





FEMOJAUTHYECKHE AHEMUM

- COCTOSIHUSI, BO3HUKAIOIIYE B
pe3yJbTaTe

npeoOIagaHus

pa3pylIcHUuA BT Hag ux
IIPOU3BOACTBOM.



Ilpy I'A IpOUCXOINT:
® lIpexaeBpeMEeHHOE

pa3pylLICHUE SPUTPOIIUTOB,
® HHakomieHue NpoayKTOB
MeTaooam3ma Hb,
® 3aMETHOE BO3PACTAHUE
SPUTPOIN0I3a B KOCTHOM MO3TE.
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BAPUAHTBI DHIOBACKYJISIPOTO TEMOJN3A

Mexanuueckuii

Korma HopMaiabHBIE
SPUTPOLMTHI HOBPEKICHDI

MCXAHHNYUYCCKH wnm
TpOM6aMI/I BHYTpU

CUCTCMbI MUKPOLUPKYJIAIINNA.



MexaHuueckue cepoeyHvle
KJ1anaHul;
mpomowl

8 cucmeme MUKpOUUPKYIAUUU

( Hanpumep, npu MpPoMO0-2emMoppazuiecKom

cunopome)

paspyuienue pumpouumoe

MHKPOAHTHOIIATHYECKASA, S.
MexXaHnvdeckad, I'A.




Komniaemenm

ONOCPEOOBAHHBLU JIUZUC

(1) AHTHTE103ABUCUMBIN

(mepeJiMBaHUE HECOBMECCTUMOM
kpoBu, 'bH), a MOKeT ObITh

(2) AnturenoHEC3aBucumerii
(IIHI, 0-up MapkuadaBa-MukeJn)



[Tapokcu3ManpHasi HOUHAT TEMONIOOYHHYPUST
(IIHI, 6-up MapkuadaBa — Mukenn)
bOJIE3HbB bBbIJIA T1O/IPOBHO OIIMCAHA B

1928T. MARCHIAFAVA (1847 — 1935)T10]

HA3BBAHUEM «'EMOJIHTHYECKAS
AHEMMHA C IOCTOSIHHOH
T'EMOCH/JEPHHYPHEH», 3ATEM B TOM

XKETORY MICHELIL

ObIEE PACITPOCTPAHEHHOE
HA3BAHUE 3ABOJIEBAHWA

«(ITAPOKCHUIMAJIBHA




IHamoecenes:

IIpuoOpeTreHHas coMaTu4YecKas
myTanuda (red PIG, X-xpoMmocoma)

MHOABJICHHNC B KOCTHOM MO31¢ KJIOHOB

EI‘, L, 1Y, umeromux  anomanurc

2NIUKAH-UHO3UMON-(hochamuoa
1IM



AHOMAJIUS HE ITO3BOJIACT
HOPMAaJIbHO a0COPOMPOBATH
CHIBOPOTOYHBIA HHTHOUTOP

KOMILJIEMEHTA —

oenoxk DAF

(Decay Accelemting Factor for
complement (antigen CDJ535)



CD55 (DAF)- ¢paxmop ycxopennoii ouccoyuayuu

(3-KoHeepma3pl — 510 MIMKONPOTEUH ¢ MOJIEKYIIAPHON MACCOM
70 xJ1a, cocTosimuii u3 319 aMUHOKNCIIOT .

Tak xkak DAF 3a9KOpeH Ha KICTOYHOU
MEMOpAHE 3a CUET

SNIUKAH-UHO3UMOA-hocchamuoa
( 2NIUKO3UNGDOCHamuouIuHo3umond ) , IIPU MyTallusiX,

KOTOPBIE CHUKAKOT YPOBEHB 3TOI0 JIMIKIA, KOJTHIECTBO
DAF na memOpane CHM)KACTCS

KJIETKH C HU3KUM YPOBHEM DAl MOABEPrarOTCs
KOMILJIEMEHT-0II0OCPEAOBAHHOMY I'€MOJIN3Y.



AKTHUBAIUI KOMILJIEMEHTA
qale IpOUCXOIUT
AJIBTCPHATUBHO (axmop P -
Properdin) 1 IPOBOIIUPYETCH

auuoo30M U
CUNEepKanHuel.



Properdin- i haxkmop P, — rnobynsapHbii
OENoK CbIBOPOTKU KPOBW BEICIIHNX KUBOTHEIX.

Kak KOMIIOHEHT aJIbTEPHATUBHOI'O YT
AKTUBALIMM KOMILIEMEHTA ( «IIPOHepaUHOBBIM
yTb»), haxmop P 00pa3yeT KOMIUICKCHI C
oenmxom C3D, 9T0 cTaOMIM3UpYyeET
C3-KOHBePTAa3y, pacIeIISIONTYO
C3-KOMIIOHEHT CHCTE€MbI KOMILJIEMCHTA.




Kaunuka:
BBIACJICHUE KPACHO-
KOPUYHEBOU MOYH

OCJIC IPOOYKICHHUS.



In vitro MOXHO
CIIPOBOLIMPOBATH I'E€MOJIN3
OJIKMCJICHUEM CBIBOPOTKHU
(npoba Xoma, pH 6,4) nnu
100aBJICHUEM B CBIBOPOTKY

caxapo3bl B KUCJIOM (pH 6,4)
oydepe (caxapos3nas npoba).



AJI®, ocBoOOK1aeMasd U3 LI u

Rtz (') [IpU I'EMOJIN3E, a TAKIKE -

COIEPKUMOE PaspylIaronmxcs 11,

AKTUBUPYIOT TPOMOOOOPA30BaAHHUE
U co3maroT y 0onbHbIX [THI

TPOMOO(DUIINIECCKOE
COCTOSIHUE:



y HAX 4aCTO OBIBACT
cunopom baoo-Kuapu

(TPOMOO3 NEUEHOYHBIX
HUOKHEU [IOJION BEH),

MpomM0O03 opuvisiceeuvix e
n V.porta.




TpomOoTHUECKHE
OCJIOKHEHUS —
Haubonee yvacmas
npuyuna cmepmu (50%)

npu Oon1e3HuU
Mapxkuadaba — Mukem.



U3MEHEHUS XapaKTEPHBbI

11 TIOYEK. el

3HaunTE IbHbIE 9@10}1{%‘}@1}1 ,
reMOCHJICpHHA B ;
KaHaJblax ‘ /'C"
(KOKCIIE3CHHUE» DIIUTEINS
U3BUTHIX KaHAJILIICB).
XOpOIIo BUAECH
HeH3MeHeHHH§’I,
KJIyOOY€K. :,- A\

| R |

.




MOCJAEJICTBUS SHIOBACKYISIPHOIO TEMOJIN3A

I'EMOJIN3
HDb - emusn

cessbiBanne Hb ¢ Hp
CHUXKEHHUE YPOBHIA

Hp cuiBoPOTKN.



[To mepe ucromenus Hp
HecBsI3anHbid Hb 4gactuuno

okucigercs no metHb
n Hb, m metHb unmyt

yepes MOYKU B MOUY

Hb-ypus » metHb-ypus.




Eclii DKCKPETOPHAS CIIOCOOHOCTh TIOYEK

IIPCBBIIIICHA,
CBOOOJIHBIC I'PYIIILI F'eMa
u3 3ajepxkaHHbix Met-Hb - komrmmiekcoB
COCOUHSIOTCS C aJIbOYMHUHOM H Jai0T
Mem-2emM-ailb OyMUHEMUIO,
00yCJI0BIMBASI KPACHO-KOPUYHEBbIN
IIBET KPOBH.




Peabcopoums Hb kiaeTkamu
[IPOKCUMAJIbHBIX KaHAJIbILIEB
O0CBOOOKAEHME Kejle3a =
reMOCHIEPO3 KJICTOK
KAHAJBIEeBOI0 YIUTEIUS
CJIYILIMBAHUE KJICTOK
KAHAJIbLEBOIO YIIUTEINS B MOUY
lemocuepuHypu.




I'EMOJIAU3

YCHIICHHUE META00JIM3Ma

I'CMad

bUJINPYBbUHEMUWUS

KEJITYXA n
YPOBUW/INHYPUS
(bui > 85 MKMOIB/J1)



MOCJEACTBUSI SKCTPABACKYIISIPHOTO TEMOJIU3A

BHecocyaucThIH
I'CMOJIN3 nMeeT MECTO,

korga KT moBpexaeHnr u

MeHee, YeM B HopMe,
CIIOCOOHBI K
nepopmManuam:



HeT Hb-emun u
Hb — ypumn

VeuiieH katabonmusm Br

daromuramu || AHCMU S
KeJITyxa




HeKoTopoe KOJIMYECTBO

HDb yckonrzaer u3
daromuroB [ | ypoBHu Hp
MJ1a3Mbl BCErja
YMCHBIICHBI




yCHHeHHLIP’I

YPUTPOPAroLUATO3
rUnepTpOPUs CUCTEMBI
MOHOHYKJICAPHBIX (DAarolmMTOB

CIIJICHOMCI dJIU




TPH HPU3HAKA TEMOJIM3A IPH TA

@ YMeHbIIICHUE YPOBHEN
rartornoonHa (Hp) rmna3mel

@ [ToBblnieHue ypoBHEH
bunupyonna (bun)

@ CHmxeHue OCMOTHYECKOU
cToukoctu Er



Kpome Toro, ajst I'A XxapaKTepHO:
pE3Kask CTUMYJIALINA

npoaykuuu Kpo

nHopmoOiracroz KM

PETUKYJIOLIMTO3
nepu@epruuecCKOr KpoOBU



BBICOKHE YPOBHH b1
GOpMHUPOBAHNE TUTMCHTHBIX

KaMHEH (X0J1eJIMTHUAa3),
10 MEPE XPOHU3ALUU PA3BUBACTCS
reMoCuaepo3, OOBIYHO
OrpaHUYCHHBIN cucTeMon MH —
(harouTOB,
Bo3pocmme yposHu JI/I1 B
CBIBOPOTKE




OCTPHIM T'EMOIN3

%’ Pe3kuu nmoanemM
TeMIIEPATYPhbI

3¢ IMpocTpamusi (COCTOSIHUE
[IOJIHOM (PU3UYECKOU U
HEPBHO-IICUXHUYECKOU
pacciIaOIeHHOCTH)



> TeMOTJIOOMHYPUS

3¢ OITH (ocTpas

[IOYCUYHAas
HCIOCTAaTOYHOCTD)



3 TI'C (Tpombo-

reMopparun4eCKun
CHHIPOM )

Hlok



XPOHUYECKUI TEMOJU3

JKenryxa

Facies hemolytica

APOHHUYECKHUE
A3BbI HOT




CruieHoMerajaus

XOJICJINTHUAR

[ lurMmeHTanum KoXxu
lleperpyska
YKEeJIe30M




Kpu3sl npu xponuueckux TA
Teuyenue xpounueckux I'A moker
[pepbIBATHCH KPU3AMMU:

X AmJIacTHYeCKHMH,

X MeraJio-
0J1aCTHYECKHMU,



* 1 eMoO-

JJUTHYECKHUMU,

* OKKJIIO3MOHHBIMMU U

CeKBECTPALIMOHHBIMH
(mpu CKA )



Oorarasi KJIeTKaMMu.
MmueJ10- 1 SpUTPOIOI3.
IIpeobiagaror

MU EJTOIUTHI,
METAMHUEJIOUUTHI (IOHbIE)
U najiouKkosiiepunie. B
CHUCTEeMe IPUTPOI033Aa -
OKCHM(PHIbHBbIE
IPUTPODJIACTHI.

KapTuny 1010JHSIOT OAMH
MErakapuouuT ¥ OAHA
miaasMarnueckas KJeTKa.



KOCTHBIA MO3I' IPU TEMOJUTUYECKOMU AHEMHUHA

“ 20 KocTHblii MO3T
| HAXOAUTCH B
_ ol ¢ COCTOSTHHMY
rUIePIPUTPOIoI3a.
Bcroay BUIHBI
6JII/I3KOpaCHOJIO)KEHHI)Ie
OKCH(PHMJIbLHBIC
IPUTPOOJIACTHI,
pexe —
- MOJAXPOMATO(PUIbHBIEC
U 0a3o(puabHbIE

(hopMbI.
JlenKomod3 ycrymaer

f,:;f D (3% MeCTO 3PUTPOII0I3Y.




KAPTUHA KPOBH IPH TA

© AHemMus (TUIIOXPOMHas,
rurneppereHepaTopHasl,
HOPMOOJIACTUYECKAS;
OJIMXPOMATO(DHIIHS,
PETUKYJIOLUTO3,

HOPMO-, SPUTPO0IACTO3)

© CHHKEeHHAs OCMOTHYECKAas
CTOMKOCTD Er



© bHJIMpPyOHH
© [1Hp ChIBOPOTKHU

© [ JIJI1" ChIBOPOTKH (B N

70-240 IU/ml), ocoOeHHO I11pHu
BHYTPHUCOCYAUCTOM I'€MOJIN3E




KAACCUPUKAHUS TA—

(Krishna Das, 1987, -Robbins, 1989)
1. HAOPUTPOLIUTAPHDbIE
(Hacneocmeennuie)

1. MemOpanonaruu
( 9pUTPOLIUTOIIATHH )
2. OepMeHTONATUA
(9H3UMOITATHH )
3. I'emornmoOnHOIIaTHN



11. IK303puUTpOIUTAPHbIEC
(IIpuoopemennoie )
1. IMMyHHBIE
(QHTUTEIOOIOCPEIOBAHHBIC):
M30- M  ayTo-
2. MexaHndeckue
(MHUKPOQHTHOIIATUYECCKHUE)

3. Tokcuueckue






- MEMBRAHO- ~
(SRUTPOLINTOS)
- ITATUKA

v

. {..‘ -



Slycolipid

Phospeholipids Cholesterol
. SN N

Phospholipids
T e
=
o e
/b
i

." > Specirin >
Actin .‘ >
- 5
TroOPOTMyOSin

CrnexkTpyH, AKTHH, TPOIIOMHUO3UH 1 0eJI0K 4.1 GpopMHUPYIOT CETh, COCTABJISIOIIY IO
OCHOBY CYyOMeMOPAHHOIO CJIOSI.

[nmxodoprHbl U 0eJI0K TpeThel MoJ10Chl (AHHOHHBIN KaHAJ) NPOHU3BIBAKOT
JIMMTUTHBIA OucI0M. JUIMHHBIE HENM: MOJIMCAXAPH/I0B KOBAJIEHTHO CBA3AHBI C
THMH 0eJIKaMM Ha Hapymnoifl INOBEPXHOCTH KJIICTKH.
AHKUPHUH U 0eJ10K 4.2 GOopMHUPYIOT MOCT MEKAY CIEKTPUHOM U
0eJIKaMHU TPaHCOpPTa aHUOHOB. besok 4.1 coequnsieTcs ¢
riukogopunoM (GP-C). ®ochonunuabl 0MCI0 BKIYAOT
dbochorrauaxonun (PC) u chpunromuenun (SM), koropbie mo-
NPeuMYILEeCTBY JIOKAJIU30BAHBI B HAPYKHOM CJI0€ MeMOpaHbI,
dbocharuauiacepun (PS) u docharuauadranonamun (PE),
KOTOPbIE JIOKAJIHU30BAHbI MO-NIPEUMYINECTBY BO BHYTPEHHEM CJI0e
MeMOpaHbI.



Glycophorin A

Cholesterol | s

nteraciion

Spectrin-Ankyrin-Band 3

|

| ——y

Spectrin

Spectrin-<4. 1-Acun
mteraction with Glycophorin A

Phospho/glycolipids

l

Spectrin dimers
interation




4 TUNA HACJEJCTBEHHBIX AHOMAJIMIT—

“MEMBPAHBL DPUTPOIIUTA

W HaciencrBeHHBIN

cchepouumo3s (nedexrt
CyOMEMOpaHHBIX OCJIKOB;
yale BCEro — CHUKEHO

COJIEPXKAHUE CHEeKMPUHA




HAPYIIACTCSA KpenaeHue K
CNeKmMpUHy 0elKa AHKUPUHA;
pexe — Ie(PEKT CaMoro
AHKUPUHA, elle pexe —
AeMeKT nporerHa 4.2 U Jaxe —
OcJIKa 3 ITOJIOCHI).



& HacencTBeHHBIN

ALAUNMOYUMOs

(1€ EKT CTPYKTYPHI
cyomeMOpaHHoro oesnka 4. 1

HAPYIICHUE €ro aCCOLMAINHU CO

CIICKTPUHOM



HAPYILICHUE
B3aMMOJICMCTBUEC aJib(a
— ¥ OETaCICKTPUHOB
M3MECHEHHUE (DOPMBI U
YKOPOUYCHHUE KU3HU LE1).




@ HacnencrBeHubli

NUPONOUKUTIOYUM O3
(penkas Tspkenas popma
JUIANITOLUTO3a. Kpome

AIAUNMOUUNMOE POPMUPYIOTCS

MUKpocghepoyumol H

hpazmenmuposannvie L1).



wHacnencrsenaHbpin
CIMOMAmMoOYyuUmos
(ne(peKT KaTHOHHOM

OPOHUIAEMOCTH MEMOPAHBI
MOKET BbI3BaTh U3MECHECHHUE (POPMBI
YPUTPOLIUTA — B SPUTPOLIUTE
o0pa3yeTcs nornepeyHasl 1eb).



HACAEACTBEHHDBIE-AHOMAJIUU

MEMbBPAHDBI 9PUTPOLIUTOB

HacJjencrBeHHbIi 2/11unmoyumo3s
(neeKT CTPYKTYPHbI
cyomMmemOpanHoro 6eaka 4.1,
NPUBOAAIIMNA K HAPYIICHUIO
ero accouuanuu co
CIIEKTPUHOM, HAPYIIAETCH
B3auMoAeicTBUE aJIb(pa — 1
0eTACIIEKTPUHOB [ |
u3MeHsiercsa ¢gopmMa u
YKOpPaYuBaeTcs KUu3Hb Er)

HacaeacrBeHHBIN crmomamouumos
(mepeKT KATHOHHOU
MPOHULIAEMOCTH MeMOpPaHBbI
MOKET BbI3BATb U3MEHEHHE
(opMBbI SpUTpOIUTA — B
IpUTPOLIUTE 00pa3yercs
nonepeyHas meb).



SIJIUNTOIUTO3

I1pu HacJIeACTBEHHOM JIJIMNTOUMTO3€¢ HMEIOT MeCTO:
1) /ledekT cBA3bIBaHMA ajIb(pa- U 0eTa- CIEKTPUHOB,
2) JledeKT CBA3ZLIBAHMA CIEKTPHHA U 0ejika 4.1.



OOPMUPOBAHUE COEPOHUTA

OOOOOOOOCOO“O
i Lipid bilayer . .

Splenic
macrophage

Normal

Cxema memOpanbl Er , iuTOoCKe/€TA U BJUSIHUA NOBPEKIACHUN
0eJikoB HUTOCKeaeTa HA popmy Er.

MyTanun, BJIUsSIOIAE HA H[EJIOCTHOCTh IATOCKEJIETa
BEeAYT K TOMY, YTO HOPMAJbHBIN IBOSAKOBOTHYThIN Er

TepsieT pparMeHThbl MeMOpaHbl. KileTka npespaniaercs

B chepy. Chepouur He CIOCOOEH UBMEHATH (DOPMY TaK,

KaK HOPMAaJbHAasf KJeTKa, a IOTOMY OH 3aJepP:KHUBAaETCA
B CeJIe3CHKE, I71e U (parouuTupyercsa MaKkpoparamu.



M3MEHEHUE OCMOTHUYECKOU CTOUKOCTU DPUTPOIIUTOB

TP HACJIECTBEHHOM COEPOLUTOIE (IIYHKTHP)

% Hemolysis

e R,

r |
07 06 05 04 03 0.2 0.l
% NaCl



T —

——

HACJIEJICTBEHHBIII MHKPOC®EPOIIUTO3

MukpochepoLUThl — MHTEHCUBHO OKpAIICHHBIC
MHUKPOIIATHI 0€3 HEHTPaJIbHOIO MPOCBETICHUS.




HATOTEHE3 HACJIEACTBEHHOLO-MAKPOC®EPOIIUTO3A

(0-uu MunkoBckoro —Hlogdapa)
JleheKkT CYOMEMOPAHHOIO CJI0sI 00YCJIOBJIUBAKOT:

[. 3amemmuwiii Oehuyum CIIEKTPUHA
(Ha 75 -90%).
YpoBeHb CPEPOLUTO3a, CHUKCHUE
YPOBHS OCMOTHYECKON CTOMKOCTH
U TSDKECTh aHEMUU  KOppenupyrom

co cmenenvio dehuyuma
CNeKmpuHda.




2. CHudcenHblU No
Konuuyecmey Ui 0eqhekmHolil
no cmpykmype 0€JI0K

AHKHWPHWH, cBA3BIBAIOIINN

CneKmpum ¢ OenKom 3
(benok, hopmupyrouuu
MPAHCNOPMHbBLU KAHATI AHUOHOB).



3. CoueTaHHbIN deghekm
CHUIICEHUSL COOEPHCAHUS

CIICKTPHHA B COYCTCHUHU C

HAPYULEHHbIM
C83bl8AHUEM CIIEKTPHUHA C
oenxkoMm 4.1




Hapynienue padOThI
AHMOHHOI'O KaHaja

TpaHcriopTa Na

BO3pOCIIAs

akTUBHOCTb Na/K AT®az3bel u
NOBLIULEHHBLU VPOBEHD

SJAUKOJTUSA.



4. benku IIM o0pa3yror
accolualy ¢ nogsamu Ca++

Jl1s HeuTpanuzanuu dpdekra
CBs3bIBaHUs Cat+ ¢
MEMOpaHOM, HCOOXOAUMBI
Oonbire koauuecTtBa AT (!)




DopMupoBaHUE

chepoumTOB

L [pOoIOIKUTENBFHOCTD )KU3HU
cepoumra 7 - 15 nHen.

OHM aKTUBHO Pa3pyILIAIOTCS

B CCIIC3CHKE.



—————

KJAMHUKA HACAEACTBEHHOTO MUKPOC®EPOIIMTO3A

AHEeMU4

CjieHoMeraJjaus

Lipexoasiimast
AKeJITyXxa




Muokapauonarusi

JIncPyHKI S
CIIMHHOI'0 MO3ra

H3BBI HA HOTAX

XOPOIIHMHA OTBET HA
CIVICHIKTOMMIO



KPU3bI:

*1 eMOJIUTHYECCKHE
*AINIACTHYECKUE
*MeraJo-
0J1aCTHUYECKUE




JlabopaTopHble NPHU3HAKH
KPOBb:

#  PeTHKYJI0IHNTO3.
# Bo3pocuiee cpeanee

cogep:xkanue Hb B
KJIETKE.



# Chepouuros.

# CHMKeHHAaA

OCMOTHYECKAS
CTOUKOCTbD.

# Tect KymoOca (-).



# CHHIKEHHOE
coAepsKaHue CIEKTPHHA
B Er.

# braupyounnemus.

#_ YpoOuJIHUH-,
YPOOHJIUHOTECHYPHS.



KOCTHBIU MO3T:
# JPUTPO0JIACTO3.
# PeTHKYJ0UMTO3.
# ba3o- n
IHOJITUXPOMATOMUIBHBIN
HOPMOIIMUTO3.



; “'
FEMOTHOEI/IHO-
e HATI/II/I |

: ‘;, \‘

R -



[ 'eHbI, 00y CIIOBIIMBAIOIINEC
PA3BUTHUE JICTATBHBIX
3a00JICBAHUI Y FOMO3UIOT,
3AIIUIIAI0T TETEPO3UTOT OT
CMEPTEIIbHBIX BO3AEUCTBUU
MAJISPUHUHOIO I11a3MOIU.



HACJIEACTBEHHBIE HAPYIUEHUSA BBIPABOTKHA

I'EMOLIObBHUHA

CTpyKTYypHBIC BAPUAHTHI
remorinoonHa (CKA)

YMeEHbIIICHUE BbIPAOOTKHU
TIIOOMHOBBIX IIEIIEH OOHOTO
UJIU 00Jiee TUIIOB
(TamacceMumn)




KAPTUHA KPOBU niru CKA

Crepxy:

Beitsanyrteie Exr u Er B popme
OJIyMecsaa —
HUPKYJIMPYIOIIUE KICTKH
HeO0paTUMO U3MEHEHHOM

(popMbl.
KapTuHy 10n0JHAIOT
MUIIeHeBHaHbIE Er,

1%
%P.“/&‘f‘. R AL
B R T 1Y

i 53

it
i
1

HOPMOOJIACT U HEUTPOPU.IL.

BHu3sy:

BbITSAHYTBIE KJIECTKH -
cepnoBuaHbie Er
HeoOpaTuMou (pOPMBI.




HATOI EHE3 CKA

Normal red cell —

Paint Sickle cell —
mutation Macrophage —

Splenic cord

Glutamic acid

Endothelium —f—

HbS solution HbS polymers o _— e
SPLEEN — Hemolysis, congestion,

T _/ infarction
Rl

Irreversibly
sickled

Reversibly sickded

Membrane changes Increased RBC transit
Increased adhesiveness times in inflamed tissues

Microvascular ccclusion Microvascular oéclusion
by sickle cells by sickle cells

B ocnose Hb - natumn, odycinosiauBawmein passurue CKA, jiexxuT TOUKOBasgs MyTauus B
reHe, KOAUPYWIeM aMMHOKHCJIOTY B 6 1moJ10:keHuM 0eTa uenu [| INIyTaMUH
3aMeHsieTcsl HA BAJIUH. /leokcuzenuposannwtit Hb S ¢ 50 paz menee pacmeopum, yem Hb

A [ odopa3oBanue rejs u GopMupoBaHNe CEPHOBHIAHBIX KJIETOK. CepnoBHAHbIE KIETKH

MEHSATH CBOK (pOPMY He CIIOCOOHBI M MX CKOIUICHUS 3AKYIIOPUBAKT MUKPOCOCYIbI
(oxkiaro3um) [| nuagapkrsl B ceaeseHke, KM ...



CKA MOZKCT BbI3BATH OCTPVYIO IATOJIOI'MIO ITOYTH

JF000W CHCTEMBI OPraHKU3Ma.
IIepuoguueckoe 00pa3oBaHUE CEPIIOBUAHBIX KIETOK

(‘IaCTO NPOBOUMPYITCH MH(PEeKIUen, X0J1010M, PU3UIYECKOH

HATPY3KOIi, J)MOIIMOHAIBHBIM CTpeccoM) | |

3AKYNOPKA MUKPOCOCYOO08 |
HapyuwieHue MUKpoOuyupKyaayuu ||
BA300KKJJIIO3HNOHHBIM KPH3 ||
TUIOKCHS, HH()APKTHI.

PenunuBupyromme nHQPAPKThI CEJIE3EHKU || HeKpo3 u (pubpo3

cejJie3eHKH || (PYHKIMOHAJIbHAA aCIJICHUS.



BcaeacTtBue COKpalleHusa CpokKa Ku3Hu Er
(menee 18 cymok),

OOJIBHBIC 0COOCHHO YYBCTBUTEIIBHEBI K
TPAH3UTOPHOU CYNPECCHUH KOCTHOI'O MO3ra,
BbI3BAHHON MH(PCKIUCH
(napBOBnpyc B 19, nHeBMOKOKK, CaJJbMOHEJLIa, BUPYC

JnmreinHa-bapp u zlp.).
o

ANJIACMUYEeCKUU KPUs.



TaJdaCCEMUUu =~

I eTeporeHHas rpynmna
MEH/ACJIUPYIOLIMX
HApYIIECHUU,

XapaKTECPHU3YIOIIASCS
CHHKEHHEM BbIPA0OTKHU OHOH
NJIM HECKOJIbKHX HOPMAJbHBIX

IJIOOMHOBBIX IIenen




OTHOCUTENBHBII U30BITOK IPYTUX

IJI0OMHOBBIX LIENICH || 00pa3oBaHUE
HEPACTBOPHUMBIX BKIHOUCHHUM
BHYTPHU SPUTPOLIUTA
go3pacmanue
BHYMPUKOCIHOMO03208020
HeIPheKkmuenozo I pumponoirza
U pacnao 3peavix IPUmpouumoas.




e

KAPTUHA KPOBHU NPU BETA-TAJACCEMUU

MukpouurapHbie 4 THIIOXPOMHBbIC Er HATIOMUHAIOT 3PUTPOUMUTHI
npu xkejaezonepunure. MaHorue Er uMeOT 3JVIMNTHYECKYIO U
KalvIeBUIAHYI0 popmy. KapTuHY 10110JIHAIOT MUIIeHEeBUAHbIA Er,
HOPMO0O0JIACT U CPepoLUT.



MHUHIEHEBUAHDBIE JOPUTPOLIATDLI

——— ——— —

MuiieHeBU/AHbIE 3PUTPOLMTHI — CJIeACTBHE U3MeHeHUs1 (opMbI
IPUTPOLIUTOB.

Oco00eHHO YaCcTO BCTPEYAIOTCSI P TAJIACCEMUsIX.






METABOJIMYHECKHUE 1Y THU B
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Y tetheme’ N NADH

ATP ¥

Pyruvate

[ .actate



boapniag yacTe MIFOKO3EI
META00JIM3UPYET B XOJIC INIMKOJINU3A

(89-97 %), oOecrieunBas
noTpeOHOCTH KiIeTKu B ATD,

OCTAaJIbHAA TJIIOKO3d PACHICILIACTCA B
PCAKIMAX IMCHTO3ZHOI'O IIMKJIA

(3 - 11 %), obecreynBarouiero

00pa3zoBaHKE HEOOXOAMMOIO
konmmuecTBa HAJID.H,.



Bonopox HA/I®.H

o0ecnneuynBaeT:

(1) cymrecTrBoBaHHe
2NIIOMAMUOHA B
BOCCTAHOBJICHON (popMme u
(2) coxpaHeHHE AKTHUBHOCTH
KamaJiasol.



BoccranoBnenHsl rroratuoH (GSH),
THOJOBBIC I'PYIIIBI KOTOPOI'O
COCTABIISIIOT

96% obmmero konnuectna SH-
TPYIII SPUTPOLMUTA, HEOOXOIUM:

IS IIPEIOXPAaHEHUA

G EepMEHTOB OT
MHAKTHUBUPOBAHUS,



i orpaxiaeHuda 11M
SPUTPOLUTA OT ACUCTBUS
[IEPEKUCEN,
JJIA IPEAOTBPAILCHUS
OKUCJIUTEIIBLHOTO
neHarypupoBanus Hb.




HenocTarouyHOCTh AaKTUBHOCTH
KJIFOYEBBIX (PEPMEHTOB
[JIMKOJIN3a
CHW)KCHHE BbIpaObOTKU ATD
COKpAILICHUE
IPOAOKATEIbHOCTH KU3HU

Er




XPOHUYECKUU
2eMOJlU3 CpeoHel
U msadHcenou

popm.



Jdepexkt rmaxom3a -

(ayrocomuo-peneccusuniiic RUPYBAMKUHAZHBLU neduuur)

MyTanus CTpyKTypHOI'O I'€Ha
MOSIBJICHUE MYTAaHTHOTO (PEPMEHTA

HapyiieHue npespalieHus
(pochorHOINMUPYBAT

MAPYBAT




ge@eKT [JIMKOJIN3d

(HECITOCOOHOCTH

reaepupoBatb ATD)
HAPYIICHUE (PYHKIIUU
K - Na - Hacoca

[IOTEPSA NOHOB Kanus



oecuopamayusi 0eheKmHbuix
Lr u Riz, nomeps
INACMUYHOCIU MEeMOPaH
CeKBecTpanus U (paroumrTo3
Er makpodaramu
CCJIC3CHKHM.




ZlBe OCHOBHBIC KJIMHNYCCKHUC QDO[ZMBII

1) I bBH. V¥ romo3uror. Teuenue
MOKET OCJIOKHUTHCS ' SIACPHOU

KEITYXOM'" CO CMEPTEIbHBIM HUCXOAOM
B TCUCHUE IIEPBOU HEJECIIHN KU3HU.
B ciiydyae BBDKMBAHHA - XPOHHUYECKAA
I'A ¢ YacTbhIMU I€MOJIUTHYECKUMU
KprU3aMHd U OOIIEN OTCTAIOCTBIO

(PU3UYIECKOTO Pa3BUTU PEOCHKA.



2) XpOHUYECKAas

HechepouuTAPpHAS AaHEMMUS.
Xporudeckuu 6HecoCYOUCmblil 2eMolu3 Co
CIIJIEHO- U I'€IaTOMETraJIuEU:
rUNepOnINpyOnHEMUSI, YPOOUITUHYPHSI.

[ eMoIuTHYECKUE KPU3bI, UHAYLIUPYEMbIC
MH(EKIUECH.

OCJIO)KHEHHUS - JKCIIYCKAMCHHAs

O-Hb, MAHKPEATHUT.



HexocTarouHOCTH—()EPMEHTOB

NEHTO3HOr0 TIHMKJIA

COMPSIKEHA C
HEJOCTATKOM CUCTEMBI
IYTATUOHA

YAIIIE BCETO AHEMMUA,
CIIPOBOLIHPOBAHHAS
JIEKAPCTBAMM.



TE®EKT MEHTO3HOLO HUKJA = .
(AE@ULINAT ITTIOKO30-6-®OCDAT JAEI'H/IPOI'EHA3BI

HACJTIEAYETCA CI_IEHJIEHHO

B MHpe HACUYUTHIBACTCS lOO MJIH
YEJIOBEK C HEIO0CTATOYHOCTHIO
[-6-¢h-/[I", y KOTOPBIX MOKET
PA3BUTHCH:

I' bH

T'sokesiasg aHeMus IPHU
JCUCHHUH PSAJI0OM MEAUKAMECHTOB




AHeMHS MOCJIe YIHOTpeOd/ieHHA B
NUINY KOHCKHX 0000B (Vicia fava) =
(baBU3M

|Ipon3BogHOE NUpUMHUAHA H30YMapUil,
coAepKalleecss B KOHCKHUX 000ax, BbI3bIBACT

OBICTpPOE HaJiCHNUE KOHIICHTPAIUHU GSH u

SH - rpynn GenkoB B MemOpane
YPUTPOLMTOB, UMECIOIIUX ACHULINAT

['-6-¢-J1I".
boneror vame getu 1-14 ner, MoK = 5:1].
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- IIu30-, IMCTOUHUTHI (KAaCKO00Opa3HbIe KIETKH) — IPU3HAK
MeXaHH4Y€eCKOoro noppe:xkaenus Er B cocyaucTom pycJe.
HopMmo6aacT u nosiuMopoHyKIeap J0NOTHAIOT KAPTHHY.






Y 00JLHOIO:

* O01IMe Npu3HaKy aHEMMUHU.

* O01ImMe IprU3HaKu

(Hp

reMOJIn3a
, bunmpyonH

).

* | loBBILIICHHE TEMIIEPATYPHl.



KPOBb.

aHEeMHUsI, MUKPOCHEPOLMTO3,
peTuKyI0ouuTO3 2% - 90 %,

OCM. CIMOUKOCID

b

KUC/IOMHRAA ycmoiitmeocmb

b

FATIO- UJIK HOPMOXPOMUS,

COD yckopeHa.



KM: runepnia3us
IPUTPOUTHOIO POCTKA

Moua: TemHOro uBera,
0eoK - 10 2.6%

CepoJiorusi: mpsimoii
Tect Kymo0ca «+»



Y 00JBLHOIO:

> O0mue NPU3HAKH AHEMHUH.

> O0mKe NPU3HAKY reMoJIn3a

(Hp

, BUJINPYOHH

* Kenryxa.

).

* CjieHo- M remaroMeraJjimsl.



Moua:

YepHas (reMocuaepuHypus),
boJbIoe coaepKaHue
OcJiKa,
ben3nauHOBas mpooa
| perepcena monoxKuUTEIbHA

¢ mouou (!)



B0O3MOKHBIE OCJI0KHEHMA:
TpomOO3bI
nepu@epruIeCKux BEH,
boJn BKUBOTE, CBA3aHHBIC
C TpoMOO3aMU MEJIKHX
ME3E€HTEPUATILHBIX COCYHOB.



Cepojorvs (MOUCK TEILJIOBbIX
reMOJU3NHOB):

[Ipsamas npooa Kymbca
«—= »
Caxapo3sHnas npooa «+»
AITAIl «+»



Kiaunuka:

B OTBET HA OXJIAXKICHHE THCTAJIbHbIX
Y4aCTKOB TeJjia

H BHe3aIHbLIM I'eMO0JIN3 C
reMOrJI00MHYpPHUEH,

H AKpPOLMAHO3,
H denomeH Penno,
H ['aHrpeHa KOHYMKOB NMAJILIIEB.



OC00EHHHOCTH THATHOCTUKH

ATTIIIOTHHALIAA YPUTPOLIUTOB
cpasy IocJjie B3ATUA KPOBH
(cnedyem ucnonvzosamsw
nooozpemuvle-npoouUpKu),
CO39 yckopeHa npy KOMHATHOM
TeMIeparype 1 HOpMaJibHA NMPHU

37°C




CepoJorus:

[Ipssmon Tect KymOca «+»

Henpsimoin tect Kym0Oca
«T»

MOHOKJIOHAJIbHbBIC

XOJIOIOBbBIC AI'TJIFOTHMHHWHDBI
(Ig M)



S

—

AyTOATTVIIOTHHAIMA SPUTPOIUTOB. Ma30k :
nepudepuueckoii KpoBH 00JIHHOIO ¢ 00J1€3HbIO
X0J1010BOI ATLJIIOTHHALMH. XOPOIIO BUIHBI

 arnIIOTHHUPOBABIINE IPUTPOLMUTHI.



HaToreHe3

6 Camas peakast popma AT'A.

6 X0J1010BbI€
HMMYHOI 100y 1MHbI (Ig G =
OuTepMHUUYECKHUHN IreMOJIU3HH)
M3BECTHBI KAK OMTEepMUYECKHE
(aByx(as3ubie) /lonara —

JlanamrenHepa.



o llpu HM3KHX
TeMIieparypax
AHTUTEJIA
CBA3HIBAIOTCA ¢ Kr K
COPOMPYIOT
KOMILJI€MEHT.



Korma remmneparypa
IOBBIIIACTCH, IPOUCXOAUT
AKTHBAIMA KOMILJICMEHTA H
(bopMuUpPOBAHHE KKOMILIEKCA
MEMOPaAHHOM aTaKN.

) B mopMe 3TH aHTHTE]IA B
OpPTraHu3Me He BCTPeYaloTCH.



Kannuka

Hepes HECKOIIBKO YacoB MOCIIE
OXJIAXKIECHUS BO3HHUKACT OCTPHIN
MAaCCHUBHBIU T'€MOJIN3 C 03HOOOM,
reMOIIIOOMHYPHEH, JINXOPAIKOH |,
MBIIICUHBIMU O0JIsIMU, OOJIIMHU B

XWUBOTE, PBOTOM, ITOSIBICHUEM

YEPHOU MOYHM.



Moua

Yepuasd, cogep:xut 00J1b110€
KOJU4YeCTBO Oesika. Ilpoda

I perepcena ¢ mouou (+).

CepoJrorus:
Henpsimou rect KymoOca (+).
IIpo6a /lonara — JlanamrerHepa

(+)-




[Ipo0a /lonara — JlapamrerHepa:

CHOHMAHHBIU 2eMOJIU3 KPOBU
NAUUECHMA NPU ee OXAAIHCOCHUU 00

4 °C ¢ nocaeoyrouwium cozpesanuem
00 37 °C.



