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Introduction

Langerhans cell histiocytosis (LCH) is a rare disease that
mainly affects children; very rarely it may affect adults. Inci-
dence in adults is around one to two cases per million pop-
ulation.” It is a disease of unknown aetiology, comprising
a group of syndromes involving an abnormal increase in the
number of histiocytes.

Recently we came across an adult case of LCH, who pre-
sented with diffuse parotidomegaly, and resistant sebor-
rhoeic dermatitis. Diagnosis was clinched on skin biopsy and
later HRCT showed characteristic radiological findings even
when patient was asymptomatic, prompting us to report the
case.

Case report

36 yr old male patient, an old case of alcohol dependence and
hypertension was investigated elsewhere for alcoholic liver
disease about six months back. This time he presented to
Department of oto-rhino-laryngology with bilateral parotido-
megaly and enlargement of submandibular glands for about
three months and loss of about 5 kg of weight in the last six
months. He was referred to dermatology OPD for manage-
ment of seborrhoeic dermatitis. There was no h/o chronic
diarrhoea, fever, chest pain, cough, breathlessness, smoking,
urinary symptoms, and pain in the bone and/or swelling/
lumps on the skull.

Examination revealed diffuse erythema with greasy scales
involving scalp, face, retro auricular region, and both axilla and
groins (Fig. 1) some of these lesions were eroded with focal
yellowish crusting. Multiple, discrete, scaly, red-brown, papules
were seen involving predominantly the seborrhoeic areas of the
trunk, most of the nails of both hands and feet showed ony-
chomadesis (Fig. 2). Yellow purulent discharge was present in
the ear (Left). Oral hygiene was poor and patient had generalized
motility of teeth. There was generalized desquamation of oral
mucosa with multiple raw wounds and severe periodontal loss.

Investigations revealed normocytic anaemia with haemo-
globin of 11 gm%, with slightly raised ESR. Liver function and
renal function tests were normal. Alkaline phosphatase (516 IU/
L), GGT (72 IU/L) and serum amylase (98 U/100 ml) were raised.
ELISA for HIV, HBsAg and anti HCV antibody was negative.
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Fig. 1 — Diffuse erythematous plaques and papules with
crusting involving face and scalp.

Patient was treated with tapering doses of oral corticoste-
roids starting at 30 mg/day and tapered over next three weeks
along with topical steroids and antifungals for seborrhoeic
dermatitis to which he showed unsatisfactory response.

Skin biopsy from midline of upper back showed mild
spongiosis of epidermis, with dense mixed inflammatory
infiltrate composed of sheets of histiocytes and lymphocytes
in dermis. Many of the histiocytes showed reniform nuclei
and nuclear grooving, features associated with LCH (Fig. 3A).
Lower dermis showed an inflammatory infiltrate of lympho-
cytes along with neutrophils and eosinophils. No granulomas
were seen. ZN stain was negative for AFB. Immunohistocy-
tochemistry markers CD1a, CD 68 and S100 were positive in
the histiocytes (Fig. 3B). FNAC from the parotid glands showed
features of inflammatory cystic lesion.

High Resolution Computed Tomography (HRCT) chest
showed multiple thin walled cysts in segments of both upper
lobes of variable and bizarre shapes. There was gross involve-
ment of the right middle lobe and lower lobe including the
costophrenic angle (Fig. 4). Minimal right apical pneumothorax
was also noted. USG abdomen revealed a heterogeneously
increased echotexture with multiple hypoechoic areas in both
lobes. CT scan abdomen revealed hepatomegaly with multiple
oval well defined non enhancing hypodense lesions in both

lobes of liver. MRI neck revealed bilateral parotid enlargement
with multiple cysts in both the parotid and submandibular
glands (Fig. 5). Upper GI endoscopy was normal.

He was transferred to malignant disease treatment centre for
chemotherapy. Initial treatment was prednisolone 40 mg/m?/
day orally, weekly reduction after week 4 and IV Vinblastine
6 mg/m? bolus for six weeks. Patient responded favourably to
initial treatment, skin lesions cleared off, swelling of both parotid
and submandibular glands has resolved. Patient is presently on
continuation treatment consisting of prednisolone 40 mg/m?%
day orally for five days in a week every three weeks, IV Vinblas-
tine 6 mg/m? bolus every three weeks, and 6 mercaptopurine
50 mg/m? daily orally for 12 months. He is currently on follow-up.

Discussion

Paul Langerhans first described the epidermal dendritic cells
in 1868.% LCH is an accumulation or proliferation of a clonal
population of cells bearing the phenotype of a Langerhans cell,
these cells being arrested at an early stage of activation and
are functionally deficient.?

The diagnosis of LCH must be established histologically.
The Writing Group of the Histiocyte Society identified three
levels of confidence in the diagnosis of LCH.*

1. A presumptive diagnosis. This is in a patient with disease
clinically consistent with LCH and with histology consis-
tent with the diagnosis.

2. A diagnosis. This is established when the histology is
consistent with LCH and lesional cells are shown to express
5100 and/or a-p-mannosidase activity.

3. A definitive diagnosis. This is established when histology is
consistent with a diagnosis of LCH and the lesional cells are
shown to express CD1a or to have intracytoplasmic Birbeck
granules on electron microscopy.

LCH has varied clinical manifestations and an unpredict-
able course.” LCH is traditionally divided into three groups:
“unifocal, multifocal unisystem, and multifocal multi-
system”.® Multifocal multisystem LCH, earlier called Letterer-
Siwe disease, is a rapidly-progressing disease involving
Langerhans cells proliferation in many tissues. It generally
affects children under 2 years of age, and has poor prognosis.

Fig. 2 — Multiple, discrete, scaly, red-brown, papules over chest and onychomadesis.
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Fig. 3 — (A) H&E stained section (x400) of skin showing with reniform nuclei (short arrow) and mixed inflammatory infiltrate
including eosinophils (long arrow). (B) IHC staining for CD1a (x100) showing diffuse positivity in histiocytes in the dermis.
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Fig. 4 — Axial & coronal CT sections show variable sized, bizarre thin walled cysts in upper zones & large cystic changes
involving the costophrenic angles.

Though cutaneous LCH responds well to oral or topical In multifocal multisystem disease, skin involvement is in
steroids, severe disease requires a systemic approach.” The 5- the form of recurrent pyoderma like lesions with crusting
year survival is only 50% even with aggressive chemotherapy.® and scaling, vesicopustular and purpuric eruption occurring
Adult LCH commonly affects smokers and is usually unifocal. in crops over the face, scalp and trunk, resembling sebor-
Multisystem LCH in adults is rare.? rhoeic dermatitis. “Intraoral haemorrhage, gingivitis, loose

Image: 13

Fig. 5 — Axial & coronal T2W MRI images show large cystic changes in the parotid & submandibular glands bilaterally.
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teeth, precocious eruption of teeth and ectopic teeth also
may be seen”.’ Lesions may affect a variety of other
systems, including liver (20%), spleen (30%), and lymph
nodes (50%).

Number of organs involved and the presence of organ
dysfunction determines the prognosis of LCH. Single system
disease has excellent prognosis, almost 100%, and for multiple
system disease survival is around 80%."°

Our case fits into definitive diagnosis category as per
Writing Group of the Histiocyte Society.* However it is unique
since it had bilateral parotid and submandibular gland
enlargement with large cystic changes which is hitherto
unreported in Langerhans cell histiocytosis, and HRCT chest
revealing pulmonary cystic changes with rare involvement of
the costophrenic angle.! The patient was asymptomatic with
regard to respiratory system. The diagnosis was established
only when the treatment resistant skin lesions were biopsied.

The recommendation that skin biopsy should be per-
formed on atypical cases of seborrhoeic dermatitis who do not
respond to conventional treatment, keeping this diagnosis in
mind, is therefore reiterated.>
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