflammatory neoplasia characterized by idiopathic, 
monoclonal proliferation of Langerhans cell (CD1a1/CD2071 myeloid cells), and accumulation 
of these cells in various tissues, especially in the skin.

	Ք LCH is the most common disease among histiocytic disorders. It is most common in boys aged 
1-4 years. The estimated prevalence as reported as 8-9 cases per year.

	Ք Adult form of the disease can also be observed, clinical picture similar to children occurs, but it 
will not be discussed in this section.

	Ք BRAF-V600E gene mutation is detected in more than half of the patients. MAP2K1 mutation can 
also be identified.

	Ք Important risk factors for LCH include maternal urinary tract infection during pregnancy, His-
panic ethnicity, low education level, history of in vitro fertilization, crowded living, feeding prob-
lems or blood transfusions in infancy, family history of thyroid disease, neonatal infections, and 
exposure to solvents.

	Ք Disease involvement may be limited, as well as extensive involvement that may lead to multi-or-
gan failure.
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Radiation Oncology

	Ք It is no longer recommended due to the risk 
of long-term sequelae, including the risk of 
developing a malignant tumor after the ad-
ministration of radiotherapy.

	Ք However, radiotherapy can be used in the 
treatment of patients with localized involve-
ment. In this respect, assessment by a radia-
tion oncologist is recommended.

Child and Adolescent Psychiatry

	Ք Conditions such as mood changes, anxie-
ty, and/or depression may occur in patients 
having LCH. In addition to the neurologi-
cal examination, psychiatric examination 
is also recommended for the reasons listed 
above.
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HATIRLA

	Ք Langerhans hücreli histiyositoz (LHH), Langerhans hücresinin (CD1a1/CD2071 miyeloid hücre-
ler) idiyopatik, monoklonol proliferasyonu sonucunda deri başta olmak üzere çeşitli dokularda 
birikimi ile karakterize inflamatuvar bir neoplazidir.

	Ք Histiyositik bozukluklar arasında en sık görülen hastalık LHH’dir. En sık 1-4 yaş arası erkek ço-
cuklarda izlenir. Tahmini prevalans yılda 8-9 vaka olarak bildirilmiştir.

	Ք Hastalığın erişkin formu da görülebilir, çocuklara benzer klinik tablo ortaya çıkar, ancak bu bö-
lümde tartışılmayacaktır.

	Ք BRAF-V600E gen mutasyonu hastaların yarısından fazlasında saptanmaktadır. MAP2K1 mutas-
yonu da saptanabilir.

	Ք LHH için önemli risk faktörleri arasında hamilelik sırasında annenin geçirdiği idrar yolu enfeksi-
yonu, Hispanik etnik köken, düşük eğitim düzeyi, in vitro fertilizasyon öyküsü, kalabalık yaşam, 
bebeklik döneminde beslenme sorunları veya kan transfüzyonları, ailede tiroid hastalığı öyküsü, 
yenidoğan enfeksiyonları ve çözücülere maruz kalma vardır.

	Ք Hastalık tutulumu sınırlı olabileceği gibi multi-organ yetmezliğine yol açabilecek geniş tutulum-
lar da yapabilir.
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Radyasyon Onkolojisi

	Ք Radyoterapi tedavisi sonrasında tedavi ala-
nında malign bir tümör gelişme riski de 
dahil olmak üzere, uzun vadeli sekel riski 
nedeniyle artık önerilmemektedir.

	Ք Ancak lokalize tutulumu olan hastalarda te-
davide radyoterapiden yararlanılabilmekte-
dir. Bu açıdan radyasyon onkolojisi görüşü 
önerilir.

Çocuk ve Ergen Psikiyatrisi

	Ք Hastalarda mod değişimleri, anksiyete ve/
veya depresyon gibi durumlar ortaya çıka-
bilir. Nörolojik muayenenin yanında psiki-
yatrik muayene de bu sayılan nedenlerden 
dolayı önerilir.

KAYNAKLAR

Krooks J, Minkov M, Weatherall AG. Langerhans cell his-
tiocytosis in children: History, classification, patho-
biology, clinical manifestations, and prognosis. J Am 
Acad Dermatol [Internet]. 2018;78(6):1035–44. Avai-
lable from: https://doi.org/10.1016/j.jaad.2017.05.059

Kobayashi M, Tojo A. Langerhans cell histiocytosis in 
adults: Advances in pathophysiology and treatment. 
Cancer Sci. 2018;109(12):3707–13.

Monsereenusorn C, Rodriguez-Galindo C. Clinical Cha-
racteristics and Treatment of Langerhans Cell Histi-
ocytosis. Hematol Oncol Clin North Am [Internet]. 
2015;29(5):853–73. Available from: http://dx.doi.or-
g/10.1016/j.hoc.2015.06.005

Leung AKC, Lam JM, Leong KF. Childhood Langerhans 
cell histiocytosis: a disease with many faces. World 
J Pediatr [Internet]. 2019;15(6):536–45. Available 
from: https://doi.org/10.1007/s12519-019-00304-9

Gulati N, Allen CE. Langerhans cell histiocytosis: Version 
2021. Hematol Oncol. 2021;39(S1):15–23.

Rodriguez-Galindo C, Allen CE. Langerhans cell histiocy-
tosis. Blood. 2020;135(16):1319–31.

Bender NR, Seline AE, Siegel DH, Sokumbi O. Langerhans 
cell histiocytosis with prominent nail involvement. J 
Cutan Pathol. 2019;46(1):1–5.

Riccardo Haupt, Milen Minkov, Itziar Astigarraga, Eva 
Schäfer, Vasanta Nanduri, Rima Jubran, R Maarten 
Egeler, Gritta Janka, Dragan Micic, Carlos Rodrigu-
ez-Galindo, Stefaan Van Gool, Johannes Visser, Sheila 

Weitzman, Jean Donadieu, Euro Histio NetworkRicc 
EHN. Langerhans cell histiocytosis (LCH): guidelines 
for diagnosis, clinical work-up, and treatment for pa-
tients till the age of 18 years. Pediatr Blood Cancer . 
2013;60(2):175–84.

St. Claire K, Bunney R, Ashack KA, Bain M, Braniecki M, 
Tsoukas MM. Langerhans cell histiocytosis: A great 
imitator. Clin Dermatol [Internet]. 2020;38(2):223–
34. Available from: https://doi.org/10.1016/j.clinder-
matol.2019.10.007

Difloe-Geisert JC, Bernauer SA, Schneeberger N, Bornste-
in MM, Walter C. Periodontal manifestations of Lan-
gerhans cell histiocytosis: a systematic review. Clin 
Oral Investig. 2021;25(6):3341–9.

Charalampos E Skoulakis, Emmanouil I Drivas, Chari-
ton E Papadakis, Argyro J Bizaki, Pelagia Stavroulaki 
ESH. Langerhans cell histiocytosis presented as bi-
lateral otitis media and mastoiditis. Turk J Pediatr . 
2008;50(1):70–3.

Ashena Z, Alavi S, Arzanian MT, Eshghi P. Nail involve-
ment in Langerhans cell histiocytosis. Pediatr Hema-
tol Oncol. 2007;24(1):45–51.

Zwerdling T, Konia T, Silverstein M. Congenital, sing-
le system, single site, langerhans cell histiocytosis: 
A new case, observations from the literature, and 
management considerations. Pediatr Dermatol. 
2009;26(1):121–6.

İnce D, Demirağ B, Özek G, Erbay A, Ortaç R, Oymak Y, et 
al. Pediatric langerhans cell histiocytosis: Single cen-
ter experience over a 17-year period. Turk J Pediatr. 
2016;58(4):349–55.

Hwang DS, Lee JS, Kim UK, Park HR, Ryu MH, Lee JH, 
et al. Langerhans cell histiocytosis of the mandible: 
Two case reports and literature review. J Korean As-
soc Oral Maxillofac Surg. 2019;45(3):167–72.

Abla O, Egeler RM, Weitzman S. Langerhans cell histiocy-
tosis: Current concepts and treatments. Cancer Tre-
at Rev [Internet]. 2010;36(4):354–9. Available from: 
http://dx.doi.org/10.1016/j.ctrv.2010.02.012

Weitzman S, Egeler RM. Langerhans cell histiocyto-
sis: Update for the pediatrician. Curr Opin Pediatr. 
2008;20(1):23–9.

Satya P Yadav, Gaurav Kharya, Neelam Mohan, Anupam 
Sehgal, Sunil Bhat, Sandeep Jain, Gauri Kapoor AS. 
Langerhans cell histiocytosis with digestive tract in-
volvement. Pediatr Blood Cancer . 2010;55(4):748–
53.

Mimouni-Bloch A, Schneider C, Elishkevitz Politi K, Ko-
nen O, Gothelf D, Stark B, et al. Neuropsychiatric 
manifestations in Langerhans cell histiocytosis dise-
ase: A case report and review of the literature. J Child 
Neurol. 2010;25(7):884–7.

Barthez MA, Araujo E, Donadieu J. Langerhans cell histio-
cytosis and the central nervous system in childhood: 
Evolution and prognostic factors. Results of a colla-
borative study. J Child Neurol. 2000;15(3):150–6.


	24. Kamer Faruk COŞKUN, Nazlı CAF
	25. Kamer Faruk COŞKUN, Nazlı CAF



