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- Organisatoriska aspekter pa benign

Ag en d a hematologi hos vuxna

- Vuxna med SCD och Talassemi
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AIHA - 2025

SCD - 2024
TTP - 2022
Talassemi -2019
ITP -2014
PNH - 2010

Aplastisk anemi — 20107
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Number of patients per 100,000
population
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2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018

SCD: 552 in 2008 and 670 in 2018, « SCD with crisis: 164 in 2008 and to 260
increase by 21%. in 2018, increase by 59%.

> |

Kijella nder_ etal Eco_no mic burde_n of sickle cell disease in Sweden: a population-
» TIF estimated around 2020 DORI0 3365/t 2028 1305041 1 2
584 individuals to have SCD
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Immigration sorted by gender and year
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Diagnoser, Specialiserad 6éppen vard, Antal patienter, Riket, Alder: 0-85+, Bada konen
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Diagnoser, Sluten vard, Antal patienter, Riket, Alder: 0-85+, Bada kénen
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Kliniska
pagaende lakemedelsstudier

- En fas 3, randomiserad,
dubbelblind,
placebokontrollerad
multicenterstudie av
ravulizumab hos vuxna och
ungdomar som har trombotisk
mikroangiopati (TMA) efter
hematopoetisk
stamcellstransplantation (HSCT)

Voxelator vid SCD - avbruten



* Prevalens
SCD / Talassemi

* Prognos

 Framtid
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SCD

50-90% dor innan fem ars alder (Am J Prev Med. 2011 Dec:41(6
Suppl 4):S398-405)

Medianoverlevnad 5 ar (8mJ,2005 Feb 26:330(7489):432—433)
20 ar (Blood. 2019;133(6):615)

Féljsamhet till Hydrea ar |ég (Medicina (Kaunas). 2024 Jan
10;60(1):124)
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Talassemi

Italiensk longitudinell studie, TDT, fodda 1970 -
1997 har foljts fram till 2020.

Overlevnaden vid 3044 okat fran 84% (fédda 1970-
1974) till 93% (fodda 1985-1997)

Risken for att do:

Hjartsjukdom (hazard ratio [HR] 4.63, 95% CI 1.78-
12.1)

Serum ferritin >1000 ng/mL (HR 15.5, 95% CI 3.52-
68.2)

Manligt kon (HR 2.75, 95% CI 0.89-8.45)
Splenektomi (HR 6.97, 95% CI 0.90-54.0)

Am J Hematol. 2023 Mar;98(3):381-387
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Transitionsfasen
SCD

13

Mortaliteten Okar: reduktion i livslangd

Samre mental halsa, neurokognitiv

dysfunktion och okad sjukdomsaktivitet

Konsumtion av inneliggande vard och

besok till akuten okar



« Stroke och kognitiv dysfunktion
* Njursvikt och hypertoni
S C D « Hjartsjukdom

Pulmonell hypertension

KOm pl | katIOn er Avaskular neckros av leder
SOm Okar Kronisk vark

Sekundar hemokromatos

Depression och depressiva
symtom
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 Medianalder 41, Medelalder 42.

13 HbSS, 1 HbSC. 4 st har HbF som
klart paverkar fenotypen.

« En avliden.
D-vitaminbrist
I Njursjukdom, Alla har forhojt GFR.

Konstaterade SCD-komplikationer hos 14 individer

SR N WAE OO~ O

v, 1. i

tminstone en har mycket
<& F» L& @ & & & & 4\% bl tisk | l y AK
F & ¥ & & &S & . & problematisk irreguljara AK.

S & O © K & & & L .

& & & & e N & « Cirka 50% tar Hydrea. 1 erytraferes
& & F (I&gt réknat)
)

» Hjartsjukdom inkl paverkan pa
hjartrum, atypisk AMI, hypertoni
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Age at first stroke and cumulative incidence of
stroke in SCD according to the type of SCD

100 —

90 —

80 —

70

Percentage without CVA

60 —

50—

I I I I I I I I
0 10 20 30 40 50 &0 70

Age (years)

Age at first stroke (ischemic or hemorrhagic) and cumulative
incidence of stroke in 2436 patients with sickle cell disease. The
graph shows the percentage of individuals without a stroke. These
data largely represent patients wha did not receive primary
prevention. The number of patients of each type is as follows:

= Hb 55 - 2346

» Hb S-beta® thalassemia - 188

» Hb S-beta* thalassemia - 184

» Hb SC disease - 839 s@
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Omarbetad: Ohene-Frempong, K, Weiner, SJ, Sleeper, LA, et al, Blood 1998; 91:288.
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Age of presentation of renal disease in
patients with sickle cell disease

el
hyposthenuria

Irreversible

hyposthenuria

proteinuria | [

Acidification defect

Palyuria

Gross hematuria
End-stage renal failure
Medullary carcinoma

[1] 10 20 30
Age, years

Saborio P, Scheinman JI. Sickle cell nephropathy. J Am Soc Nephrol 1999;
10:187
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SC D * Hjartsjukdom
Komplikationer Pulmonell hypertension

 Avaskular neckros av

som okar edor

* Kronisk vark
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SCD  Avaskular neckros av
Komplikationer leder

som Okar  Kronisk vark
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Specialistcentra?

Genterapi? Nya lakemedel?

Framtid

Nyfoddhetsscreening?

Transitionsmottagningar
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