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SUHRN

Epidermolysis bullosa a Bartov syndrém si pomerne presne histopatologicky dokumentované ochorenia. V prispevku autori priblizuju zaujimavy a doteraz
neopisany Ukaz v plicach dietata muzského pohlavia s epidermolysis bullosa junctionalis a s Bartovym syndrémom, ktoré zomrelo po 17 dihoch od narodenia
a 13 dnoch od vykonania operécie pre atréziu pylora na multiorgdnové zlyhanie pri zdkladnych vrodenych ochoreniach.

Pri histologickom vysetreni sa v alveolach plic nasli okrem masivnej pritomnosti penovitych makrofagov aj pocetné globoidné utvary pripominajice morfo-
logicky aj imunohistochemicky Hassallove telieska v tymuse novorodenca. 1$lo o acidofilné sférické telieska s koncentrickou skladbou, vo vazivovom tkanive
s fokalnou pritomnostou fibrinu a s ojedinelym doékazom cytokeratinu AE1/AE3 a cytokeratinu HMW pozitivnych epitélii a s CD68 pozitivnymi histiocytovymi
elementmi, ktoré autori pracovne nazvali,hassalloidnymi* telieskami. Zaujimavym nalezom bola aj folikularna kozna struktura v centre ,hassalloidného” telies-
ka, ktora sveddi o aspiracii sucasti koze pocas intrauterinného Zzivota.

Normaélne Apgarovej skore pri narodeni dietata (10/10/10 b.) a zavazny histomorfologicky nalez pri umrti dietata najskor svedcia o patogenetickej formacii
shassalloidnych” teliesok v plticach pocas 17-dnového Zivota postihnutého dietata.
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Lungs ,Hassalloids-like” bodies in children with epidermolysis bullosa junctionalis and bart’s syndrome

SUMMARY

Epidermolysis bullosa and Bart’s syndrome are fairly accurately documented diseases by histopathology. In the article the authors describe interesting and
hitherto undescribed phenomenon in the lungs male infant with epidermolysis bullosa junctionalis and Bart’s syndrome, who died 17 days after birth and 13
days after surgery for pyloric atresia, on multiorgan failure within basic congenital diseases.

Histologically in lung alveoli was found to the massive presence of foamy macrophages and numerous globoid formations resembling morphological and
immunohistochemical ,Hassall s” bodies in a thymus of the newborn. It was a acidophillic spherical bodies concentric tracks in the connective tissue with focal
presence of fibrin, as a unique proof CKAE1/AE3 and CKHMW positive epithelial cells and CD68-positive histiocytic elements. An interesting finding was the
follicular skin structure in the center ,hassalloids-like” body, which suggests an aspiration components of the skin during intrauterine life.

Normal Apgar score at birth of the child (10/10/10 s.) and severe histological features on the death of the child testify for the first pathogenetic formation ,has-
salloid’s-like” bodies in the lungs during the 17-day life of a disabled child.
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V ¢asopise Cesko-slovenska patologie ¢ 02-2015 bol uverej-
neny prispevok D. Farkasa a spol.,Neobvykly pliicny ndlez masiv-
neho vypinenia alveolov penovitymi makrofdgmi pri kongenitdlnej
epidermolysis bullosa po aspirdcii sucasti plodovej vody u novoro-
denca preZivajiceho 15 dni bez akychkolvek priznakov poskodenia
dychacich funkcii” (1). Podobny, ale aj iny intraalveolarny plucny
nalez u dietata s diagn6zou epidermolysis bullosa junctionalis

(EBJ) a s Bartovym syndréomom (BS) sme zistili pri uzatvarani
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pitvy chlapca, ktory zomrel na 17. def od pérodu, ked predtym,
na stvrty den od narodenia, podstupil laparotémiu s resekciou
atretickej casti pylora s naslednou anastomézou duodena, kto-
rého kozny nélez uz bol publikovany (2). Zaujimavy plicny his-
topatologicky nalez ,hassalloidnych” teliesok vo farbeni HE sa
dalej skumal tak $pecidlnymi farbeniami, ako aj panelom proti-
latok. Ziskané nélezy, ktoré autori pokladaju za zaujimavy vyvoj
plucnych patologickych zmien pri EBJ a BS, su obsahom prezen-
tovanej prace.

OPIS PRIPADU S DORAZOM NA PLUCNY NALEZ

Vyber z klinickych informacii

Pitvany chlapec z prvej gravidity, bez pozoruhodnosti v rodin-
nejanamnéze. Priebeh gravidity bol do 34. tyzdna bez komplika-
cii. V 34. tyzdni gravidity sa diagnostikovala parcidlna abrupcia
placenty a vykonal sa porod per sectionem caesaream. Pérodnd
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