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I'emoauTyeckue anemuu (I'A)
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[[eMorAobuHoONaTUMU

KauyecTBeHHbIe KoAnyecTBeHHbIE
N3meHeHUe
3ameHa AK B CKOpPOCTU CMHTE3a
Mrid, a- Au - uenem

rAOOMHa



[[emorano6buH (Hb)

Hemoglobin Molecule
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Buabl remoraobumHa

Tunbl Hb CocTaB NnenTnAHbIX Llenewu
A1 a2f32
A2 0262
F o2y2
H B4

Adult hemoglobin Fetal hemoglobin
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Taaaccemus
2TO rpynna

HaCA€ACTBEHHbIX

3ab0AE€BaHUMN KPOBM C

roMo- AU

reTepo3UroTHbIM TUMOM
HaCAeAOBaHMUs, Normal
XapaKTepU3yoLascs
HapyLleHMeM BbIpaboTKM
reMorAo6mHa.

Thalassaemia



Thalassemia

Normal Thalassemia
Malformed
red blood cell
Red Blood Cell
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Buabl TaAacceMum

a-Tasnaccemus (4 GOpPMbI TSXKECTH)

B-Tanaccemus (thalassemia minima, minor
M major)

Thalassemia major ( 6oAe3Hb Kyan) —
camas TsXKeAas, TOMO3UroTHasa ¢popma
HaCAEACTBEHHOMW MAaTOAOIMUM.



O-Ta/laCCeMUNHA

Alpha-thalassemia Genetics and Clinical Consequences
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[[emoraobuH H

B cBs3M ¢ HeCTaBUABHOCTbIO 3TOro reMorAobmHa u
BbIMAAEHMEM €ro B OCAAOK UMEIOTCS MPU3HAKM He
TOAbKO He3pPEKTMBHOINO KPOBETBOPEHMS, HO U
BbIPa’>KEHHOIO pa3pyLUeHUs S3pUTPOLMTOB
nepmpepruyYeCcKomn KpoBHM.



B-Tanaccemus

With a mutation on one of the two \l’

B-globin genes, a carrier is formed p-gene from father
— I |- gcne from mother

with lower protein production, but /I\

enough hemoglobin

Without a mutation

enough Hemoglobin
a [3
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No thalassemia
carrier

With one mutation

less Hemoglobin
u [}
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fi-thalassemia carrier
without illness, but less
hemoglobin (slight
aneamia)

With two mutations
no [i-globin
(l
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*
f-thalassemia major
patient with severe
aneamia
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>Karobbl

[[oAOBHblE HOAU

[ oAOBOKpY>KEHMe
LLlym B ywax
CaabocTb
YToMASEMOCTb



KAMHMYeCcKan KapTUHa

" ————
Anemia Normal blood

HopmansHas ceneseHka YBenuyexHas ceneseHka



boAe3Hb Kyan
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AnarHoctuka

JnekTpodopes (BbIABUTb MNOBbILIEHHOE
cogep>xaHue Tunos Hb)

® H-ppakumsa Hb - a-Tanaccemms
® F- nA2-dppakuunm - B-Tanaccemunsn

Tunbl Hb CocTaB NnenTuAHbIX Leneun
A1 a2f2
A2 262
F a2y2
B4




AnarHocTumka

AHaAM3 KpOBM

e ¢ ¢ ¢ \ \ N\ o

[lokazaTeAb Hb

| 10-120 r/A (thalassemia minima)

90-100 r/A (thalassemia minor)

70-80 r/A (a-Tanaccemms)

[ MnoxpomHas aHemus (LI = 0,5-0,7)
PeTtukyaroumnTos

CoaAeprKaHue eAe3a NOBbILEHO UAU HOpMa

[loBbiweHWe ypoBHS BUAMPYOUMHA (HenpaAMon dpaKLum)



AnarHocTumka

AHaauz kpoeu ( Thalassemia major )
[Mnoxpomus aputpountos (LLIM=0,5 u Huxke)
MukpouuTapHas aHemusa(d Ip=|7,2-7,5MKm)

CoaeprkaHue remoraobmHa cHuxkaetca Ao 30-50 r/a
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/A\eyeHue

[lpu TaxxeAoM popme - peryasipHOe nepeAnBaHUE KPOBU
WAU SPUTPOLIUTAPHOU MaCChl

E)KeAHeBHOG BBEAEHUE XEAATA KEAE3A

Ecan Y3 nokasbiBaeT CAULLKOM YBEAMYEHHYIO CEAE3EHKY,
TO NMPOMU3BOASIT €€ YAAAEHUE (HE AEAAIOT AETSIM AO
NSTUAETHEro BO3pacTa)

HeobxoarMo BBECTU B CBOM paLlMOH MPOAYKTHI,
CHUXKaloLLMe BCacbiBaHME XKeAe3a (opexu, Colo, Yal, Kakao),
NPUHUMATb AaCKOPOMHOBYIO KUCAOTY

[lepecapka KOCTHOro MO3ra, HO AOHOpPa AASl AQHHOM
NpoueAypbl HAUTU OYEHb CAOXKHO



[lporHos

K 60AbLLIOM)’ COXaA€HUIO, TaAaCCEMUNA B HaCTOALLEE
BpPEMA OTHOCUTCA K TEM 3&60A€B&HMFIM, C KOTOPbIMH
HayKa elwe HE HAaYYUAQACb CINPaBAATbCAH. MOo>HO TOAbKO B

KaKOU-TO CTEMNEeHMU AEPXaTb €€ MNOoA KOHTPOAeM

- / S=ai & <t




Bonpocei:

Npu HapywieHMHn KaKOro KoAMYecTBa reHoB popmMmmpyeTcs
remoraobuHonarTusa H?

a) 2

by 3

o 4

Kakasa ¢pakuumsa Hb He BbisBasieTcs npu B-Tanaccemusn?
a) Al

by A2

c) F

Npu kakoM 3a60AeBaHuMU TpebyeTca NnepecapKa KOCTHOrO
mosra?

a)  Thalassemia major
b)  Thalassemia minor

c) [omosuroTHasa popma B-Tanaccemmmn



