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HPI

• 32-year-old female with no significant past medical history 

• Presents to her PCP with “several months” of a non-productive cough 
and mild (2/10) pleuritic chest pain

• 14 pack-year smoking history; denies other substance or alcohol use
• Current every-day smoker 

• Pertinent ROS
• (-) sputum production, hemoptysis, weight loss, night sweats

• (+) dyspnea on exertion, fatigue



Workup

• CBC, CMP, UA within normal limits

• EKG unremarkable

• D-dimer negative 

• Imaging ordered: CXR → CT chest



Workup
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Pulmonary Langerhans cell histiocytosis (PLCH)

• Epidemiology: 20-40 yo, Caucasian
• Presentation: dyspnea, dry cough, 

constitutional symptoms
• 25% asymptomatic

• Pathophysiology: Langerhans cells 
proliferate in bronchial epithelium 
and form granulomas
• Evolution from nodules to cysts

• Associations: History of smoking in 
95% of cases. Can be associated 
with AML, ALL. 

[2, 6, 7]



Treatment

• Smoking cessation +/- systemic glucocorticoid therapy
• > 60% of patients show resolution or stabilization of disease with smoking 

cessation alone

• Refractory cases: chemotherapy (cladribine, cytarabine) 

[6, 7]



Imaging Discussion



Early disease: nodular predominance



Normal Patient
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Advanced disease: cystic predominance

[5]



Summary of PLCH radiographic features

• Reticular and nodular opacities

• Cysts or honeycombing

• Preservation of lung volume

• Costophrenic angle sparing

• No hilar or mediastinal lymphadenopathy



Differential diagnosis for reticulonodular pattern on chest 
imaging

• Hypersensitivity pneumonitis

• Idiopathic interstitial pneumonias

Differential diagnosis for cystic pattern on chest imaging

• Pulmonary lymphangioleiomyomatosis (LAM)

• Lymphoid interstitial pneumonia (LIP) 

• Sarcoidosis



Diagnosing PLCH

• Clinical findings alone: low sensitivity and specificity
• Add HRCT: increases sensitivity, but not specificity

• Add BAL: increases specificity, but not sensitivity

[6, 7]



Other Imaging Modalities

• Gallium-67 scans are generally negative 

• V/Q scans are generally negative
• Can show non-specific findings: non-homogeneous uptake, non-

segmental perfusion defects, air trapping 

[6]



Diagnosing PLCH
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Take Home Points 

• PLCH is an uncommon disease in young adults that presents 
with dyspnea, dry cough, and constitutional sx. 

• Radiographically, it is characterized by a reticulonodular 
pattern that over time becomes more cystic. 

• Often associated with smoking, cessation is typically the only 
treatment necessary. Corticosteroids can be used. 
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