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JpUTpoLUT
7,2 — 17,5 MKM

0,5-1

O
/o

CopaepxaHne apuUTpoUnNTOB
" remornodbuHa
B nepudepmny4eckon Kposu

3. 3,9 4,7x
10"%/n

Hb 120-160 r/n
39.4,0 -5,0 x
10'3/n

Hb 135-175 r/n



Red blood

cell Oxygen

from lungs
Oxygen released

to tissue cells —8 o

Hemoglobin
molecules

Oxygen bonded
with hemoglobin molecules



ObwWwnn aHann3 KpoBu

FemaTokpur 35,0-45,0 %
femornoouH 117-155 r/n
JlenkouuTbl 4,5-7,0 *109/n
CO9 0-20 mm/y
CpepnHee coaepxaHue Hb B 3p 27,5-33,0 nr
CpeaoHunn o6bem aputpouunTa 81-100 don
CpenHsaa koHUueHTpauua Hb B ap 326-356 r/n
TpomGouUTLI 170-350 *10°/n
APUTPOUUNTDI 3,8-5,0 *1012/n




lMaTosormusi 31€eMEHTOB KpaCHOW KpOBU

e KaueCTBEHHbIE U3MEHEHUSA SPUTPOILIUTOB

* KOJIMYECTBEHHBIE U3MEHEHUSA SPUTPOLIUTOB



lMaTosiormusi 31€EMEHTOB KpaCHOW KpOBU

e KaueCTBEHHbBIE U3MEHEHUS IPUTPOIIUTOB:

* AHM30LIMTO3 — U3MECHEHUE pa3Mepa
SPUTPOIIMTOB

©
MukpoaHusouunTos MaKpo- u
MeHee 7 MKM
® - HUC MeranoaHu3ouumTos
b6onee 9 MKM
SPUTPOLUTOB

N
(=




lMaTosiormusi 351EMEHTOB KpaCHOW KpOBU

* KOJIMYECTBEHHBIE U3MEHEHUS IPUTPOLIMTOB:

* [loBhINMIEHNE KOJUYECTBA IPUTPOILIUTOB B
eIMHUIIE 00beMa KpoBH (SpUTPOIINTO3 H
SPUTPEMUS)

* [loHMmXEHNE KOJUYECTBA SPUTPOLIUTOB B
enuHHIe 00beMa KpoBHu (aHeMmHm)



JPUTPOLUTO3bI
* COCTOSIHUS, XapaKTepusyloLmecs
yeesludeHUeM KoJiuyecmea 3pumpouumoes e
eduHuue obbema Kposu ebiwe HOpMbI (bonee
4,7-10"%/n y xeHwuH 1 5,0-10"/n  y My>4unH) n,

KakK npasuino, B opraHn3me B LIeJIOM.



IPUTPOLINTO3

- AGCOSOTHBLIN (NpY akTUBaLUK
9pUTPONoa3a)

- OTHOCUTENBHLIN (NPU CryLLEHNN KPOBW,
npm 06e3BOXMBaHUN opraHn3ma)



BAAbl SPUTPOLIUTO30B

v

lNEPBUYHBIE
3PUTPEMUSA " CEMEWHbIE
(6. Bakesa) (Hacnepyemble)

v

BTOPUYHBIE

ro

* MpuunHa: KaHUeporeHbl

ABCOJNIOTHbIE OTHOCHUTEIbHBbIE
(“ncTnHHBbIE”) (“noxHbIe”)

v

FEEMOKOHLUEHTPALIMUOHHBIE

Y

NEPEPACNPEAEJIUTEJIbHBIE

* MexaHn3M pa3BUTUA: onyxonieBas TpaHcdopmauma

KINMeTKU

npeALwecTBEHHULbI MMenonoasa — eé nponudgepauus



OPUTPEMUA

NMPUYUNH KaHUeporeHHble areHTbl
bl

e onyxoneBasa TpaHcdopmMauus KIeTKU

M npeplecTBeHHULbI MUenonol’3sa
PA3BUTHU °* AHTEHCUBHaA eé nponudepauyus

n



NMPOABJNNIEHUA OSPUTPEMUU

(6bone3Hb Bake3a, “nctnHHaa” nonnuntemuns)

KOCTHbIA MO3r I

:

nponudepayus
onyxoneBblIX
MUenouaHbIX
KJ1eToK

yCKOpeHue
npoueccoB 3axBaTa
M BbiBeOeHUs
coefAVUHEHUN xene3a
3pUTpoOKapuouuTamMm

B chmHane 6onesHun —
Hepeako,
Mmuenocdpuodpos




MPOABINNEHUA OPUTPEMUW

‘ NMEPUOEPUYHECKAA KPOBb l

3PUTPOLMUTO3* r’MNOXPOMUS
3PUTPOLIMTOB
PETUKYNOLIUTO3* e
v NO3TUHEMMUSA
+ IEAKOLIMTO3 V
v rMNEPBONEMUA
+ TPOMBOLINTO3 V
\ f NOBBILEHUE
Y BSI3KOCTU KPOBMU
u B ®UHAJE BOJE3HU — NMOBbLILWEHUE
HEPEOKO YPOBHS FTEMOITIOBUHA
NAHUMUTOMNEHMUA B KPOBU

* - onyxorneBble KrneTku!



USMEHEHNA B CUCTEME
KPOBOOBPALUEHUA TMPU SPUTPEMUN

v

v

APTEPUAJIBHAA

TMMMNEPTEH3UA MUKPOLIMPKYNALIUU

HAPYLIEHUA

Y

y

TPOMBOTUYECKUI
CUHOPOM

PACCTPOUCTBA
OPITAHHOTKAHEBOI'O
KPOBOTOKA

Yy

FEEMOPPAIT'MYECKUN

CUHOPOM




BTopuyHblie
APUTPOLUTOIbI

* COCTOAAHUSA, sTesIsiroWUecssi cuMnmomamu
opyaux 6osie3Hell UNMU  NATOSIOrNYECKNX
npoLeccos.

* YcTpaHeHue 3TUX bonesHen vnu
npoLeccoB NpMBOAUT K NMKBUOALUN U
3IpUTPOLUTO30B Oe3 npoBeneHus
cneuunaribHOro fie4yeHus.



OCHOBHbIE TEMATOJIOF'MYECKUE
NMPOABINEHNA BTOPWUYHbLIX ABCOJKOTHbI

SPUTPOLUTO3OB
KOCTHbI MO3r NMEPUDEPUHECKASA KPOBb
L SPUTPOLINTO3, rMNEPBONIEMUS NOBbILWEHUE

MOBbILWEHHASA PETMKYNIOLIUTO3 FEMATOKPUTA
HEOMNYXOJEBAS

MPONU®EPALINSA | / *
9PUTPOUAHbIX

NOBbILLEHWE
IIETOK BA3KOCTU KPOBMU







AHEMUW

(aH oTpuuaHue, rpey. haima KpoBb; CUH: "MarnokpoBue”)

* COCTOSAHMUSA, XapaKTepuaytowmnecss CHMXKEHUEM
oblyero konnyecrsa reMorsiobvuHa B
OpraHu3Me

N, Kak npaBurio, €ero KOHUEHTpauunm B
egvHnue obObemMa KpOBMW.



BUObI AHEMUMU (1)

AHEMWA I
v i v

no Tuny
No NPUYNHE MO NATOINEHE3Y KPOBETBOPEHUS
MEPBUYHASA MOCTFEMOPPAIMYECKAS HOPMOB/TACTUYECKAS
Y Y Y
BTOPUYHAS FEMOJIMTUYECKAS MEFATOBIIACTUYECKAS
Y

AN33PUTPOINMO3TUYHECKAA




BUObl AHEMUU (2)

W‘

NO PETEHEPATOPHOU MO PA3MEPY MO OCTPOTE
CMOCOBHOCTM
KOCTHOIO MO3rA APUTPOLMUTOB PA3BUTUA
PErEHEPATOPHAA HOPMOLUUTAPHAA OCTPAA
\ 4 \ 4 \ 4
FMHOPEFE:EPATOPHA MUKPOLUTAPHAA XPOHUYECKAA
\ 4 \ 4
APEITEHEPATOPHAA MAKPOLUTAPHAA
\ 4 \ 4

AMNNACTUYECKAA MEFANNIOUUTAPHAA




. Meranobna

: C- v [
. XKenesogeuuyutHa

) - C S aHemusi
Tanaccem | i O (2
Ny ! ()

Se.

[emonna npwu 4
npoTtes3ax KfanaHoB y .
cepaua \Q oﬁ AHEMMM
R A (npu3HaKku
4 j aHeMui
AK3 o LUNTQ3 Pas/In4HOIro

reHesa)



HopmanbHasn
KOHLEHTpaLua
3pUTPOLIUTOB




Knaccugpukauna aHeMum

[lo uBeTOBOMY NoOKa3aTenlo:
HopmoxpomHblie (0,85-1,05)
‘unepxpomHble (bonee 1,05)
" UNOXpOMHbIe (MeHbLUe 0,85)

[lo pereHepaTOpPHOU aKTUBHOCTU KOCTHOIO
Mo3ra:

[MneppereHepaTopHbIe
PereHepaTopHble
[MNo- n apereHepaTopHbIe




OcTpasa noctremopparnyeckas
aHemMus

CTaguu:

1. Pe®neKkTopHO-coCyOgnCTOn
KoMneHcavuuu

2. 'mopemunyeckom KomneHcauunm
3. KoCTHO-M03roBon KomneHcauuu



XpoHunyeckasn
nocTtreMopparmvyeckas aHemus

* Bo3HMKaEeT npu YacTbIX NOBTOPAOLLINXCSH
HeOOSbLUMX KPpOBOMNOTEPL (KULLEYHbIE
XenyaoyHble, MaToyHble U ap.
KpOBOTEYEHUSA

* [lo naToreHe3y XpoHU4YeckKas
noctreMmopparmyeckas aHemus
ABnsieTcd xenesonedpMUNTHOU



BUAbl AN33PUTPOMO3TUYECKUX AHEMUM
B PE3YJIbTATE HAPYLWWEHNA CUHTE3A lNEMA

y

XE/IE304EOULINTHBIE

y

XXEJIE3OPE®PAKTEPHBIE
(NMOPOUPUHOAE®ULINTHBIE)
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PACMNPEOEJIEHUE XEJNNE3A B OPrAHU3ME

NMPOOYKTbI MATAHUA

KUWWEYHUK
KPOBb
3PUTPOLNTDI nnasma
(remorno6wuH) (Fe3* + TpaHcdeppuH, heppnTHH)
KINETKW TKAHEW KOCTHbIV MbILLLIbI: OEMNO XENE3A:
N OPITAHOB: MO3rI™ * MMOrNo6uH *KITIeTKU TKaHeW
* xene3o ¢pepMeHTOB: * FeMOTMOBUH * beppnUTUH M OpraHoB:
LUTOXPOMbI * FeMOCUAEPVIH * )Keneso - peppuTUH
KaTtanasa * JKene3o epMeHTOB ¢depmeHTOB - Xenes3o
rmoTaTUOHNEPOK- ¢depmeHTOB
cuaasa 4 * Mmakpodaru:
apyrve - remocupepuH
* deppUTUH xeneso
¢epmeHTOB




OCHOBHbIE 3BEHbA NATOINEHE3A
XENE3OAE®ULIMTHBIX AHEMWUW

‘ OAEOULIAT XXEJIESA B OPTAHU3ME l

y

SAMEQJIEHUE
CUHTE3A TEMA

y

y

TOPMOXEHUE HAPYLULEHUWE CUHTE3A
P OBPA30BAHUA XXENE30COAEPXALLUX

FEEMOITIOBUHA COEOUHEHUA

l (PEPMEHTOB, MUOITMTIOBUHA)

AHEMUA CHWXEHUE AKTUBHOCTMU
AHTNOKCUAOAHTHbBIX
* ®AKTOPOB
nqr?(;i)gﬂEI:IME MHTEHCUD®UKALINA

OPTAHOB I NMNONEPOKCUAALIUN




e
_',w} !"

3




F@L ﬁ@g

LNAONAONAN N
AN




Fe-geduuUnTHbIE aHEMUU

[MPUYUHLI:

 HepoctaTto4yHoe NOCTynnNeHne Xenesa c NULLEN
(cyTo4Has noTpebHocTb = 1 Mr) HapyweHune
BcacbiBaHUA Fe B XKKT

« HapywieHne npogykumm TpaHCcnopTHOro benka
XXenesa — TpaHcdeppunHa 1 ero AenoHNpoBaHUS

 HepoctaTouvHOCTbL NpoLLeccoB yCBOeHUA Fe
apUTpoOKapuoLmTaMm KOCTHOIro Mo3ra

* N36bITOYHasi NoTepsi ernesa (KpoBOTEYEHMUS,
remaTtypus



OCHOBHbIE TEMATOJIOTMYECKUE TPOSABJIEHUA

YXENE3OAE®ULIUTHBIX AHEMUM

l

KOCTHbIA MO3I

v

YBEJIUMEHUE YUCIIA
BA30- U
NONMUXPOMATO®UIIbHbIX
SPUTPOLIUTOB

A4

i

NMEPUPEPUYECKAA KPOBb

v

SPUTPONEHUA

YMEHbBLUEHUE
KONMUYECTBA
CUOEPOBJIACTOB

NMOMKMNOLIUTO3

AHU30LIMTO3
(MUKPOLIMTO3)
SPUTPOLIUTOB v

rMNOXPOMUA
SPUTPOLIUTOB

y

CUOEPOMNEHNA

Y

NEMKOMNEHMS
(YACTO)




OCHOBHbIE FEMATOJIOTM4ECKUE MNMPOSABJIEHNA NEPBUYHDIX
WENE3OPE®PAKTEPHbIX (MOPOPUPUHOAEPULINTHbLIX) AHEMUN

v

KOCTHbIA MO3Ir

y

noBbIlLEeHne
yucna
cunpgepobnacrtoB

Y

y

v

NMEPUPEPUYECKAA KPOBb

y

yBernim4yeHue
KonnyecTtBa
6a3zopnnbHbIX
3pPUTPOKAPMOLUTOB

yMepeHHast
apuTponeHus

YyMeHbLUeHne Yyucna
reMorrnno6MHU3NPOBaHHbIX
3PUTPOKAPUOLUTOB

Hanuuue
MULLEHEeBUAHbIX
3pPUTPOLIMTOB

v

NMOUKUIIOLMTO3
3puTpounTOB

y

aHU30LUTO3
3pPUTPOLMTOB

v

rMnoxpomusi
3pPUTPOLMTOB

y

NoBbILIEHUe
YPOBHSA Xene3a
B CbIBOPOTKE KPOBM




AKese3oaepuMTHbIC AHEMUH

Puc. 1. MukpoumnTos u runoxpommua 3PHTPOUNTOB NPH xenesonegpu-
UHNTHOHA QHEMUMH,




yKenesogedununTHaa aHEMUSA

FfemornoovH 68 r/n
Aputpoumtbl  3,9*10'%/n
LIB. Noka3aTtenb 0,51
JNlenKkouunTbl 5,4*10°/n
Man.-ApepHble 5%
Cerm.-agepHble 56%

Ba3odunsi 0%
Jo3nHouUnbI 2%
NnmcbounTbi 30%
MoHouuTtbl 7%

TpomMGouUTbI 230*10°/n



f[emMmonuUTnYecKne aHemMum -

9TO rpynna 3aboneBaHu, XxapakTepuayoLLNXcs
NaTonorn4eckm MHTEHCUBHBLIM pa3pyLLUEHNEM
9PUTPOLIMTOB, MNOBbLILLEHHLIM 0Opa3oBaHMEM

NPOOYKTOB MX pacrnaja, a TaKk e peakTUBHbIM
yCUNEHNEM 3pUTPONoI3a



[emonuTnyeckue aHemMun
(HacrnencTBeHHbIE N NPUNODPETEHHLIE)

HacnepncrtBeHHbIe reMoOnMUTUYEeCKue aHeMUU CBA3aHbl:

* C HapyLleHnemM cTabunbHOCTU MeMBbpaH 3pUTPOLIUTOB,
00yCroBMEHHOM N3MEHEHMEM CTPYKTYpbl benka nnm
nmnmaos

* C HegocTaToyHOM aKTUBHOCTbIO (PEPMEHTOB
neHTo3odpocdaTHOro unkna n metabonuama rnoTaTMoHa
1 yeunenue [NOJ1 [ noBbILLEHME NPOHULAEMOCTH

* C neduytom pepMeHTOB rmukonmaa [ aHeprogedpuumnt
9PUTPOLNTOB [] YrHETEHME TPaAHCNOPTa Yeped MeMbpaHy

« C Ka4yeCTBEHHbIMU U KONMNYECTBEHHBIM N3MEHEHNEM
CTPYKTYPbl MONUNENTUAHbIX Lienen remornoobunHa



HacneacrBeHHbIE

MembpaHonatum apuTpoumToB

BenkoBo3aBUCMMbIE: MUKPOCHEpPOLIMTO3, OBaNOLNTO3,
CTOMaTOLMTO3, MMPOMNOMKMUIOLMTO3

JlnnnpgosaBucmMblie: akaHTOLMTO3

OH3UMOoNaTun 3PUTPOLINTOB, OBYCNOBIIEHHBIX 4EPULNTOM:
depmeHTOB NeHTO30(ocdaTHOro Uukna

depMeHTOB munKonmnaa

[ ntoTaTnoHa

depmMeHTOoB, y4acTBYyOLWNX a cuHTese ATD

depMeHTOB, y4aCTBYOLWWNX B CUHTE3E NOPHOUPUHOB
[emornobunHonaTuu:

CBsi3aHHbIe C HapyLUeHNEM NeEPBUYHON CTPYKTYPLI Lenen rnobmHa
Tanaccemum



[MTpuobpeTeHHbIe

* IMMyHOremonuTuieckmne aHemMmm
* [1pnodbpeTeHHbIE MEMDpaHONaTUM

* AHEMUUN, CBSA3AHHbIE C MEXaHNYECKNM
NoBpEXOEHNEM 3PUTPOLMUTOB

* TOKCUYECKME rEMOSINTUYECKME aHEMUN
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[eMonuTUYeckmne aHeMmumn
(HacneaCcTBEHHbIE N MPUODPETEHHbBIE)

[MpuobpeTeHHbIe remonMTU4YEeCcKue
BO3HUKAIOT B pe3ysbTraTe :

* AyTO- N U3OUMMYHHbIX KOHJQXITUKTOB
» Tokconnasmo3sa
* BupycHbIX nHdbekunm

 MeankamMeHTO3HbIX N TOKCUYECKUX
BO30ENCTBUM



[ emMonuTunyeckasa aHeMus




emMmonNuTn4YecKkue aHeMmun

* [MneppereHepaTopHbIN XapakTep (4o
PETUKYIOLUTAPHLIX KPN30B), NEUKOLMNTO3

* CdepounTbl, OBanouunTbl, MULLEHEBUNOHbLIE
N cepnoBuaHbIE 3PUTPOLINTLI B
nepundoepnyeckomn KpoBu



BUObl TEMOJINTUYECKUX AHEMUN

‘ rEMOJINTUMECKUE AHEMUU l

v

NEPBUYHbIE

(HACNEOCTBEHHbIE, BPOXOEHHBIE)

y

y

v

BTOPUYHbIE
(MPUOBPETEHHBIE)

BbISBAHHbIE BbISBAHHbIE
MEMBPAHOMNATUAMU FrEMOINMoOBUHOMNMATUAMU
BbISBAHHbIE
®EPMEHTOMNATUAMMU

\ Benok3aBucumble:

e OBanouuTo3s
e CTOMaTOLUTO3

\ NunugosaBucumebie:

* aKaHTOLUMTO3

\ rnukonu3a

WYHTa

\ cuctembl
rnoTaTMoHa

\ npu Tanaccemmm

* MUKpocdepoumnTo3\ neHTo3odocdaTHOro \ npu aHeMuAX

C HapyLueHuem
NepBUYHOU CTPYKTYPbI
rmo6uHa (HbS wn ap.)




AKaHTOLMNTO3, SXUHOLINTO3, NOHUKM/I030LNTO3, aHULIUTO3
(Ma3oK KpoBu nauneHta C abeTasmrorpoTEUHEMUNEN)



USMEHEHUA B SPUTPOLIUTAX,
BEOYLWWIUE K UX TEMOJIN3Y

‘ NMOBPEXXOAIOLLUMA ®AKTOP I

Y

NMOBbIWEHUWE NMPOHULAEMOCTU MEMBPAH 3PUTPOUAOHbLIX KIIETOK

Y

HAKOIMJIEHUE B UX TUANOIJIASME U3BbITKA OCMOTUYECKH
AKTUBHbIX BELLECTB (Na*, K*, Ca?*, OPYIUX)

Y

T’MMNEPOCMUA TUANOMINA3MbI

y

T’MNEPrMAPATALUNA U HABYXAHUE 3PUTPOULOHbLIX KIIETOK (C®PEPOLIUTOSI)

v

PASPYWWEHUE MJIASMOJIEMMbI SPUTPOUAHbLIX KINETOK - UX TEMOJIN3




HaneacrBeHHbIN MUKpocdepoLunTos3
(6one3Hb MuHkoBckoro - Lloddapa)




* B ocHOBe 3aboneBaHns NexuT
reHeTn4eckun gedekr benka memopaHsbl
apuUTpoOLMTa CrEKTPUHA.

* imetowasica aHomanmns memMmopaHsbl
NPMBOAUT K MPOHMKHOBEHNIO B 9PUTPOLINT
N30bITKA MOHOB HaATPUS N NOBbLILLEHHOMY
HaKomnmeHuo B HEM BOAbl, BCNEACTBUE
yero obpasyoTca cpepunyeckme
apuTpouunTbl (ChepoumnThbl).



Cxema MukpocepoLunTosa

Na+

— A |

nedexTomM DesKor p "
B Cbep ot a3p YL e HbIi
ceporT




CepnoBuaHoOKNeTo4YHas

dHEMUA

Glébulos rojos drepanociticos

La anemia falciforme es
una enfermedad hereditaria
de la sangre en la cual los
globulos rojos producen
pigmento {(hemoglobina)
anormal. La hemoglobina
anormal hace que los
globulos rojos adquieran
forma de medialuna u hoz.
como se observa en esta

microfotografia.



CepnoBUAHO-KNETOYHAA aHEMUS NPeacTaBnseT
cobon npumep aHoManuMmn CTPYKTYPHOTO reHa, B
pe3ynbrate Yyero B B-uensax remornobuHa
NPOUCXOOMUT 3aMeHa ocTaTKa rioTaMUHOBOM
KMCNOTbl HA OCTaTOK BarnuHa




Normal red Formation of sickled red Sickled red
blood cell blood cell blood cell







e Sickled cells

\

Normal
red blood cells

2 Healthwise, Incorporated



Tanaccemusi - amo 2emo2s106uUH03, OCHO80U
Komopoe2o siesisiemcsi depuyum HbA 6e3
Ka4YyecmeeHHbIX HapyuweHul e20 2/106UHO08bIX
ueneu.

B 3aBUCMMOCTU OT TOro, CUHTE3 KaKUX
uenen (o unu 3) CHMXKeH (BNNOTb 40 UX
MOMNHOro OTCYTCTBUA) BbIAENAOT ABE rpynnbl
TalacceMumn:

a-TajJiaCCeMus u1 B-manaccemmo.



OCHOBHBbIE 3BEHbSA NMATOINEHE3A
TANNACCEMUU

HEOQOCTATOK WM OTCYTCTBME OAHOW W3 LIEMEW
rNMOBUHA

ATPEFALUMS “HECBANAHCUPOBAHHOW” LEENW FMOBUHA B TMANOMNIA3ME
APUTPOOHbLIX KIIETOK

'

NOBbLIWEHHbLIA NMU3UC SPUTPOKAPUOLIUTOB (B KOCTHOM MOSIE),
PETUKYNIOLUUTOB N IPUTPOLUTOB (B CENNIE3EHKE)

\

AHEMUSA (
TAJIACCEMUS] )




OCHOBHbIE TEMATOJIOTMYECKUE
NMPOSAABJIEHNA TAJIACCEMMUM

'

KOCTHbIN MO3I

'

'

i

NMEPUPEPUYECKAA KPOBb

YBEJIMMEHUE

YUCIIA
SPUTPOUAHbIX
KINETOK

NOBbLILLEHUE
KOJNIMYECTBA
CUOEPOBIJIACTOB

3PUTPONEHUSA
MOUKMNOLMUTO3
AHU30LUUTO3
(MUKPOLIUTO3) V
rMNOXPOMUS

SPUTPOLIUTOB




DR
ﬁ n@g AO

NMEPUDEPUHECKAA KPOBb [1PU TAﬂACCEMMM



KOCTHbI MO3I MAUMETA [P TEMOJINTUHECKOU AHEMUU

BosibLLIoe Ynciio 30H nponmgepupyroLLmx HOpMO6/1acToB



AYyTOMMMYHHas reMoniMTu4ecKas
aHeMus

MemBpaHo-
arakyowvi
KOMMNNeKc

; '
" o

C14z3 OncoHnsayua

- LR =——s

OcmoTHyeckuin
Alaunc

Fc-peyenTtop

Makpodpar ®aroyuTo3s



[TpuobpeTeHHbIe MeMbpaHonaTuun

[eomonuTn4yeckaa aHemMus c
NOCTOAHHOU reMocuaepuHypueun u
NnapoKCcu3mMmanbHOU HOYHOWU
remorrnoounHypuen (bonesHb
MapkunadgaBbl - Mukenun)

[TpeactaBnaeT cobom NpMobpPETEHHYIO
reMonmMTUYEeCKYto aHEMUIO C MOCTOAHHbLIM
BHYTPUCOCYAUCTLIM rEMOSIN30M W
BblOerneHmnem ¢ MoO4You remocmagepuHa




HacneactBeHHble reMornuTU4YecKue
aHeMuun, cBfizaHHble ¢ aepnunToM
aKTUBHOCTU (PEPMEHTOB




B ocHOBe natoreHe3a HecepoLUnTapHbIX
reMONMTUYECKMUX aHEMUN NEXNT AePULINT
aKTUBHOCTU HEKOTOPbLIX PEPMEHTOB 3PUTPOLINTOB, B
pes3yrnbrarte Yero 3pUTPOLNTLI CTAHOBATCS
YYBCTBUTENbHbLIMU K BO3OEUCTBUIO Pa3NNYHbIX
BELLECTB PacTUTENbHOIO NPOUCXOXAEeHUA,
NneKapcTBEHHbIX CPEACTB.

Hanbonee pacnpocTpaHeHHOM cpeau 3Ton rpynnbl
3aboneBaHUn ABNAETCH OCTpas reMmonuTuyeckas
aHeMus, cBA3aHHas ¢ 4edPULIMTOM rMOKO30-6-
cboccban,ermnporeHaw



AHeMuu, cBsisaHHble C MeXaHN4YeCKUM
noBpeXxaeHnem 3pUTpoLUTOB

Bo3HuKatoT y 60nbHbIX C NpoTe3amu
aopTanbHbIX KnanaHoB BCneacTBue
BHYTPUCOCYOANCTOro paspyLleHuns
SPUTPOLNTOB.

[eMmonun3 obycroBneH yCTpoONCTBOM MnpoTesa
(MexaHun4ecKue KnanaHbl) Unn ero

ancdyHkunen (okornoknanaHHas
peryprutauus)



Tokcunyeckue remMmonuTuveckue
dHEMUU

[emonus IpUTPOLNTOB MOTYT Bbil3blBaTb XNMUYHECKNE
BelleCTBa 1 6a|<Tep|/|aanb|e TOKCUHDI

[ eMOoSIn3 BbI3bIBAIOT:
MbILLbAKOBUCTbIVN BOOOPOA;
CBUHELL;

conu meau (BcrnieacTeme YrHETEHUA aKTUBHOCTHU
nMpyBaTKMUHa3bl 1 HEKOTOPbIX OAPYrnx EePMEHTOB
9pPUTPOLUTOB);

Xfiopatbl Kanumsa n HaTpus;

PE30pPLNH;

HUTPODEH30M;

aHWUINH.



NMPUHUUNDBI, UEJIMW N METOObI JIEHEHUA

FEMONIUTUMECKOHM AHEMWUU }
" r T
0 E 0
T H
nPUHLUU P E A
Nkl o T T
M L AL
Y Y
v I'IperaTﬂljib, \ YcTpaHUTLE \ YcTpaHUTbE
YMeHbLWUp cTeneHb YMEHbLUTE CTeneHb YyMeHbLUTHSCTEeNeHb
LEENK remonusa apuMTpoLUunToB aputponeHhn nocnencTefi remonusa
J YerpanuTe; apuTpoLMTdR, rMnokcwy,
YMEHbLIUTb CTEeNeHb remocuaeposa
runokecuu \ YcTpaHutb
\ MpepoTepaTT, HEeMPUATHbIE OLYLLEHUS
YMEHbLUTb CTENEHb
remocugeposa
\ KoppektupoBatb KLLP
* MpekpalwieHne genctema * CnneHakTomMus * Koppekuust pyHKUMI
METOAbI reMonUTUYEeCKNX cepaeyYHO-COCYANCTOM

¢dakTopoB

* BBegeHue “anenUnTHbIX
¢hakTOpOB — NPUYUH
remonu3sa (rnyTtaTuoHa,
DAL, ...)

bH

* Acnonb3oBaHue
AHTUIMNOKCaAHTOB

* MepenuBaHne KpoBuU

* MpMmeHeHue
“enesocBasbiBarowmnx” JIC

* BBegeHue 6ycepHbIx
pacTBopoOB

CUCTEeMbIl, MOYeK, NeYeHwu,



[ BMAbI AN33PUTPOMNO3TMYECKUX AHEMWM |
v v

BbI3BAHHBIE BbI3BAHHBIE NOBPEXXJEHUEM
NMOBPEXX/IEHUEM KJ/IETOK — [PEALUECTBEHHUKOB
CTBOJIOBbIX KJTIETOK MUEJIONIO33A W/WIN  SPUTPOINOSTUH-

YYBCTBUTE/IbBHBIX KJIETOK

FMMNONNACTUYECKMUE B PE3YNbTATE BCNEOCTBUE B CBSI3M C
HAPYLIEHUA CUHTE3A PACCTPOMCTB HAPYLUEHWUEMNN
HYKINEUHOBbLIX KUCNOT NMPOLIECCA POLIECCA
3PUTPOKAPUOLIUTOB CUHTE3A FrEMA CUHTE3A
AMNACTUYECKME (MEFANOBIACTUYECKME) MOBUHA
512- )KEHG3OAGQ)ML|MTH TaJjilacceMu
ad u
donneBoaedpULMTHAA MopdmpuHonedm- ¢ AedmuuToB
uUTHas eiopien.

B PE3YIbTATE
PACCTPOUCTB
PErynauum QENEHUA
U CO3PEBAHMUA
3PUTPOKAPUOLIUTOB
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. HYKJIeHHOBBIX KHCJIOT I 3aMEHOI
'.~'j, 1HTpO6JIaCTHIIGCKO 173 pr“OBeTBopeHH;I

KHCJIOTBI.



1849 r. Tomac AgancoH
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1872 1. bupmep




B12-,qubVILI,I/ITHa$I aHeMus

ButamMuH B12

ApneHosnnkob6anamuH Memnxoq?&qinggl;m
I'Iponum-vsaﬂ K-Ta TeTparuagodho-

NnUeByK K-Ty

MeTnnmajioHoOBaA K-ta

YpunanHmoHodocdoar
B12
fAlHTapHasa Kucnora
(cropaeT B u,.er6ca) TummnanHmoHodocoar
(kmpnuy gnsa NOCTPOEHUA MoJieKynbl
AHK

BCEX KIeTOK KpoBM, anuTenuanb-
HbIX KneTokK XXKT )



B12-.qecpMuMTHa;| aHeMus

(BO3HMKaeT nocrie UCTOLLEHUA 3arnacoB BO BCeX AENO — NeYeHb,
MOYKU, MbILULbI)

NpunynHbl gedpuumta BuTammHa B12:

1. HepocTtaTtoyHoe noctynrneHne sutammia B12 ¢ nuwen (npu
NOBbILLEHHOW NOTPEBHOCTN — BEepeMEHHbIE, KOpMSALLNE
mMartepu)

2. HenocTtato4HOCTb racTpomykonpoTtenHa (. Kactna —
HacneacTBeHHbIU AedeKT napueTasribHbIX KNeToK Xenyaka,
aTpouru4eCcKuin racTpur)

Upe3mepHbIn pacxoq BUTamuHa (MHBa3usi LUMPOKUM NEHTELIOM,
OVNBEPTUKYIbI KALLIKWA)

OrpaHnyeHne BcacblBaHUA BUTAMMHA B TOHKOM KULLIEYHUKE
(bakTepuarnbHble, TOKCUYECKME, aneprniyeckmne aktTopsbl)

HepnocTtaTo4HOCTb NpOLECCOB TPaHCNopTa BUTaMuHa
(oeduuunT TpaHCcnopTHbIX benkoB — TpaHckobanomuHel |, 11, 1)

HapyLweHne genoHnpoBaHus ButammHa B12 (natonorus
neyeHu)

S T



[laToreHes

IIpu nedunure Buramuda B-12 He npoucxoaut
peBpalleHue (PoIrMeBOM KUCIOTHI B €€
KO(pepMEeHTHY10 (hopMy.
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B KpoBeTBOPHOWU TKAHMW:

* Hapymaercs
KJIETOYHOE NEICHUE

e YMEHBIIIAECTCS YUCIIO
JIEUKOITUTOB U
TPOMOOIIMTOB




B KOCTHOWN TKaHW:

3aJIepKUBACTCS
Pa3MHOXXEHHE U CO3PEBAHUE
SPUTPOKAPHUOLIUTOB

OpUTpoOIACTUISCKUN THII
KPOBETBOPEHMS 3aMEHSETCS
Ha MErajjoojacTu4eCKum

Bo3pacraer Her(PhEeKTUBHBIN
APUTPOIIOI3

YKOpauuBaeTCs
MPOJIOJKUTEIBHOCTD KU3HU
SPUTPOIIATOB




KapTnHa KpoBW

Tenbue Xonnu

MeranounTbl

-3,

Meranobnact
Konbuo KeboTta



HepBHasa cuctema:

* PasBuBaercd aerexepanus
3aJITHUX U OOKOBBIX CTOJIOOB
CIIUHHOT'O MO3Ta
(byHUKYISIpHBINA MUEIIO3)

* [lopaxarorcs yepenHbie u
nepeupruuecKrue HEPBHI C
pPa3BUTHEM MHOTOOOpa3HOU
HEBPOJIOTUYECKOU
CUMITTOMATUKH




yKenyao4yHo-KULEYHbIN TPaKT:

* [Iponcxomaut pa3BUTHUE
BOCHAJIUTEIBHO-
aTpo(uUyYeCcKoro mpoiecca
CJIN3UCTON OOO0JIOYKH U €I0
OT/IEJIOB

* [Iponcxoaut HapylICHUE
CEKPEIMH M BCACHIBAHUS
BHYTPEHHETO (pakTopa.




OCHOBHbIE TEMATOJIOT'MYECKUE TNPOSABJIEHUSA

MEFAJIOBJIACTUMECKUX AHEMWM

y

l

KOCTHbIK  MO3Ir

!

HAJIMYUE
MEIFANOBJIACTOB

BOJIbLUOE YUCIIO
MEFANOKAPUOLIUTOB

l

NMPU3HAKWU HAPYLLEHUA
CO3PEBAHUA
MUENTOUAOHbIX KINETOK
W OETrEHEPALIUWU AOEP
MElFANOBJIACTOB




OCHOBHbIE TEMATOJIOT'MYECKUE TNPOSABJIEHUSA

MEFAJIOBJIACTUMECKUX AHEMWUM

v

NMEPUPEPUYECKAA KPOBb

HATUYUE AHU30LIMTO3
MEFANOEJIACTOB (MAKPO- 1
W MEFANOLIMTOB MEFANOLMTBI)
FMNEPXPOMMUS MOVKUIOLNTO3
3PUTPOLITOB Y
— Y MONMXPOMATO®UNVS
3PUTPOLIMTAX SPUTPOLIMTOB
OCTATKOB \ 4
HYKNEOMMA3MbI BLIPAXKEHHAS
1 HYKNEONEMMBbI 3PUTPOMNEHUS
V YACTO -
MAHLIMTOMNEHWS
BEA30®UNBHAS  /
MYHKTALMS

SPUTPOLINTOB BUNUPYBUHEMUS




B12-.qechuMTHa;| aHeMus

[emaTonornyeckas xapakrepucTuka:

1.

2.
3.

Meranobnactnyeckmm Tun
KPOBETBOPEHUS

[ Mnepxpomus

QpUTpPoLNTBLI C TenbLamu XXonnm u
konbuamu Kebota

YMepeHHaa naHuMToneHns



B12-.qechLmTHa;| aHeMus

FemornoouH 58 rin
Aputpouutsl  1,3*10'%r
LiB. Noka3aTtenb 1,3

INenkouunTbl 2.8*10%/n
Metamuenouutbl 1%
Man.-aaepHble 8%
Cerm.-agepHble  45%
Ba3odunbi 0%
J03nHOMhUNLI 1%
NnmdcbounTbl 40%
MoHouUTbI 5%

Tpomb6oumntbl  120*10%n




[Mno- 1 annacTnieeas alerinm

_ ‘lgnonartunyeckune
BpoXxXaeHHble: (50-65%)
C nopaxeHnem Bcex *C N3BECTHbIMU
POCTKOB (PaHKOHMN, 3Tnonoruyec-
QcTpeHa-[amelueka ) KMMK pakTopamm
» C nopaxeHuem (MIOHM3NPY-
lowas pagmauus,
SPUTPOLIMTAPHOro POCTKa
5 NPOTUBO-
(Briekgea-flanemorpa) onyxorneBsble npenaparbl,
aHTNONOTUKM,
KOSinareHos3bl
cerncuc, BUPYCHbIV
renatut

n ap.



NMPUYUHDI
AMJIACTUMECKOU AHEMMM

MOHU3UPYIOLLIAA XUMUNYECKHUE BUPYCBbI
PAOUWALIUA BELLECTBA
* 0eH3on *renatuta C
* MHCeKTUUnAbI *BUY-1
* UUTOCTaTUKMU * napBOBUpYC

* @aHTUKOHBYJbCAHTbI
* npenapatbl 3onota | JIC
*HNOBN



OCHOBHbIE FEMATOJIOTM4YECKUE MPOSABJIEHUA TUMO- U
AMJIACTUHMECKNX AN33PUTPONMOITUYHECKNX AHEMWUMU

v

KOCTHbIA MO3Ir

Y

v

YMEHbLWIEHUE

YUCNA KIETOK

MUENOMUAHOIO
PAOA

YBEJIMMEHUE

YUCNA

JIMM®OUOHbIX

KINETOK

(KAK NMPABMINO)

y

NOBbILWWEHUE
COOEPXAHUA
XEJNE3A B

SPUTPOKAPUOLIUTAX

N BHE UX

v

NMEPUPEPUYECKAA KPOBb

v

SPUTPOMNEHUA

AHU30LIMTO3
(MAKPOLIMTO3)

A4

CHMXEHME OBLLUEW KOHLEHTPALMA
FrEMOINMMIOBUHA B KPOBMU

(B QPUTPOLUUTAX — OBbIYHHO HOPMA) v

TPOMBOLUTOMEHMSA
(YACTO)

NEUKOMEHUA
(3A CYET rPAHYJIOLIMTOB)

YBEJIMMEHUE
COOEPXAHWUA XXEJIE3A B
CbIBOPOTKE KPOBM




[ MNoO- 1 annacTunyeckasa aHeMunm

Ff’emorno6wuH 55 r/n 0-0,2%

Aputpouutbl  1,66*10'%/n

LiB. NMNokazatenb 1,0 P QTHKYIIOIIVI

INenkounTbl 2,8*10%/n R R S

Metamuenountbl 1%

Man.-apepHble 1%

Cerm.-agepHblie  21%

Baszodunbl 0% o

Qo3nHohuUnbI 1% . .

NTnmcpounTbl 68% e

MoHoLUUTbI 8% | ‘“ P

TpomMGouUTbI 100*10°/n ﬁi

OHFOJ‘IOI/I,EI,HOe J'II/ILI,O

npu aHEMUN
brnekdeHa-

[lanemoHpa



MPUHLMMDI, LIEAW U METOObI NEYEH{IS
OU33PUTPOMOITUYECKUX
" E

AHEMUY
o

(0
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NPUHLUN p E A
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g f "
\ YcTpaHuThy v YCTpaHVITb,Z \ YetpanuTe, T
YMEHbLMUTH/CTENEHb yMeHbLIJI/ITbCCTeneHb YMEHbLWMUTb LTeneHb
LEENK HapyLueHU$jaeneHns v rMNoKcumn nocneacTBUM rMnoKcumn
ndcdepeHLNpPOBKU
AvcdpepeHLmp \ MpenoTBpaMmTh, \ YcTpauutb Y
3pUTPOKapUOLMTOB " -
yMeHbLWUTHATEeNEeHb HenpuATHL oLLyLleHUA
remocuaeposa
\ KoppektupoBate KOC
* MpekpaweHne gencTBus * A\cnonb3oBaHue * Koppekuust hyHKLUN
METOAbI thaKTOpOB, NPMBOAALLMNX aHTUrMMNOKCAHTOB, cepaeYHO-COCYANCTOI
K rMnonna3smm KOCTHOro aHTUOKCUAAHTOB CUCTEMbI, NOYEK, NeYeHHU,

Mo3ra
* BBepgeHue “aedpuULUTHBLIX”
¢pakTOpOB — NPUYMH
aHemum (BUTamMUHOB B,
BG, c¢honueBon KNCNOTHI,
xenesa, ...)

* BBegeHue bycdepHbIX
pacTBOpOB



