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Abstract 
Congenital self-healing Langerhans cell histiocytosis (CSHLCH) is a rare condition which 

may present at birth or during the neonatal period. It is usually characterized by eruption of multiple, 
discrete and red-brown papules and nodules which may increase in size and number during the first 
few weeks of life with spontaneous regression. Systemic signs are usually absent except for occasional 
mild hepatomegaly. The authors report a case of CSHLCH associated with multiple lung cysts with 
spontaneous regression. A healthy full term male infant presented at birth with numerous diffuse 
discrete dark-red papules sized 0.2-1.0 em scattered on the eyelids, temporal areas of the scalp, neck, 
palms and soles. Histologic findings were mixed inflammatory infiltration of numerous histiocytes. 
Immunochemistry findings were S-100 and COla positive consistent with CSHLCH. Hepatomegaly 
and multiple lung cysts were detected at 1 month old. Since he was healthy, no medication was given 
except for close monitoring. At 2 months of age, hepatomegaly was resolved but the liver had 
sclerosing change. Skin lesions regressed completely at the age of 4 months. Lung cysts were 
markedly improved at 7 months old and completely resolved at 1 year old. Spontaneous regression 
in CSHLCH with lung involvement has never been reported in Thailand. 
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Congenital self-healing Langerhans cell 
histiocytosis (CSHLCH) or previously called con­
genital self-healing histiocytosis is the rarest form of 
Langerhans cell histiocytosis. The term histiocytosis-

X has been replaced by Langerhans cell histiocyto­
sis(!). Hashimoto and Pritzker first described this 
disease in 1973(2). It is a benign disorder, which is 
diagnosed at birth(3,4). The skin is the predominant 
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organ involved and lesions may be widespread and 
discrete dark-red papules. Hence, the skin lesions 
make the baby look like a "blueberry muffin" . Pulmo­
nary involvement of this disease is usually reported 
in older children and adults(5). Treatment for this 
condition in previous reports mostly required chemo­
therapy(5). To our knowledge, this is the first case 
report of spontaneous regression of lung cysts in 
CSHLCH in Thailand. 

CASE REPORT 
A !-month-old Thai male infant was referred 

to our hospital with a history of multiple dark-red 
granulomatous-like papules, hepatomegaly and multi­
ple lung cysts. He was a full-term healthy newborn. 
His skin lesions appeared at birth. Physical examina­
tions revealed discrete dark-red papules sized 0.2-
1.0 em scattered on his eyelids, temporal areas of the 
scalp, neck, palms and soles (Fig. 1 ). Biopsy of the 
skin lesions obtained at one-week old revealed diffuse 
infiltration of mainly two types of neoplastic cells. 
One cell type was a large cell with eosinophilic cyto­
plasm and eccentrically located histiocytic-like nuclei . 
Anisonucleosis and presence of nucleoli in some cells 
with groove-like structure were noted. Binucleated 
and multinucleated cells scattered among diffuse 
large cells with a moderate number of eosinophils 
were observed. Some neoplastic cells contained PAS 
positive material in cytoplasm. Immunoperoxidase 
staining was positive for S-100 protein and CD1a. The 
above histological findings were consistent with 
CSHLCH. One month later, he developed hepato­
megaly. Chest X-ray showed multiple thin wall cysts 
in both lungs (Fig. 2) . Skull X-ray was normal. Com­
plete blood count (CBC) revealed a hematocrit of 
29.6 per cent, white blood cell count of 17 ,600/~1. 

neutrophil60 per cent, lymphocyte 38 per cent, eosino­
phil 1 per cent, atypical lymphocyte 1 per cent and 
platelet counts of 492,000/~1. Serum immunoglobulin 
(lg) determination revealed normal lgG, lgM and 
lgA levels. Urinary examination, blood urea nitrogen, 
creatinine and liver profile were normal. Serum lactic 
dehydrogenase (LDH) level was 657 U/L (normal 
180-430 U/L) and alkaline phosphatase was 207 U/L 
(normal 145-420 U/L). Serologic studies for rubella, 
cytomegalovirus, herpes simplex and HIV were nega­
tive. Bone marrow aspiration revealed normocellular 
marrow showing unremarkable trilineage hemato­
poiesis with mild eosinophilia. Since he was healthy, 
he was closely observed with no medical interven­
tion. Ultrasonography of the liver at two months old 
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Fig. 1. Dark-red granulomatous like papules on the 
right sole. 

Fig. 2. Chest X-ray shows multiple lung cysts at 1 
month old. 

showed normal size with mild sclerosing change seen 
around the portal veins. At 4 months of age, all of 
the skin lesions had regressed leaving only atrophic 
scars. Chest X-ray showed marked improvement of 
the cystic lesions in both lung fields at 7 months old 
(Fig. 3). There was nearly complete regression at one 
year old (Fig. 4). He has been followed-up for 2 and 
a half years and remains in good condition. 
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Fig. 3. Chest X-ray shows marked improvement of Fig. 4. 
multiple lung cysts at 7 months old. 

Chest X-ray shows total improvement of 
multiple lung cysts at 1 year old. 

DISCUSSION 
CSHLCH is a benign disorder diagnosed 

at birth. The skin is the predominant organ involved 
and will be resolved within a few months(4, 6-10). 
There are six characteristic features of CSHLCH: 1) 
congenital symptomless papulonodules, 2) self-heal­
ing within a few months without recurrence, 3) no 
or mild systemic symptoms, 4) histopathology show­
ing large mononuclear cells and multinucleated giant 
cells with ground-glass or foamy cytoplasm in the 
dermis and epidermis, 5) electron microscopy show­
ing Birbeck granules and dense bodies (some with 
myelin-like lamination) and 6) imrnunoperoxidase 
staining positive for T6, HLA-DR and S-100(11,12). 
Histology is usually a dense infiltration of large 
histiocytes in the middle and lower dermis. The 
histiocytes have kidney-shaped nuclei with irregular 
contours and abundant eosinophilic ground-glass 
cytoplasm with a variable number of PAS-positive 
granules. Multinucleated cells are invariably present. 
There are also lymphocytes and eosinophils. The 
tumor cells usually express CD1 and SlOO positive. 
Electron microscopic evaluation demonstrates Birbeck 
granules or laminates dense bodies inside in 10-30 
per cent of the histiocytes. The coexistence of lami­
nated dense bodies with Birbeck granules has been 
proposed as a specific marker for this disease(9,13). 

CSHLCH has a benign course with spontaneous 
regression of skin lesions and resolution of the vis­
ceral involvements such as liver, bone, heart, lungs 
and central nervous system04). This disease can pro­
gressively involve bone marrow and visceral organs 
(5,15). Micronodular infiltration or cystic lesions in 
the lung with or without pneumothorax have mostly 
been reported in older children and adults(5,15). There 
has been a reported case of a 15-year-old boy with 
diabetes insipidus and pulmonary involvement. He 
had 4 episodes of pneumothorax06). It is also 
important to carefully examine to detect other syste­
mic involvement. Appropriate investigations include 
complete blood count, serum chemistry, liver func­
tion test, and skull, chest, and long bone roentgeno­
graphy as well as abdominal ultrasonography. 

The reported patient had many positive find­
ings compatible with the diagnosis of CSHLCH which 
subsequently was confirmed by skin biopsy. At the 
present time, there is no definite recommendation 
for the treatment of systemic involvement of this con­
dition and particularly chemotherapy which is quite 
toxic in young infants. Therefore, the patient was 
closely observed without medical intervention. He 
has been followed-up with serial CBC and monitored 
hepatic size by ultrasonography which showed nor­
mal size at 2 months old. Serial chest X-rays were 
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obtained and showed nearly complete regression at I 
year old. The disease usually has a favorable prog­
nosis. However, long-term follow-up is required 
because pneumothorax has been reported in adult 
patients(8). Moreover, relapsing of skin lesions and 
visceral involvements have been reported in older 
children and adults04,17). 
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SUMMARY 
To the best of the authors' knowledge, this 

is the first case report of CSHLCH with multiple 
lung cysts with spontaneous regression in Thailand. 
Medical intervention is not required for systemic 
involvement in CSHLCH. Long-term follow-up for 
detecting complications and relapse is recommended. 
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