
Case Summary

An infant born at 34 weeks star-
ted grunting in the neonatal inten-
sive care unit and ultimately required
continuous positive airway pressure
ventilation, exogenous surfactant, and
intubation. After extubating, the patient
required oxygen.

Imaging Findings

Radiograph (Figure 1) and chest CT
(Figure 2) were obtained at 6 weeks of age.
Both show diffuse ground-glass opacity
and small cystic spaces in the posterior
aspect of the lungs.

Diagnosis

Pulmonary interstitial glycogeno-
sis (PIG).

Differential diagnosis includes
bronchopulmonary dysplasia (chronic

lung disease of prematurity), neuroen-
docrine hyperplasia of infancy, surfac-
tant dysfunction disorders, and glycogen
storage diseases.

Discussion

PIG, previously termed cellular
interstitial pneumonitis or histiocytoid
pneumonia, is a rare form of neona-
tal interstitial lung disease that typi-
cally affects infants younger than 6
months of age.1 The exact cause remains
unknown, but PIG is thought to be a
congenital abnormality resulting from
abnormal alveolar growth or impaired
lung remodeling, leading to restricted
differentiation of pulmonary interstitial
fibroblasts.2,3 This process results in the
accumulation of glycogen within the
interstitial cells of the lung.

PIG remains poorly understood, with
most of the literature limited to case
reports. Its reported incidence ranges
from 0.1 to 16 cases per 100,000

children per year, with a slight male
predominance.4 PIG occurs in both term
and preterm infants and is fre-
quently associated with other congenital
lung abnormalities and cardiovascular
disease, including pulmonary hyperten-
sion, structural heart defects, alveo-
lar simplification, and extrapulmonary
conditions such as Noonan syndrome,
inborn errors of metabolism, and Trisomy
21.1,2,5,6 PIG may also present as an isolated
finding, in which case the clinical course is
often favorable.2

Clinically, neonates and infants with
PIG present with rapidly progressive
respiratory distress, tachypnea, and
hypoxemia in the absence of infec-
tion.7,8 After an initial period of stabil-
ity, respiratory function may deteriorate,
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Abstract
Pulmonary interstitial glycogenosis (PIG) is a rare interstitial lung disease that presents in neonates with rapidly progressive
respiratory distress. Because there are no specific clinical, radiologic, or genetic markers for the disease, diagnosis relies on
lung biopsy. Prognosis depends on disease context: isolated PIG is typically associated with favorable outcomes, whereas
cases with concurrent pulmonary or cardiovascular abnormalities may have a more complicated clinical course. Treatment
generally includes corticosteroids and supportive care, tailored to the severity of respiratory symptoms and any underlying
conditions.
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Figure 1. Frontal chest radiograph showing
diffuse ground-glass opacity.

PEDIATRIC RADIOLOGICAL CASE

https://doi.org/10.37549/JPCR-26-0089
©Anderson Publishing, Ltd. All rights reserved. Reproduction in whole or part without express written permission is strictly prohibited.

Applied Radiology https://doi.org/10.37549/JPCR-26-0089

https://doi.org/10.37549/10.37549/JPCR-26-0089
https://doi.org/10.37549/10.37549/JPCR-26-0089


requiring varying levels of support. When
PIG is suspected, the gold standard
for diagnosis is lung biopsy, which
reveals expansion of the interstitium by
spindle-shaped mesenchymal cells with
pale cytoplasm containing glycogen.2,3

High-resolution chest CT in PIG typically
demonstrates features of interstitial lung
disease, though no uniform imaging
pattern has been established. The
most common findings include dif-
fuse ground-glass opacities and cystic
lucencies, which are most pronounced
in the posterior lungs.5,9 These cystic
lucencies are not true cysts but instead
correspond to areas of alveolar simplifica‐
tion.2 Less frequent imaging findings in
PIG include interlobular septal thickening
and architectural distortion. The extent of
imaging findings does not correlate with
the degree of lung growth abnormality or
clinical outcome.2

There is no established consensus
for the treatment of PIG. Systemic
corticosteroids, typically administered
as monthly pulses, are commonly
used with anecdotal reports of clini-
cal improvement.5,10 Although PIG lacks
active inflammation, corticosteroids are
thought to promote lung maturation,
potentially by accelerating apoptosis of
lipofibroblasts.2,5 Additional supportive
therapies include oxygen supplementation
and pulmonary rehabilitation in milder
cases, while severe cases may require

extracorporeal membrane oxygenation or
even lung transplantation.1,5

Overall, prognosis depends largely on
the extent of lung development and
the presence of associated comorbidi-
ties. Patients with isolated PIG tend to
experience significant clinical improve-
ment and a favorable outcome, whereas
those with underlying abnormalities have
a more variable prognosis.1,5

Conclusion

PIG is a rare interstitial lung disease
that presents in neonates with rapidly
progressive respiratory distress. Because
there are no specific clinical, radiologic, or
genetic markers for the disease, diagnosis
relies on lung biopsy. Prognosis depends
on disease context: isolated PIG is typically
associated with favorable outcomes,
whereas cases with concurrent pulmo-
nary or cardiovascular abnormalities may
have a more complicated clinical course.
Treatment generally includes corticoste-
roids and supportive care, tailored to the
severity of respiratory symptoms and any
underlying conditions.
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Figure 2. Axial images from chest CT obtained at the level of the (A) carina, (B) main pulmonary artery, and (C) lung bases showing diffuse ground-glass
opacity and small cystic spaces (arrowheads) in the posterior lungs.
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