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Goals/Objectives

Be able to:
• List common causes of cystic lung disease
• Identify the presence of cystic lung disease and a 

general diagnostic approach
•Discuss specific findings more suggestive of 

BHD as opposed to LIP



Diffuse Cystic Lung Disease: DDx
• Langerhans cell histiocytosis
• Lymphangioleiomyomatosis
• Lymphocytic interstitial pneumonitis
•Birt-Hogg-Dube syndrome (rare)
• Light chain deposition disease
•Desquamative interstitial pneumonitis (rare)
• Emphysema (mimic)
• Pneumatoceles (mimic)



Emphysema

• Small centrilobular lucent 
regions
• Imperceptible walls



Emphysema



Diffuse Cysts: Approach

•Make sure it’s not CLO and/or PS emphysema and 
that there are “enough” cysts to exclude post-
infectious or traumatic pneumatoceles
•DDX: LCH vs LAM, then consider LIP and BHD
• LCH usually very characteristic
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Diffuse Cysts Approach: LAM vs LIP vs BHD
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• Cysts: thin- or thick-walled; 
combination of round and bizarre 
shaped cysts

• Nodules: poorly- or well-defined; some 
may show cavitation

• Nodules predominate in early disease 
and cysts in advanced disease

• Upper lobe zone distribution with 
sparing of the costophrenic sulci

• Cysts may decrease in size over time

• Pneumothorax



Langerhans cell histiocytosis





Langerhans cell histiocytosis



• Cysts:
• Thin-walled (1 – 2 mm)
• Round or oval shaped generally 

uniform in size (5 – 15 mm) 
• Diffuse distribution 
• Involve costophrenic sulci (in 

contrast to LCH)
• Normal appearing intervening  

lung



• Renal angiomyolipomas
• Hepatic 

angiomyolipomas
• Lymphangiomyomas
• Retroperitoneal 

lymphadenopathy
• Chylous ascites



Lymphangioleiomyomatosis



Lymphangioleiomyomatosis



Lymphangioleiomyomatosis



Lymphangioleiomyomatosis





• Ground-glass opacities
• Dominant feature, often bilateral 

• Cysts:
• Variable in number
• Size generally < 3 cm 
• Perivascular or subpleural cysts 

common;  basilar
• Typically form in areas of previous 

centrilobular nodules
• Common in areas of ground-glass 

opacity
• Centrilobular nodules
• Reticulation
• Distribution:

• Diffuse or lower lung predominant



Sjögren syndrome: LIP



Sjögren syndrome: LIP



LIP and Sjögren syndrome 



• Extent:
• Sparse to innumerable; variable size 

(3mm to 8 cm)
• Often remain relatively stable on 

follow-up CT scans
• Distribution:

• More concentrated and larger in the 
lower and medial lung regions 

• Subpleural or paramediastinal cysts 
• Cysts along the lower lobe proximal 

pulmonary arteries and veins
• Morphology: 

• Thin uniform wall
• Uniformly round or combination of 

round-, ovoid-or lentiform-shape
• Large, multi-septated, air cuff sign 



Birt Hogg Dube



Birt Hogg Dube



Birt Hogg Dube
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Birt Hogg Dube
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Cystic 
Disease

Cyst 
Wall

Cyst Distribution Cyst Shape and Size Associated HRCT Findings

LAM Thin Diffuse Round or oval
Usually normal intervening lung; TS-
LAM: Multifocal micronodular 
pneumocyte hyperplasia

PLCH
Thin 
and 
thick

Upper and middle 
lung zones; spares 
costophrenic angles

Bizarre shaped, 
round (often 
heterogeneous)

Nodules (well - or poorly-defined) 
often with central lucencies (cheerio-
like appearance)

LIP Thin
Lower lung zone; 
perivascular and 
subpleural cysts

Round or oval
Ground-glass opacities, reticulation, 
centrilobular nodules

BHD Thin

Lower lung; 
subpleural and 
perivascular; 
peramediastinal
cysts

Round-, ovoid-or 
lentiform-shaped; 
air cuff sign, multi-
septated cysts, less 
exp collapse

Renal tumors (RCC>oncocytomas)
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