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Actin
and 4.1
Tropomyosin P S B

Spectrin

Glycophorin A




EpvOporxvrrapiny usuppavy

OTTOTEAELTOL O7TO KIVI|TA, OCOUUUETPO KOTOVEUT|UEVO ALTLOLO,
KOl TPOTEIVES

— Aumiora 50% Tov Bapovg O,
—C—coo®@
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TG pepfpavng =
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[Ipwrteives epolporvTropikng
HEUppavng

* "Exovv Ppedel nepimov 300 TpmTEiveg
* [Toapovoralovy HeYaA ETEPOYEVELN (DS TPOS
TIS AELTOVPYLES TOVS
* A0 avTéS povo Yo 1o 15% yvopiCovue
— 11 0¢on TOVS
— KATOLEG 00 TIS OAANAETIOPAGELS TOVS UE GALES
TPOTEIVES

— T1] AELTOVPYLN TOVS



lIpwreivikny cvotoaciy
EPLOpOKVTTAPIKNG UEUPPAVYS

O TPOTEIVES OLOKPLVOVTUL GE:

MEMBRANE-
_ SIGX(DPOI’)V ﬁ 51(17'58[)\’01’)\’ ™m TRANSMEMBRANE ~ ASSOCIATED LIPID-LINKED PROTEIN-ATTACHED

ourhooTIfdoo TV MTIOLMV
* Ileprpeperakeg

— QAANAETIOPOVV pE TPMTEIVES KO MTtiota ljf{;‘;r
ot HEUPpaviKT) ETPAVELR AALD OEV
EIGY®POVV GTO MTIOIKO TLPTVAL
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Atoauesuppovikeg

"Exovv yopoxtnpreetl = S0

* yAvko@opiveg A,.B,C.D

* Covn 3 (o otaviog
ovToALOYN S OVIOVTOV, AE]D)

* Rh ko1 RhAG




Heprpepetarss

YREKTPIVY
AyKvpivn
AKTIVY
Ipmteivn 4.1
Ipwteivn 4.2

Aoovoivn
AgpaTivn
Tpomopvocivn
Tpomopovioviivn



Opyavwen ueuppovikov GKEAETOD

Band 3 complex

A
i
cp /W
m | |47 /ﬂ ;
%
i
GPA\“ | GPA
Hemlchrome/ \——g <A Aldolase

PFK
GAPDH RhAG

Self
association site

eoxy Hb

4.1R complex

Adducin

Dematin

Tropomodulin

Tropomyosin
Actin
protofilament




Zovy 3 (band 3)
25-30% TV TpOTEIVOV TNGS nepPpavng
1.2X10° avtiypo@o ave KOTTOPO
911 apvoiea
Xpopocopa 17g21-qter
I'AvkoQviiopévn oty Asn-642
4-20% eTEpolVYMTES KOLVOD TOAVOPPLGLOV
¢ covc 3 (band 3 Memphis, Lys..—» Glu)
AVO TEPLOYES UE OLOPOPETIKES AELTOVPYIES
— 43Kd N-teMkn (apwvoéca 1-359)
— 52Kd C-rehkn (apwvocea 360-911)



Movtéiro epvOporvTTOpIKoD 010040V
avroliayns aviovrwy (AE1)




2reKTpivy (Sp)

KUPLO GKEAETIKO GVGTUTIKO

70 50-70% TG GKEAETIKN G HACHS

2X10° wepimov avTiypoQO 0V KOTTUPO
OTTOTEALELTOL OO OVO TOAVTETTIOIKES OAVGLOES

OOUIK( OLOKPITES
— 0-Sp, 240Kd
— B-Sp, 220Kd



0 — oeKTPIvy (a-Sp)

* 2429 apwvoéo,
* yoviolo SPTAI1
* ypopoocono 1q22-g23



p-ornexTpivy (h —-Sp)

* 2137 apwvoiéo,
* yovioro SPTB
* ypopoocono 14q23-q24.2



Aykvpivn (Ankl)

neyain (206Kd), Topoptoo£1000S GYNMUOTOS
TPOTEIVN

1880 apvoica

Ypopocons Spll.2

ALOLPEITOL 6€ 3 YOUOOPVATIKES TEPLOYES

— 89Kd N-teMkn (apwvoica 2-827)

— 62Kd weproym (apvoica 828-1382)

— 55Kd C-tehkn weproym



lIpwreivn 4.1

c@aupkn tpoteiv MB 66Kd (80Kd o SDS-PAGE)
Ypopocouo 1q32-1ptr
vrapyovv 2X10° avriypaea ava pvopo
ov0 woonop@PéS 4.1b kot 4.1a (amaptveoon tnc Asn 502)
atoTEAELTOL OT0 4 YVUOOPVATIKES TEPLOYES
— 30Kd (N-tehko)
yAvko@opivn A kot C, Covn3, KGAROVTOUALYY
— 16Kd
* 0o PMGPOPLVAMMGG
— 10Kd
* OTMEKTPIVY], OKTIVY

— 22-24Kd (C-telKO0)



Ilpwzeivy 4.2 (moliioivy)
AmoteAel 10 5% tov Papovg g pepPpavng

Y napyovv wepimov 2X10° aviiypaea avd epvOpo
AmoteAeitar amd 721 apvocea (MB 72Kd)
Xpouocouo 15gql15-g21

Agv €yel TPOGOLOPIOTEL 1] KOPLOL AELTOVPYIOL TNC

2UVOEETOL LIE TNV KLTTAPOTAUGLOTIKT] TEPLOYN
™G CovNg 3

2UUUETEYEL 0TN 6TOOEPOTOINGT TNEC GVUVOEGTG
aykvpivng Covng 3



ALOTOPUYES EPLOPOKVTTUPIKNG
pepppovng

* Kinpovouikn cQolpoKuTTapm®O
* Kinpovouikn eAAEImTOKVTTOP®ON

* Notwoovatolikn Acratikn OfarlokvTTapmon
(SAO)



Kinypovouikny copaiporvrropwaon

Etepoyeviic ogada aipoAUTIKWY avaipgiwy

* AocvuntOUOTIKOVEC POpEic Emc acbeveic ue Papid avorpuio

+ XdpakThploTIKA HopoAoyia epuBpuwv
(opaipoKUTTAPA)

* EmKpaTouvTa Kadl UTTOAEITTOHEVO TUTIO
KANPOVOUIKOTNTAC

* KoAn avtomokpion 6T GTANVEKTOUN



GPOIPOKVTTAPO




CPAIPOKVTTOPO,




Emikporyon (prevalence) ko I svetiky

» eppavileTal ge Olec Tic GLAEC Kot Olo To £0vn
> 101aiTepa ouxVvin o€ AaoUc The B. Eupwrng
> EMIKPATNOT 6€ 0WTOV ToV TANBVouo givar 1:5000

> 10 75% €00V 0VTOCOUIKO ETIKPATOOVTO TOTTO
KANPOVOUIKOTNTOG

> 10 25% £Yovv VTOAETONEVO TOTTO 1) PEPOVV VEEC
LETOAAACELC.



Kiwvikn sikova

* Avauia )
* ‘Iktepoc > Tomwkn KX

* YTANVOUEYOAiD
[Toowkn nAio — avopio, — OLOAEIT®V TKTEPOC
Neoyvikn nAucio — iktepog evioc v Tpotov 48h
Coo0eveELC ACLUTTOUATIKOL

20-30% < YOPIS Voo

N0 AVTIPPOTOVUEVT] OLLULOAVGT

“ehappd oTAnvoueyaiio



Kiwikoi tomor tyg K2

> Z10mnAOC eopéac
» 'Hmo KX
> Mértpla
> Metpinc cofopn
> Yofopn



21WTNLOS POPEAS

Hb (g/dL)
AEK (%)
XoiepvOpivn (mg/dL)
Sp (%)
Mop@oAoyio epvBpmv
QoumTIKN aVTioTOoN
— Xopic emmoon
— Metd and enmoon

dvcloloyikn
1-3
0-1
100
dvcloloyikn

dvcroroyikn
EAappmc emtnpeacuevn



Hmio cpaiporvrropwon

Hb (g/dL) 11-15
AEK (%) 3-8
XoiepvOpivn (mg/dL) 1-2

Sp (%) 80-100

Mopeoroyia epupov  Alya cparpokvTTOpQ
QCUOTIKN OVTIOTOO

— X0pic Emmao K® 1 Atyo ennpeacuévn
— Metd amo enwacn  EAattouévn



MeTpra cpaipoxvTTopwon

Hb (g/dL)

AEK (%)

XoiepvOpivn (mg/dL)
Sp (%)

Mop@oAoyio epvBpmv
QCUOTIKN OVTIOTOO
— X0pic Emmao

— Meta om0 emmaon

8-12

>8

>)

50-80
2PoPOKVTTUP

EAattouévn
EAattouévn



MeTpiwc copopn cpaipokvTTapcly

Hb (g/dL) 6-8
AEK (%) >10
XohepvOpivn (mg/dL) 2-3
Sp (%) 40-80

Mopporoyia epuOpov  ZearpoxvTTUPO
QCUOTIKN OVTIOTOO

— Xmpic emmoon 2NUOVTIKA EAATTOUEVT
— Metd amo enmacn ZNUOVTIKG EAATTOUEVT



2ofapn ceaipoKLTTAPWGH

Hb (g/dL) <6
AEK (%) >10
XohepvOpivn (mg/dL) >3

Sp (%) 20-50

Mopporoyia epppov  Zaipo & ToKIloKOTTUPO!
QCUOTIKN OVTIOTOO

— Xmpic emmoon 2NUOVTIKA EAQTTOUEVT

— Metd ano enwaon  IIapa moAD elatTOUEVN



Eminiokec

* Kpioeig
— ALHOAVTIKEG
— ATAOOTIKES
— MeyorhoPrLooTIKES

* XorloMmOioon
— AvEavel 40-50% amo T 21 6TV S1) 0EKAETLO TNG
Comg



Mopioxég profec Ty TpOTEIVOV
THS pepppavys oty K2

MepovOUEVO ELAELUIO GTTEKTPIVIG
YUVOVUGUEVO EAAEIUNO  OTEKTPIVIIG KO
OYKVPIVIG

‘EAxleippo Covng 3

‘EAleyppo tnc npoteivng 4.2



HaBopvoroioyia eileiuuotog
UEUPPOVIKNG ETIPAVELOS

aTELEVOEPWON UEUPPAVIKDY KOGTIOIWV

ateAEV0EP OO MoK S OTIPO0C, AOY® NELMUEVNS

VTOGTNPLENS TOV VTOUEUPPAVIKOUV GKEAETOV



HabBopvoroloyia eileiuuotog
UEUPPOVIKNG ETIPAVELOS

"Ereyupa Covne 3 (band 3 deficiency)

> N aOENoen TOV TEPLOYOV TNG HEpPpavnc ne psiopévy
TOKVOTNTO owueufpavikov copatotov (IMPs), &xeu
MG OTOTELEGNO TNV ATELEVOEPMOGN TOVS 0O TO KUTTUPO

> 1N EV6OUATOGN TOV Madiov otn pepppavn, amorrei
™V mapovecio Lovns 3

> BraPeg oymuotiopod teTpopspdv OV 3 | 60voEoNG
TETPUUEPOV COVNS 3 nE TNV ayKLPLVY

YO QP ovvoEs)] TNG OWAOGTIPAO0S TV MTOLOV GTOV
KUTTOPOGKELETO KUl GUVETMS TNV AreAEVOEPp®ON pepPpavikov
TUNRATOV



HabOopvoiroloyia

Splenic
macrophage

Spherocyle




Kiypovouikny Elicinroxvrropwon (HE)

Mop@oroyikn Kotatocn HE
* Kown Kinpovopuirkn EAAairToxvTTapmon

* XpapoxvtTopik) HE

* NotioavaTtoAikn ACIOTIKN
OpBaAokutTapwon (SAO)



Kwvirxot pawvoromor

* Kow1 kAnpovouikn EAAETTOKVTTOPMOO
— Etepolvyoc kowviy HE
— Opocvyog kowvny HE
— Kinpovourkn mowkiroxkvttapomon (HPP)

* Yoorpokvttopikn HE

* NoTioavaToAlKr) AGIOTIKN
OBaAokuTTapWON



Etepolvyoc Koy HE

X1OTNA0S QPOPEAS

‘Hmo HE

Kown HE peg ypovia arpoivon
Kown HE peg onopoowkn) aipoivon
HE pe veoyviki] molKiA OKVTTOPMOT



Koroaotroon 2iwaniov popéa
DvcloroyIKn popeoroyia epvBpwv

Xopic eVOEIEEIC apOAVLONC

Mewopévn Oepuikn otabepotnta epvbpmv

Melouevn unyovikn ctobepotnta
OTTOLLOVOUEVOV KVTTOUPOCKEAETMV

AVENUEVO KAAGLLOL OLLEPDV GTTEKTPIVIG

[TaBoAoy1KOVE YAPTEC TEMTIOIWV GTEKTPIVNG
LeTA oo enidpact Opuyivng



Hmo HE
Yovn0¢otepog KMvikog Tomog TS HE
AGCUVUTTONUTIKOL 060EVELS
XOPIS avoLule, KoL GTTANVOUEY 0L,
"Hmo avtippomovuevn aipoivon
EAo@pa otkTvoEPpLOpPOKVTTAP®ON
Meimuéva ETITEON UTTOGCPULPLYDV
Mop@oroyio pvOp@V

— EAheuntokvtTapa 30-100%






Kown HE ue ypovia aipuolocny

2.03apoTepn popen TS koivne HE
KaBoAou N ATTia avaiuia
AIKTUOEPUBPOKUTTAPWON
Mop@oAoyia epuBpwv e

— eANAEITTTOKUTTOPA

— budding cells

— BpavopaTta epubpwv

— bizarre poikilocytes

Paivétuttoc aoBevwyv arE/altELY



Kown HE ue oropaoikny aiuoiven (1)

[Tapatnpeital un avTippPoOTOVUEVTY] dLOA VO
O€ KOTAUOGTAGELC OTTMC:

IIKN NTTaTITIOq

Kippwaon

AoIwdN YOVOTTUPNVWON
BaKTNPIOKEC WOAUVOEIC
e\ovoaia



Kown HE ue oropaoiky aiwuoiven (2)

AluOALGT TTOPATPEITOL ETIONC GE:

* Kataotaoelg Opoufomevikne moppupac

* ATOpPPIYNG VEPPIKOD LOCYEVUATOC LLE ETITAOKT)
OLAYLTNC EVOOLYYELNKNG TTNENC

> chlewmToOKVTTUPO EVUIGONTA GE
HKpoayyetomoOnTikng Prafn

* [ yvootove AOYoug 6N Vv:
— Eyxouocuvn
—"EAretyn Prrapivne B,,



HE ue veoyvikn moikilokvrropwaen (1)
Neoyva ue "Mma ko) HE” ota tpota otdota
NG CONG TOVG ELPAVICOVV:

* Metplo apOALTIKT] avopior

* 'Iktepo

* Mop@poAroyia epuBpmv ne

— EAMEWTTOKVTTOPO,
— Opavopato pOpOV
— TOLKIAOKVTTOPO

O évag yoviog €xet kowvn HE



HE ue veoyvikn moikilokvrrapwaon (2)

* Mg v mdpooo ToL YPOVOL EUPAVIOT
"Mmog kotvnc HE”

* IIeplooog petdPaonc 4 unveg €mg 2 ypovia

» [TiBavn artioloyio

T 2,3DPG ota euPpoika epupd, Aoym un
ovvdeonc pe tnv HbF L amostafeporoinon
CLUTAOKOV omeKTpivnc/axtivng tpmteivng 4.1



Ouolvyn EileimroxvrTdpwon

Bapua eCaptopevn 0mo HETOYYIGELS
OLULOAVTIKT] OVOLULLOL
Mop@olroyio epvOpov ue
— Opovopata pvOpOV

— TOIKIAOKVTTOPO.

— GQULIPOKVTTOPO

— EMAETTOKVTTOPU

Ko avromokpion ot
GITANVEKTOUN
AVOoKOAD oraympiieTon oo Ty HPP



Kinpovouixny woporoixilokvrrapwaeny (HPP) (1)

20Bap1) aHoALTIKN avaiuio
(Hb 4.0 — 8.0 g/dL)
Y nepyoiepvOptvorpio Kotd T VEOYVIKN
TEPLO00
XTANVouEyoAal
XopOKTNPIGTIKT) LOPPOAOYia EpLOPpDV

—  ONUOVTIKN TOKIAOKLTTAPMON

— bizarre red cell

— Opavcpata epvfpmv

— Alya 1 kaBoAov eldetntokOTTOpO!
— Myo cpopoxvTTOp
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Kiypovouikn noponoixiLokvtropwaen (2)

2NUovTikn wKkpokvttdpwon (MCV 25 — 751L)
[TOAD EmNPEACUEVT OGUMOTIKY AVTIGTOON
AvENUEVT O TOOLLOAVGT

EpvBpd evaicOnta otn Oepuotnto

— ®pavon otovg 45 - 46°C (puororoyika 49°C)
KoAn avtamOKpion 611 GTANVEKTOUN



HPP petd amo 0Eppavon




Kinypovouixkny wopomoixiLoxvrropwaen (3)

MeTa T omANnvVEKTOUN

» YNUOVTIKY UEIMOT OIOAVONG
« Hb 10.0 — 14.0 g/dL

* AEK 3 —-10%



Kiypovouixn moponoixiLokvotropwaon
(HPP)

Moprakég BAaPBec tng HPP

‘Evac yovioc @éEpel petdAracn g a-Sp
O GAAOG £yl EAMAELUUO OTTEKTPIVIG

OpolvymTec 1] OUTAOL £TEPOLVYMTEC Y1
OOMIKEG BAGPec TN omekTpivig



Broynuixsg plapec tnc kowwns HE

* BLaPec otnv
QVTOGVYKPOTI|GY) TNG
GTTEKTPIVIG

— MeTaAhacers Tng o-Sp
— Mervairacerg e B-Sp

]
l‘mh TinH

* BlaPeg tnc tpmteivng 4.1
— éhdelupo TG TpmTEIvC 4.1
"Bpaydtepn” Tpwzeivy 4.1

— wpoTEIvN 4.1 vyniov
[opPLoKov Papovg



llpwreivireg pLropeg oTny
KAnpovouixn EALsimtoxottopmor

* O-CTEKTPIVY 65%
* B-omekTpivn 30%
* tpwteivn 4.1 3%



Meroilocelc twv kAnpovouikwy
ueuppovoroleimy

ayKvpivn 0-GTEKTPIV Covn 3 (band 3)

Covn 3 (band 3) B-omexTpivn

npwteivn 4.2 npoteivn 4.1

Q-GTEKTPIVN

B-omexTpivn

courAoko Rh




NOTIOANATOAIKH ASIATIKH
OBAAOKYTTAPQXH (SAO) (1)

AGUUTTOUOTIKN
Emikpatovvia TOTO KANPOVOUIKOTNTOC

[Teowvéc 10ayevelc UALS, 1O10UTEPQ GTN
Melavnoio ko T Moioioia

[ToAV axaumta epvOpoKLTTOPO TOL
OVTIGTEKOVTOL GTNV EIGPOAT] TOV TOPOUCITWOV
NG EAOVOGILOG



NOTIOANATOAIKH AXIATIKH
OBAAOKYTTAPQXH (2)

Alyn 1 kaOoAr0v avorplo 1 GLpLOAVGY
OcppooviekTika gpvOpa

Movoolkn pop@oroyio EpLOpV

Etepoluy®Tes Y100 000 NETAALACELS TS COVNG 3
in cis

— EAlewyn 9 kookoviov (apwvoiea 400 — 408)

— Avrikataotaon ¢ Lys., —» Glu (band 3 Memphis)






Xoapokvttoptkn HE (1)

Darvotvmiko vPpioto ¢ kowvne HE kol tne HS
Avtumpocmnevel o 5% tov aclevov pe HE
‘Hmo Eo¢ pétpra opoAvon

Mop@poroyia epvOpwv

— Aty uKkpogALeImTOKOTTOPO!

— 2PU1POKVTTOP

— MikpocpoaipokivtTOpo

“* Oy1 ToIKIAOKVTTOPA Kot Opadouata epudpmdv



Ypapokvttopikn HE (2)

* AvEnuévn oou@TIKN evdpovetotnTo
* XO0pUKTNPLGTIKT] O0OKLHOGLO CVTOULHOAVGNG
* H noBoroyia Tov ominva ppeitor tnv HS

* Ayvootn poprokn PAapn

“*ELdyiotol acheveic ivor duthoi etepolvymtec
HE xon HS



* BLaPec B-omekTpivig

* 'Ellewppo Covng 3

2voyétion Broynuikng BAafnc —
HoppoLoyias epvlpav

(band 3)




MeBoooloyia (1)

*I'sviKn olpaToc, HopPoroyia EpLOpYV
‘AEK
*Aneon Coombs™
*QoumTIKN 0vTicTOc] EPLOpPpOV
—XOPIS EXTMUCT
—Meta 0o ermacn otovg 37°C emi 24 ®pEg

* Movo oty KX



MeOoooloyia (2)

Fe opov

Depprrivn 0pov

XoAepvOpivn 0pov

Avaivon wpoTEIVOY 6€ SDS-PAGE

— 3.5-17% xozta Fairbanks
— 5-15% xoto Laemmli

IokvopeTpikn avaivon TpOTEIVOY 6T0 S40nm
Avaiven DNA



Eowxny ueboooloyio yio HE

Anoundvmon orektpiving otovg 0°C
Awoywpiopnoc SpD kol SpT o€ un
OTTOOLOTOKTIKO TTNKTM L0, UKPUAOLLLTIONG
ITepropropevn mweyn SpD e Opvyivn
Avaivon tov tentiov o€ SDS-PAGE

[TukvoueTpikny avAAVGT TETTIOLWV GTO
540nm



EpvOporvtrapikés napaustpor

SEG#H noanyoy
TIME n9: 47
SYS# oan

I Hoonn

#1603/ WBC
x108/pl. REC
g/dL  HGB
% HCT
MEY
FCH. =
MCHC -
¥ RDM
g-dL HD
w103 ,,’J_ll_ FLT
fL
“ ' : RBC VOLUME
s : : CO-200 L3

P S e |
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Kounviec wouwtiknyg avricroong
EPLOp v

Severg HS '——
Mormal
Range

Typical HS--—;,
F4
;

: il
Tail /

% SALINE CONCENTRATION



Avaiven mpwteivayv ce SDS-PAGE

approximate
molecular
weight

i 240,000 :
220,000 —mmmmm-— [} spectrin
210,000 “~ankyrin

_ospectrin

100,000 ._ band 3

82,000 = — hand 4.1
]

Band 4.2

43,000 —mmmmm—— actin

(A) (B)

Figure 10-29. Molecular Biology of the Cell, 4th Edition.

3.5-17% xatd Fairbanks

5-15% xatd Laecmmli



Hvokvoustpixkny avalocny TpwTeivay




Hvkvoustpikny availocny TpwTeivay




Ataywpiouog owuepwv (SpD) wkou
teTtpoucpwyv (Sp1) onextpivyg




llerTi01KY Gvaivon crEKTPIVYC

1/80
a (11/74

al/65

aI/SO

V/41
() } al/78
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