
CLINICAL IMAGE Rare presentation of Langerhans cell histiocytosis in a young adult 1

basis, multisystem Langerhans cell histiocyto‑
sis (MS ‑LCH) with critical organ involvement 
was diagnosed.

Intravenous cladribine (6 courses at a dose of 
6 mg/m2 for 5 days every 4 weeks) and replace‑
ment hormone treatment were administered. 
The general condition of the patient improved 
with weight gain (25 kg), regression of oral ul‑
ceration as well as partial regression of the os‑
teolytic (FIGurE 1E) and pituitary lesions (FIGurE 1F).

Langerhans cell histiocytosis is a rare disease 
caused by proliferation of mutated dendritic cells 
of myeloid origin. Adult patients with LCH usu‑
ally present with the involvement of the respira‑
tory (50%–60%), skeletal (60%), and endocrine 
(40%–70%) systems and the skin (15%–30%). 
Most commonly, LCH affects young smokers (of 
tobacco and / or cannabis).1,2 Lesions in the oral 
cavity may be the first or even the only symp‑
tom of LCH. Excessive tooth mobility, absence 
of periodontal disease, ulcers in the oral cavity, 
or “floating teeth” on pantomography are sugges‑
tive of the disease.3,4

Approximately 20% to 30% of patients with 
LCH have diabetes insipidus resulting from 
the involvement of the posterior pituitary; how‑
ever, panhypopituitarism, as observed in our pa‑
tient, is very rare in adults. This condition may 
lead to life ‑threatening dehydration.1,2,5 Addi‑
tionally, in our patient, the lesions in the hy‑
pothalamus and the cerebellum were similar, 
which is extremely rare; lesion regression after 
treatment proves their histiocytic origin. Treat‑
ment of MS ‑LCH is based on chemotherapy with 
cladribine or cytosine arabinoside. The discovery 
of the role of BRAF mutation in the pathogene‑
sis of LCH enabled the introduction of targeted 

An apparently healthy 22 ‑year ‑old man was 
treated by a dentist due to inflammation of 
the left mandible. He was a nonsmoker of cig‑
arettes but a cannabis user. Empiric antibiot‑
ic therapy and endodontic treatment of tooth 
35 were implemented without success. Subse‑
quently, the patient was hospitalized. Weight 
loss (body mass index, 15.9 kg/m2), polyuria, 
polydipsia, and ulceration extending from 
the distal surface of teeth 34 to 36 as well as 
enlarged submandibular lymph nodes were ob‑
served (FIGurE 1A). Pantomography showed an ir‑
regular shape of the mandible (FIGurE 1B). Com‑
puted tomography revealed osteolytic lesions in 
the left mandible as well as the right maxillary 
and right iliac bones (FIGurE 1C). Laboratory in‑
vestigations showed increased levels of inflam‑
matory markers (C ‑reactive protein, 11.2 mg/l; 
reference range <10 mg/l, erythrocyte sedimen‑
tation rate, 12 mm/h), anemia (hemoglobin, 
11.1 g/dl; reference range, 13.7–17.5 g/dl), defi‑
ciency of thyrotropin, testosterone, and antidi‑
uretic hormone as well as hypoadrenocorticism. 
A urine test showed a reduced specific gravity of 
1.010 g/l. Magnetic resonance imaging showed 
a tumor arising from the pituitary stalk press‑
ing on the optic tract, with the absence of a nor‑
mal, hyperintensive signal of the posterior pitu‑
itary lobe, and a nonspecific lesion in the right 
cerebellar peduncle (FIGurE 1D). Positron emis‑
sion tomography showed additional foci with in‑
creased fluorodeoxyglucose uptake in the right 
femur, bilateral tibia, fibula, rib 4, and left shoul‑
der blade. Histopathological examination of the 
specimen obtained from the mandible revealed 
infiltration of large, bright cells with folded nu‑
clei, and presence of the CD1a antigen. On that 
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therapies using BRAF and extracellular signal‑
‑regulated kinase inhibitors.1,2

This case describes MS ‑LCH with lesions that 
are extremely rare in adults (panhypopituitarism, 
a tumor in the pituitary gland, lesions in the cer‑
ebellum and hypothalamus) and a spectacular im‑
provement after cladribine treatment.

ArtICLE INForMAtIoN

NotE An online identifier was ascribed to ER (ORCiD ID, https://orcid.
org/0000-0002-2585-8594).

CoNFLICt oF INtErEst None declared.

EthICAL ApprovAL Ethical approval was obtained for cladribine 
treatment.

CoNsENt Written informed consent was obtained from the patient for 
publication of this case report and the accompanying images. A copy of 
the written consent is available for review by the editor -in -chief of this jour-
nal on request.

opEN ACCEss This is an Open Access article distributed under the terms 
of the Creative Commons AttributionNonCommercialShareAlike 4.0 Interna-
tional License (CC BY -NC -SA 4.0), allowing third parties to copy and redis-
tribute the material in any medium or format and to remix, transform, and 
build upon the material, provided the original work is properly cited, distrib-
uted under the same license, and used for noncommercial purposes only. For 
commercial use, please contact the journal office at pamw@mp.pl.

how to CItE  Okła M, Winiarska A, Szcześniak M, et al. Panhypopitu-
itarism, oral ulcer as well as maxillofacial and other osteolytic bone lesions 
in a young adult. Pol Arch Intern Med. 2021; 131: 16096. doi:10.20452/
pamw.16096

rEFErENCEs

1 Goyal G, Young JR, Koster MJ, et al. The Mayo Clinic Histiocytosis 
Working Group consensus statement for the diagnosis and evaluation of 
adult patients with histiocytic neoplasms: Erdheim -Chester disease, Langer-
hans cell histiocytosis, and Rosai -Dorfman disease. Mayo Clin Proc. 2019; 
94: 2054-2071. 

2 Radzikowska  E.  Update  on  pulmonary  Langerhans  cell  histiocytosis. 
Front Med (Lausanne). 2021; 7: 582581. 

FIGurE 1  A – ulceration of the oral cavity; B – pantomography image showing an irregular shape of the mandible; C – computed tomography scan of 
the skull before treatment (volume rendering reconstruction), visualizing osteolytic lesions on the left side of the mandible; D – magnetic resonance 
imaging of the pituitary gland before treatment (contrast -enhanced, T1 -weighted imaging, frontal view), showing a focal lesion with marked contrast 
enhancement (arrow); E – computed tomography scan of the skull 1 month after the end of cladribine treatment, (volume rendering reconstruction) 
showing partial regression of the osteolytic lesions on the left side of the mandible (arrow); F – magnetic resonance imaging of the pituitary gland 1 
month after the end of cladribine treatment (contrast ‑enhanced, T1 ‑weighted imaging, frontal view) visualizing partial regression of the focal lesion 
(arrow)
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