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Prof. lvan Raska
Prednosta Ustavu bungéné biologie a patolologie na 1. LF UK v Prahe veduci
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tistav a Oddeleni bungéné biologie FgU AV CR.

Anotacia prednasky:
- Ranged among laminopathies, Hutchinson-Gilford progeria syndrome is a
P+ syndrome that involves premature aging, leading usually to death at the age
|.l | / between 10 to 14 years predominatly due to a myocardial infarction or a stroke.
In the lecture | shall overview the importance of molecular cell biology
investigations that led to the discovery of the basic mechanism standing behind this rare syndrome. The
genetic basis in most cases is a mutation at the nucleotide position 1824 of the lamin A gene. At this
position, cytosine is substituted for thymine so that a cryptic splice site within the precursor mRNA for
lamin A is generated. This results in a production of abnormal lamin A, termed progerin, its presence in
cells having a deleterious dominant effect. Depending on the cell type and tissue, progerin induces a
pleiotropy of defects that vary in different tissues. The present endeavour how to challenge this terrible
disease will be also mentioned.

(1) Fotokonverzia chromatinu vo forme krize v HepG2
bunkach exprimujucich
histon H4-Dendra.

(2) "Scattered" signal (povodne polovicky jadra
v materkej
bunke) v dcérskych bunkach po mitéze. [Cvackovaet al.,

- JSB 165 (2009) 107-117]

Vyber z poslednych publikacii:

Raska I. (2003) Oldies but goldies: searching for Christmas trees within the nucleolar architecture. Trends
Cell Biol. 13 (10): 517-525.

Vecerova J., Koberna K., Malinsky J., Soutoglou E., Sullivan T., Stewart C.L., Raska |., Misteli T. (2004)
Formation of nuclear splicing factor compartments is independent of lamins A/C. Mol Biol Cell. 15 (11):
4904-4910.

Raskal., Shaw P.J., Cmarko D. (2006) Structure and function of the nucleolusin the spotlight. Curr Opin Cell
Biol. 18 (3): 325-334.

Gruenbaum Y., Raska I., Herrmann H. (2006) The cell nucleus taking centre stage. Workshop on the
functional organization of the cell nucleus. EMBO Rep. 7 (12): 1211-1215.

Raska l., Shaw P.J., Cmarko D. (2006) New insights into nucleolar architecture and activity. Int. Rev. Cytal.
255: 177-235.

Kamarova M., Smirnov E., Masata M., Koberna K., Ligasova A., Popov A., Raska |. (2007) Positioning of
NORs and NOR-bearing chromosomes in relation to nucleoli. J. Struct. Biol. 160 (1): 49-56.

Galiova G., Bartova E., Raska I., Krejci J., Kozubek S. (2008) Chromatin changes induced by lamin A/C
deficiency and the histone deacetylase inhibitor trichostatin A. Eur. J. Cell Biol. 87 (5): 291-303.

Fidlerova H., Kalinova J., Blechova M., Velek J., Raska l. (2009) A new epigenetic marker: the replication-
coupled, cell cycle-dependent, dual modification of the histone H4 tail. J. Struct. Biol. 167 (1): 76-82.

Zeitz M .J., MarellaN.V., Malyavantham K.S., Goetze S., Bode J., Raska |., Berezney R. (2009) Organization
of the amplified type | interferon gene cluster and associated chromosome regions in the interphase nucleus of
human osteosarcoma cells. Chromosome Res. 17 (3): 305-319.

Bartova E., Horakova A.H., Uhlirova R., Raskal., Galiova G., Orlova D., Kozubek S. (2010) Structure and
epigenetics of nucleoli in comparison with non-nucleolar compartments. J. Histochem. Cytochem. 58 (5):
391-403.



