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Objective – Langerhans cell histiocytosis is a rare disease characterized 
by monoclonal proliferation and infiltration of organs by large mono-
nuclear cells. Here we report a case of Langerhans cell histiocytosis 
with non-classic perianal presentation and diabetes insipidus. Case 
report – A 10-year-old male patient diagnosed with central diabetes 
insipidus was referred to us with the complaints of abdominal pain, 
bloody stool, and an irregular ulceration on the bilateral perianal re-
gion. With the suspicion of inflammatory bowel disease the patient 
underwent colonoscopy and the result was normal. Due to the prior 
diagnosis of central diabetes insipidus the lesion was thought to be 
histiocytosis. A biopsy was performed and histological findings were 
consistent with Langerhans cell histiocytosis. Conclusion – Perianal 
involvement is an unusual presentation for Langerhans cell histiocyto-
sis. In the case of suspicion of nonspecific ulceration of this area, the 
precise diagnosis should be made by histological means. 
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Case report

Introduction 

Langerhans cell histiocytosis (LCH) is an un-
common clinically heterogeneous disorder, 
characterized by the proliferation and accu-
mulation of Langerhans cells, with local in-
filtration of tissues and organ destruction (1). 
The annual incidence is 4 per million. The 
peak incidence of LCH is between the ages of 
1 and 4. Bone involvement is the most com-
mon manifestation of LCH and has been 
observed in 80-100% of cases. The other or-
gans that commonly involved in LCH are: 
the skin (50%), lymph nodes, bone marrow, 

lungs, hypothalamic pituitary axis (15-20%), 
spleen and liver (30%). General symptoms, 
such as fever, weight loss and lethargy, are 
common (2-4).

The involvement of the hypothalamic 
pituitary axis in the central nervous system 
causing diabetes insipitus (DI) is usually part 
of the systemic disease. DI may occur before 
the other clinical findings of LCH, but more 
often develops within five years (5). 

Dermatological manifestations occur 
typically during the course of the disease. 
Lesions that look like seborrheic dermatitis 
are often observed on the head, as well as a 
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diffuse papular rash, and petechial lesions 
may occur in the intertriginous areas, such 
as around the ears, armpit and pubic region. 
However, perianal ulcerative lesions have 
rarely been reported in the literature (6). 

Here, we present a case of LCH with an 
unusual perianal lesion and DI. 

Case report

A 10-year-old male patient who was diag-
nosed with central diabetes insipidus at an-
other centre was referred to our clinic for the 
preliminary diagnosis of inflammatory bowel 
disease, due to complaints of abdominal 
pain, blood in stool, and a lesion around the 
anus which continued for 2 months. He did 
not use desmopressin treatment regularly.

His growth-development and vital signs 
were within normal limits. Physical examina-
tion revealed vegetative nummular lesions, 
which were symmetric, showing central irreg-
ular ulceration on the perianal area (Fig. 1). 

Other system examinations were normal, 
with no organomegaly and lymphadenopathy 
observed. In the laboratory examination, he-
moglobin was 11.8 g/dl, leukocyte count was 
6670/mm3 and platelet count was 451000/
mm3. Serum glucose, electrolytes, renal and 
hepatic function tests were all normal. Eryth-
rocyte sedimentation rate was 45 mm/h, C 

reactive protein was negative. Serum immu-
noglobulin levels were normal. P-ANCA and 
anti saccharomyces antibodies were negative. 
Fecal occult blood was negative. MRI of the 
posterior pituitary detected no high signal for 
central DI. Cranial X-ray was normal. The 
colonoscopy, performed due to the suspicion 
of inflammatory bowel disease, was normal.

A skin biopsy was performed because of 
the nonspecific findings of skin lesion. His-
tological examination showed a polymor-
phic infiltrate with a major composition of 
lymphocytes, plasma cells, eosinophils, and 
among them there were histiocytes. Immu-
nostaining was positive for S-100 and CD-
1a and negative for CD-68. Morphological 
findings were consistent with the diagnosis of 
LCH (Fig. 2a, 2b). 

After the diagnosis of LCH, in the sec-
ond week of the follow-up period a systemic 
evaluation for another involvement was car-
ried out. A slight swelling in the jaw and gum 
hypertrophy were observed. Bone scintigra-
phy showed an expanding lesion of the left 
mandibular ramus. The patient was evaluated 
as stage 1 LCH with these findings. Surgical 
intervention was not performed for the peri-
anal lesion. His treatment was planned with 
systemic steroids and vinblastine. Local cor-
ticosteroid was administered to the perianal 
lesion for two weeks. However, no significant 

Fig. 1 The ulcerative lesion on the perianal area.
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response was observed in this period and lo-
cal therapy was stopped. With chemotherapy 
the lesion completely recovered in a three 
month period. During a one year period, tri-
weekly administration of chemotherapy was 
continued and in the 2-year follow-up period 
no recurrence was observed.  

Discussion

LCH is a rare proliferative disorder of the 
Langerhans cells. It occurs mostly in children 
and young adults. LCH encompasses a spec-
trum of disorders, with clinical presentations 
ranging from localized bone disease to severe 
multi-systemic involvement. The etiology and 
pathology of LCH remain unknown (1, 8).

LCH affects the skin in 40% of cases. 
The eruption may be extensive, involving the 
scalp, face, trunk, buttocks, and the inter-
triginous areas. Lesions consist of closely set 
petechiae and yellow-brown papules, topped 
with scale and crust. The papules may coalesce 
to form an erythematous, weeping or crusted 
eruption mimicking seborrheic dermatitis. 
Intertriginous lesions are often exudative, 
and secondary infection and ulceration may 
occur. The most common areas that lesions 
are seen in LCH are axilla, the groin and be-
hind the ear, whereas the perianal region is 

rarely involved (3, 6). Our case was interest-
ing because of the non-classic presentation of 
the lesion around the anus. Sabri et al. (8) 
reported a case with perianal lesions, gingival 
hyperplasia and systemic symptoms, Oguz-
kurt et al. (9) a case with diabetes insipidus 
and perianal lesions, without systemic symp-
toms, Kader et al. (6) a case with a perianal 
mass and multiple lytic skull lesions, and 
Shahidi-Dadras et al. (10) an adult perianal 
lesion case without systemic symptoms. 

Complaints of abdominal pain and 
bloody stool led to difficulties in the diag-
nosis, which was only reached once the skin 
biopsy was performed and analyzed. In the 
follow-up, mandibular involvement was ob-
served in our case so the patient was evalu-
ated in the multi-system low-risk group. 
Chemotherapeutic agents are indicated for 
multi-system disease. Trials have shown com-
binations of vinblastine, etoposide and pred-
nisolone for a period of six weeks to be effec-
tive, followed by mercaptopurine, vinblastine 
and prednisolone for one year (11). Steroids 
and vinblastine treatment were administered 
for one year period in our case. Prognosis is 
variable depending on the type of disease en-
countered. Unifocal LCH generally has an 
excellent prognosis, whereas the multifocal 
disease has a much poorer prognosis. Relapse 

A. Kanik et al. ■ Perianal involvement in Langerhans cell histiocytosis

Fig. 2a Langerhans cells observed in polymorphic infiltrate in the dermis contained abundant cyto-
plasm and nuclei similar to coffee beans, HEx400; Fig. 2b Langerhans cells were stained diffuse  posi-
tive with CD1a antibody in a immunohistochemical stain, x200.
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is not uncommon and can occur up to 10 
years after the disappearance of the original 
disease (11). No recurrence was observed in 
a 2-year follow-up period in our case. Con-
clusion: LCH should be kept in mind in the 
differential diagnosis of the perianal region. 
Therefore, biopsy and histological evaluation 
of lesions in this area should be carried out.
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