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The median TTP in such Fkh:nl: weag 13 nbunl:"u, and the E-yu.l: pro-
gressson rate was 7% [18]. tﬁatlmudl'muldm longer considered
a3 S but as MM according to current IMWG criteria. In conclu-
sian, for each newly dia SMM pasent, |I:|!.r|¢|:=l.ﬁr}rl:u1d.ﬂ1.hz
the risk of progression. 5o Far, the Mayo Clinic and the Spansth mode|
have been used and validated in prodpective trials. Howrever, the bwo
madels do not everlap and there ase many patients that are differenthy
classified according to the two models. Inadditon, many other models
have been generated in the last years although all of them need o be
validated [19] (Table 1). In any case, the probahbility of each SMM patsene
o evabee in MM chould be defined Ir_y I.'.!l.lns into sccount all the aeail-
able data rather than defining the risk according to a fixed medel. In
genenal, according to the avalable models and to the aforementioned
risk factors, SMM patient can be divided in three ca ies of risk of
progression [19]: fl:rlr risk: these patients have a probability of pro-
gression at 5 years of 8% and should be follomsed :i:mu'lar':,r to MGUS
patients. b} mtermedinte risk: with a risk of progression of 42% at 5
redent the true SWMM patients and should be followed
m)"“; ;-rzmrmﬂ ) high rk: half of Ii'L:c patients will progress to MM
within 2 years from diagnosis and the key question is whether they
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clear indications on the correct chodce, In this uncertainty, clinicians ane
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benefies of an -:nrl)r treatment
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Severe f-thalassemia (fi-thal) is a form of congenital anemia caused
by reduced or absent production of the frglobin chains of the adult
hemagloban (HbA), & tetramer made of two o and two f-globin chains
It is & heterogeneous disorder and maore than 3 mutaticns in the i

bin gene locus have been described causing a B-thal phenotype (Hig-
g:a me‘ZﬂIZII. characterized by a variety nﬁhm:ﬂl m-lpj:&ﬂqunm- g
thal patients’ bone masrow contains 5-6 times the number of erythsoid
precursors than normal donors’, with a number of apoptotic cells ar
the differentiative stage of polychromatic or ortochromatic zr;.rthlnb
last about 15 times greates. The reasen of this condition mighe de
on the face that the reduced or absent f-globin chain !yntiima EMI;
to an excess and imbalance of a-chains which, in turn, is responsible
of two ph a closely related; the increased peripheral destruction
of circulating red blood cells (hemalytic anemis) and the death of ery-
throid precursors within the bone marrow (ineffective ervtropaiesis
ar intramedullary hemolysis), Patients affected by B-thal present severe
anaemia in the first years of life, stigmata of chronic haemolyais,
hepatosplencmegaly, skeletal abnopmalises due to rapid expansion of
erythrold bone marrow and complications related o the iron overload
such as cardiopathies, hepatic dysfunction and endocrine disorders
Treatmens of B-thal is essentially supportive. Patients require lifelong
transfusions combined with iron chelation therapy to reduce hemo-
siderosis that is ultimately fatal if not continuously treated. Optimal
clinical management, based on regular blood wransfusions and iron
chelation thesapy, have greaty improved the survival and quality of
life of f-thalassemia majar patients converting a previously Fatal dis-
case into a chronic, progressive disease with a life expectancy into
adulthood. Indeed, B-thal remains a challenge in developing ascas
whee children have poor access to safe blood products and iron chelas-
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