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Pneumologicka klinika 2. LF UK a FN Motol, Praha
Pneumologicka klinika 1. LF UK a Fakultni Thomayerovy nemocnice, Praha

Intersticialni plicni procesy (IPP) nejsou jen otazkou jizveni nebo zénétu v plicni tkani. Plice mohou slouzit také jako ulozisté
produktd, které mohou v lidském organismu v disledku onemocnéni vznikat v nadmérném mnozstvi.

Za stfadava onemocnéni sensu stricto jsou povazovana geneticky podminéna onemocnéni, kterd spocivaji v dysfunkci
lysozomalnich enzymu, kterd vede k poruse degradace a transportu rznych makromolekul z lysozomu. S intersticidlnim
plicnim postizenim se mGzeme setkat u nemocnych s Gaucherovou nemoci, Niemann-Pickovou nemoci a Fabryho nemo-
ci. V sirsim kontextu se ale s hromadénim rliznych latek v plicni tkani setkavame i v pfipadech détské plicni intersticialni
glykogenézy (PIG), alveolarni lipoprotein6zy nebo plicni amyloido6zy.

Pfi¢ina PIG neni objasnéna. Onemocnéni bylo popsano poprvé v roce 2002 a ke stanoveni této diagndzy je nutny odbér
vzorku plicni tkané. | kdyz v détském véku probiha PIG obvykle pfiznivé a obtize nemocnych spontdanné v ¢ase ustupuiji,
dlouhodoba prognéza nemocnych neni zndma.

Alveolarni lipoprotein6zy mohou byt ziskané (napt. po masivni expozici kfemicitému prachu), autoimunitni, ale i geneticky
podminéné. Na rozdil od lysozomalnich stfadavych nemociv pfipadé plicni alveolarni lipoproteindzy dochazi k hromadéni
abnormalnich makromolekul pouze v plicich postizenych jedincd. Obdobné amyloid6za neni jednou nemoci, ale skupinou
chorob s rdznou etiopatogenezi, v jejichz dusledku vznikd amyloid — skupina rlznych proteinC s porusenou konformaci,
ktera se mUzou ukladat v rznych organech v¢etné plic. Diagnostika plicni alveolarni lipoproteindzy je zaloZena na typic-
kém vzhledu a biochemickém sloZeni tekutiny ziskané bronchoalveolarni lavazi, diagnostika amyloidézy je histologicka.
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Pulmonary storage

Interstitial lung diseases (ILDs) are not just a matter of scarring or inflammation in the lung tissue. The lungs can also serve as
a repository for products that can be produced in excessive amounts in the human body as a result of disease.

Geneticaly based dysfunctions of lysosomal enzymes, which leads to an unefficient degradation and transport of various
macromolecules from lysosomes, are considered to be storage diseases sensu stricto. ILDs were described in patients with
Gaucher disease, Niemann-Pick disease and Fabry disease. In a broader context, however, the accumulation of various sub-
stances in the lung tissue is also encountered in cases of pediatric pulmonary interstitial glycogenosis (PIG), alveolar lipopro-
teinosis or pulmonary amyloidosis.

The cause of PIG is not clear. The disease was first described in 2002 and a lung tissue sample is required to establish this
diagnosis. Even though PIG usually goes well in childhood and the patients’ difficulties spontaneously subside over time, the
long-term prognosis of the patients is unknown.

Alveolar lipoproteinoses can be acquired (e.g. after massive exposure to silica dust), autoimmune, but also genetically de-
termined. Unlike lysosomal storage diseases, in the case of pulmonary alveolar lipoproteinosis, accumulation of abnormal
macromolecules occurs only in the lungs of affected individuals. Similarly, amyloidosis is not a single disease, but a group
of diseases with different etiopathogenesis, as a result of which amyloid - a group of different proteins with a distinctvive
conformation, which can be deposited in various organs, including the lungs - is formed. The diagnosis of pulmonary alveolar
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