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Summary

Myelofibrosis (MF) may develop in all types of myeloproliferative disorders and its identification is of clinical relevance. Typical bone
marrow (BM) morphology of patients with essential thrombocythemia (ET) shows either “normal“ amount or “a slight increase” of reticulin
fibers, but the published data differ in relation to the applied MF definition and ET diagnostic criterias. The aim of this study was to
evaluate retrospectivelly MF in BM biopsies of 30 cases in which the diagnosis of ET was confirmed also clinically by local
hematologists. In 7 of the patients not only primary but also sequential biopsy was available. The MF grade and extent were evaluated
semiquantitativelly in archival slides stained by Goémori silver impregnation. The analysis was based on the European clinico-
pathological criteria 2004 (ECP) defining a) normal bone marrow fibrosis (MFO0), b) slight reticulin fibrosis (MF1), c) advanced reticulin
and initial collagen fibrosis (MF2) and d) advanced collagen fibrosis (MF3). Generally, in majority of the biopsies MFO (n = 6) or MF1
(n = 25, 18x focal and 7x diffuse) was found. More advanced MF2 was much less common as it was present in 6 biopsies (5x focal and
1x diffuse). In relation to the actual time of BM biopsy during course of the disease, the introductory biopsies done at the time of
diagnosis (n=18) showed 3x MFO, 14x MF1 and 1x MF2. The biopsies performed after a long time of patients observations (n = 12)
showed 3x MFO, 7x MF1 and 2x MF2. In 5 of 7 sequential biopsies the progress of MF was evident, but 4 of these patients were treated
by cytoreductive therapy. We conclude that the BM of patients with ET in initial phase shows either MFO or focal slight increase of
reticulin fibers (MF1). In addition, the long course of the disease and/or applied therapy may lead to more developed MF and more
advanced MF stages (diffuse MF1 or MF2). Therefore their finding in the BM biopsies examined in the later phases of the disease should
not exclude the diagnosis of ET.
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Sdhrn
Vyskyt myelofibrézy a jej vyznam pri bioptickej diagnostike esencialnej trombocytémie

Myelofibréza (MF) sa vyskytuje pri vSetkych typoch myeloproliferativnych ochoreni a jej pritomnost ma délezity diferencialne diagnosticky
vyznam. Klasicky morfologicky obraz kostnej drene (KD) pacientov s esencialnou trombocytémiou (ET) sa vyznacuje normalnym
mnozstvom, alebo len lahkym zmnozenim retikulinovych viakien, avSak konkrétne udaje o vyskyte sa liSia v zavislosti od pouzitych
diagnostickych kritérii ET &i kritérii hodnotenia stupria MF. Ciefom nasSej prace je retrospektivna analyza stupria MF v bioptickych vzorkach
30 pacientov, u ktorych bola diagnéza ET potvrdena i klinicky, v spolupraci so spadovymi hematolégmi. V 7 pripadoch sme mali k dispozicii
okrem priméarnych biopsii i sekvenéné rebiopsie KD. Stuperi a rozsah MF sme hodnotili semikvantitativne v archivovanych preparatoch
vySetrenych pomocou Gémériho impregnaénej metodiky. Pri hodnoteni MF sme pouzili najnovsie Eurdpske klinicko-patologické kritéria
z roku 2004 (ECP), kitoré rozoznavaju: a) normalne mnozstvo fibrézy v KD (MFO0), b) fahku retikulinovu fibrézu (MF1), c) pokrogild
retikulinovu fibrézu s poéinajucou kolagénovou fibrézou (MF2), d) rozvinutd kolagénovd fibrézu (MF3). Vo vacsine biopsii bol identifikovany
stupent MFO (n = 6) alebo MF1 (n = 25, 18x fokalne, 7x difuzne). Pokrocilejsi stupen myelofibrézy (MF2) sa vyskytoval zriedkavejSie — v 6
biopsiach (5x fokalne, 1x difizne). Ak sa zohladriuje trvanie ochorenia, tak v pociatoénych bioptickych vzorkach odobratych v ¢ase
diagnézy ochorenia (n = 18) bola 3x identifikovana MFO, 14x MF1 a 1x MF2. V skupine biopsii ziskanych po dlhodobom sledovani
pacientov (n = 12) bola pritomna 3x MFO, 7x MF1 a 2x MF2. V 5 zo 7 sekvenénych biopsii KD bola zaznamenana progresia MF (4x po
predchadzajlcej cytoredukénej terapii). Preto mozno konstatovat, ze v KD pacientov s ET v pogiatocnych Stadiach ochorenia sa nachadza
normalne mnozstvo fibrézy (MFO0), alebo len lahké zmnozenie retikulinovych vidkien (MF1). Dlhodoby priebeh ochorenia i pouzitie terapie
vedie k progresii rozsahu ¢i stupria MF (difizna MF1 alebo MF2), a preto ich vyskyt v KD v pokrocilejSich $tadiach ochorenia nevylucuje
diagnézu ET.
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fibrosis or myelofibrosis (MF) (9). It shows a step-wise

INTRODUCTION

An increase of reticulin and collagen fibers as a result of
reactive connective tissue deposition in the hematopoietic
bone marrow (BM) is traditionally called bone marrow

evolution from a physiologically “normal“ state through first
minimal focal and latter on diffuse increase of reticulin fibers
up to the formation of collagenous fibers in advanced stages
of the process, associated in some of the cases with
osteomyelosclerosis (5, 19). In contrast to fine isolated

Cesko-slovenska patologie

62



