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DPUTPOH — Nonyssauus BCeX K/1eToK
3pUTPOUAHOIO psifa, HaXoAsLLNXCS
Ha pa3HbIX CTaAMUSAX CBOEro
YXU3HEHHOro nyT™

DPUTPOH (no Kacny) - cuctema
B3aMMOCBS3aHHbIX OPraHoB 3pPUTPON0333,
nepndepnyeckon KpoBu, OpraHoB
3pUTPOAN3PE3a U HEMPO-TYMOPAsbHbIX
MEXaHU3MOB UX perynsumm

Kaxxayro cekyHay obpasyercs u
pa3pyLwiaeTrca 2 MWIUJIMOHA 3PUTPOLIMTOB




CXEMA SPUTPOHA
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B perynsuum 3puTpornos3a y4acTBYHOT UMMYHHbIE,
3SHAOKPUHHbIE N HEPBHbIE MEXAHU3MbI.

Ha apuTponoss BAnAOT HAaCeACTBEHHOCTb M (haKTOPbI
BHELLHEW Cpeapbl.

HopManbHbIM 3pUTPONO33 BO3MOXEH, €C/IN B OpraHn3me
€CTb B JOCTAaTOYHOM KOJIMYECTBE aMUHOKUCIOThI,
Xeneso, ButaMuubl B1, B2, B6, B12, C, donunesas
KncnoTta, MMkpoanemeHTbl Co, Cu, n ap. BewecTsa.

AKTUBMPYIOT 3PUTPOMNO3 — 3PUTPOMOSTUHOrEH,
CUHTE3NPYIOLLMNCA B NEYEHU, SPUTPOrEHNH
IOKCTarnoMepyiapHOro arnnapaTta No4eKk, MeCTHbIN
FOPMOH 3PUTPON033a — IPUTPONMOITUH.

CTuMynupytoT BbIpaboTKy apuTponoaTuHa - AKTT,
KOPTUKOCTEPOMAbI, COMAaTOTPOMNHbIM TOPMOH, aHAPOreHbl,
NPOMaKTUH, BAa30NpPeCcCuUH, TUPOKCUH, NUHCYIUH.

YrHeTalT 3pUTPON033 — 3CTPOreHbl, rKaroH.



YBennyeHne abcontoTHOro pasmMepa
3PUTPOHA -

SpUTPOLNTO3 (MOSTMUNTEMUSA )

3TO COCTOSAHWE C MOBbILWWEHHbIM
KOJIMYEeCTBOM reMornobumHa v
3PUTPOLIMTOB B eanHuLLe obbeMa
KpOBM.

[ @MaTOKPUT NpU 3TOM TaKXKe
NOBBbILLIEH.



-
-

[1Ba BUAa 3pUTPOLIMTO30B:

[lepBnYHbIe (CaMocTosATeNbHbIe POpMbl 601E3HN):
apuTpemns (UCTUHHaSA nonuunTemus, 6one3Hb Bakesa),
«CeMenHble» (HacneayeMble) 3pUTpoLNTO3bl.

BTopuyHble (CMMNTOMbI ApPYrMx 6one3Hen nnu
NpoLeccoB):

abcontoTHble (BCneacTBue yCUeHus apnuTponoasa n/mnu
BbIXO SPUTPOLINTOB B COCYANCTOE PYC/10 U3 KOCTHOrO
MO3ra);

OTHOCUTESbHbIE : @) reMO-KOHLEHTPaLMOHHbIE
(rmnoBoneMunyeckue), 6) nepepacnpeaenurenbHblie



bosie3Hb Bake3a

OTHOCUTCS K YNCNY XPOHNYECKUX JIEUKO30B.

[MPUUYMHBI: KAHLEPOreHHbIE areHTbl Pas/IMYHOro
XapaKkTepa.

B ocHOBE MexaHM3Ma pa3BUTUS SPUTPOLMTO3A:
HeorpaHnyeHHas nponudepaumus KNeTku -
NpeALwecTBEHHNLbI MUENOMNO033a

Hapsaay C yBennyeHueM Konnyectsa
3pUTPOLIMTOB OTMEYaeTCs TIENKOLMTO3 CO
CABUIOM BNEBO U TpoMboumnTo3 (NnoanunTemMmns

).



BTopnyHble abcontoTHbIE
SPUTPOLIUTO3bI

[MpyyMHa — noBbIiLLeHHOe 06pa3oBaHMe 3pUTPONO3THUHA.

Hanbonee yacto K aTOMy nNpuBOASAT:

O6LLas XpoHMYeckas rmnokcus ntoboro reHesa. MMnokcms
CTUMYNUPYET NPOAYKLMIO 3PUTPOMNOITMHA. SPUTPOLINTOS
06513aTe/NbHbIN CUMMTOM 3K30r€HHON M SHAOrEHHON rMMoKcuu. Mpu
FMNOKCUU SPUTPOLIMTO3 HOCUT alanTUBHbBIA XapaKTep.

JlokanbHas nwemusi noykn (obenx noyek), pexe neyeHu,
ceneseHku (Npu KUCTax, OTeke, CTEHO3e apTepun).

OnyxoneBbi POCT, COMPOBOXAAIOLLMNCS NPOAYKLMEN
3pUTPONO3THUHA (HOBOOHPA30BaAHMUS MOYKKU, NEeYEHU, CENE3EHKN).
MposiBneHna B nepucpepmnueckon KpoBu: Yymcna
3PUTPOLIMTOB U UX NpeALIeCTBEHHUKOB PETUKYJIOUMTOB. B

OT/INYME OT SPUTPEMMUYN, IPUTPOLIUTO3bI O6LIYHO He
COMpPOBOXAATCA TPOMOOLIMTO30M U JIEMKOLUTO30M!!



BTOpMYHbIE OTHOCUTESIbHbIE
SPUTPOLUTO3bI

= XapaKTepusyloTcs yBENUYEHNEM KOSIMYECTBA
3pUTPOLINTOB B eauHuLIe o6beMa KpoBu 6e3 akTueaumm
X NPOAYKLMN B KOCTHOM MO3re 1 6e3 NoBbILLEHNS UX
abCcontoTHOro Yncna B KPOBM.

Han6onee 4yacTbiMM NpUYMHAMM Pa3BUTUA ABJIAIOTCA .

s CHmxeHune obbema nia3mbl KpoBU (FEMOKOHLIEHTPaLINS)
Npy noTepe OpraHn3MoM XWAKOCTU (Anapes, pBOTa,
naasMopparus) pasBuTme NoMLUUTEMNYECKON
rMNoBOJSIEMUN;

= BbIOpOC B LMPKYNNPYIOLLYIO KPOBb 3PUTPOLINTOB U3 AEMNO
(Npu cTpecc-peakLunmn, OCTPOn r’MNOKCUHN,
rMnepkaTexosiaMMHEMMN) C pa3BUTUEM
NOSIMLMTEMUYECKOWN TMMEPBOSIEMUN.



YMeHbLleHne obulero obbema
3PUTPOHA, C NOHMXXEHUEM
coAep>XaHus 3pUTPOLITOB U
(unn) remornobuHa B eanHULE
obbemMa KpoBW Ha3bIBAETCH

aHemuen (MasioKpoBUEM)



= [1o npaHHbIM BO3 aHeMumen ctpagatot 1987300000
XXUTEeNnen nnaHeTbl. YacToTa BCTPEYaEMOCTU aHEMUU
cpean Hacenenms Poccumn 7-10%, cpean peten B
Bo3pacTe Ao I roaga - okono 50%, 6epeMeHHbIX XXeHLLUUH
- oT 50% pno 80%. o aaHHbIM M3 Poccumn
3aboneBaeMocTb aHeMUsiMN 6epemMeHHbIX ¢ 1991 roaa
BblpoCna B 6,3 pa3a. Y noXunbixX Noaen 4actoTa aHeEMUn
YBENMUYNBAETCH C BO3PACTOM: Y MY>XUYMH B BO3pacTe 65
neT aHeMnsa otMmedaetca B 9% cny4yaes, Y UX POBECHMUL -
B /%, TOraa Kak B Bo3pacTte ctaplie 85 neT oHa
BbiaBngeTca y 27-40% My>X4nH ny 16-21% >KeHLUKH.



Kputepuu BO3

Y MyX4UH:

yucno aputpountoB < 4, 0 mnH/mkn Hb<130 r/n, Ht<39 %,
Y XeHLUUH:

yucno aputpounTtoB < 3,8 mnH/mMkn, Hb<120r/n, Ht<36%
Y 6epemeHHbIXx: Hb<110, Ht<33%




Knaccudpmkaumm aHeMuii, OCHOBaHHbIE Ha pa3/IMyHbIX
npMHUMNax.

[1o aTnonorum - HacneacrtBeHHble
- [lpnobpeTeHHble
[0 naToreHesy - [NocTreMopparnyeckue
(Knaccngukaums - [eMonnTnyeckue
KoHuanoBsckoro) - Bcnepcteue HapyLLeHus
KpoBOOb6pa3oBaHuS
[lo TNy KpoBeTBOpeHnss |- Hopmobnactnyeckune
- Meranobnactunyeckue
1o cnocobHOCTM KOCTHOrO |- PereHepaTopHble
MO3ra K pereHepauumu - Tuno-
- ['unepp-
- ApereHepaTopHble




[0 LBETOBOMY
NnokasaTtento

- HOpMOXpOMHbIe

- [MNOXpOMHbIe

- [MnepxpoMHbie




[1o pa3mMepy

- MukpounTapHas

- HopMmouwuTapHas

- MakpouuTapHas




[lo Mopdonorum

- CepnoBuagHokneToyHas - MukpocdepoumTapHas

- OBanoumnTtapHaga v ap.




[0 cTeneHun THxectn |- Jlerkas
- CpegHsas
- Taxenad

[0 KNMHNYecKoMy - OcTpble

TEeYEHUNIO

- XpOHUn4eckue




Knaccudukaumsa aHemMum no
NaToreHesy:

s OT NMOTEPU KPOBU NPU KPOBOTEUEHUAX
(nocrremopparundeckas);

= MPW NPEBbILEHNN TEMMNOB Pa3pyLLEHUS
SPUTPOLMTOB HAA rEMOMN0330M

(remoniuTnyeckas);
s NPpU HEAOCTaTOYHM 2PUTPOMNO33E
(au3spuTpornosTnyecKas).



AHeMusa — 3To0 CMUHAPOM

C ToOuku 3peHns NnaToPuU3nosIoruum,

aHeMus — 310 (popMa reMmMyeCKomn
r’MNoKCum



KnMHn4yeckue NposBJ1EHUA dHEMUN

OTCcyTCTBME CUMMTOMOB -YAOB/IETBOPUTENIbHOE COCTOSIHME MpU
KOMMEHCUPOBAHHbIX, XPOHNYECKUX aHEMUAX

YCTanocTb, oAplwKa, naoxas NePeHOCUMOCTb (PU3NYECKUX HArpy30K
[onoBHas 601b, rONIOBOKPY>XEHUE, LLIYM B YLUAX

AHOpEKCHs, pacCTPOMCTBO NMuULIEBapeHus, amcdaruns
Pa3apaXkuTesibHOCTb, HapyLUEHUS CHA, 3aTPYAHEHNE KOHUEHTpauuM BHUMAHKUS
AMeHopesd, MNoTeHLUMA

BnegHOCTb KOXKHbIX MOKPOBOB W CITIU3UCTbIX

Taxukapaus, ycuneHne cepaeyHoro Tonuka, «WwyM noToka Kposm»
CnneHomeranus

3aaeprKka NCUXOMOTOPHOrO pa3BuUTUS Y AETEN

Atpodudeckmit rnoccuT (Y NOXKMAbIX)

Kpome obuiero anst BCex aHeMmMn LIMPKYNSITOPHO-
rMMOKCUYECKOro CMHAPOMA, KaXKaasd aHEMUS MMee sst
crieyupunyeckue rnpusHaku. 5




AHeMuM B pe3yJibTaTe
KpoBonoTepu
(nocTtreMmopparmyeckue)



[locTremMopparmyeckas aHeMus

O\

OcTtpas XpOHU4ecKad



DTUONOrMs OCTPOWN
nocTreMopparmyeckon aHeMmnm

OcTpoe KpoBoTeyeHne B obbeMe OT
5 MN/Kr Maccbl Tena v BbiLLe.



Icxoa KpoBONoTEpU 3aBUCUT:

s OT 06beMa NOTEPSAHHON KPOBU
s OT CKOpPOCTK KpOBOMOTEPU

s OT COOTHOLLIEHUSA aKTUBHOCTWN (DAKTOPOB
CBEpTbIBAIOLLEN, MPOTUBOCBEPTHIBAOLLIEN
n GUO6PUHONUTNYECKON CUCTEM OpraHn3Ma

s OT peakTMBHOCTWN OpraHmM3Ma
s OT MCXoaHOro CoCTosiHMSA
s OT «npnobpeTeHHOro onbiTa»




MexaHM3M pa3BUTUSA PAaCcCTPOUCTBA XKU3HEAEATENbHOCTU
opraHu3ma npu oCTpon KpoBornoTepu (no J1. ®. Jiutemukomy)

= KPOBOIOTEPS
s | .
=  YMEHbLUEHME OGbEMA LIUPKYJIUPYIOLLEA KPOBU
s | _
=  CHWXEHWE NMPUTOKA BEHO3HOW KPOBM K CEPALLY

= ]
= YMEHbLIEHUE YAAPHOIO N MMUHYTHOI'O BblBPOCA KPOBU CEPALIEM
=
= CHWXEHMUE APTEPUAJIbHOIO AABJIEHUA
= ]
= YMEHbLUEHMUE NEP®Y3NOHHOIO AABJIEHUA B COCYAAX

= ]
= HAPYWEHUE MUKPOLIUPKYNIALNN
" l .
= TUNONEP®Y3UA OPrAHOB N TKAHEUN
=]
= KANMUWINAPOTPOPUNYECKAA HEAOCTATOYHOCTD

= ]
= TUMNOKCUA, TOKCEMUA, ALMAO3, ANCTOHUA
= ]
= HAPYLUEHMUE SHEPTETUYECKOIO N NJIACTUYECKOIO OBECNEYEHUA KJIETOK

= ]
= MNOJINOPIrAHHASAA HEQOCTATOYHOCTb

- =l
= PACCTPOUCTBA XXU3SHEAEATEJIbHOCTU OPTAHU3MA



ApanTtaumsa opraHn3Ma K oCcTpou
KpoBOnoTepe

n Cocyamncro-pednekrtopHas da3a
s [Mapemmyeckasa asa (ayroremoannoums)
s Pa3a KOCTHOMO3roBOro KpoBETBOPEHUS




Cocyaucro-pednekropHas da3a

KpoBonoTteps

YMeHbleHue OLK (npoctas runosonemmsn),
NweMns NoYkn <@ nageHue KUCJIOPOAHOU EMKOCTU KpOBM (rMnokcus)

\

CHmxeHue A/l, yMeHblLLUEHME cepaevyHoro Bbibpoca

\

Bo36y)xaeHne 6apo- n xemopeuenTopoB CUHOKapOTUAHOMN 30HbI

V Pe3kas akTUBaLus CUMNATOaAPEHa/IOBOM CUCTEMbDI U
aKTUBaums NPeCcCOpHbIX OTAENIOB COCYAOABUIraTE/IbHOMO U AbIXaTesIbHOro
PeHWH- LEHTPOB. =~
AHM'MOTEH3MHOBOM k Y
CUCTEMDbI, Taxukapans g Bbi6pdt KaTeXxos1laMUHOB U Yuawenue YAA

* \ rJIlOKOKOPTUKOMAOB

noBbilUeHune MoBbiWeHne ToHyCca

anbaocTepoHa B nepudgepnyecknx cocyaoB

lh KpPOBM U3
6nordna sbiBepeHns aeno MoBbilieHne nepndeprnyecKkoro CoNnpoTUB/IEHUS
HaTpus

+ LieHTpanm3aLusa KpoBoo6palleHus

TOLI,K > YMeHbLueHue CTenerhrunOKcuu S




F'mapeMmunyeckan gasa
(ayToremoguniouun)

- OrpaHu4eHune BblBeAEeHNS BOAbI
(akTMBauma anbgocrtepoHa, AAIN)

- YcMneHHoe NoCTyn/eHNE TKaHEBOM
XXUAKOCTU B KPOBOTOK

- Cna3M Tpabekyn ceneseHku

\/
BoccTtaHoBneHmne OLIK



da3a KOCTHOMO3rosoro
KpoBeTBOpeHuUs

NweMns noyku

BbibpoC 3pnUTPONO3TMHA

Y

AKTUBaLMA KNETKU NpeaLllecTBeHHULbI MMeNonos3a

l

[losiBNneHne yepe3 5—7 cyToK noimxpomMaTodunos,
PETUKYNOLNTOB N HENTPOMDUIIbHBIX IENKOLIMTOB

HopManusaumna KEK.



STUONOrNSA XPOHUYECKOU
nocTreMopparmyeckon aHeMmnm

s MHOIOKpaTHblE NOBTOPHbIE KPOBOTEYEHUS
B HeboNbLLMX 0bbeMax

OCHOBHOE 3BEHO MaToreHesa AaHHOW
aHeEMUN - [NYOOKNU Xene3oaeduLmT




NaToreHes xxenesopnedpuumTa

HeBposiornyeckas NHEKUMOHHbIE
CUMMTOMATMKA OC/OXXHEHUS

* Pacxop xxene3a > noxopn
CHuXeHue coaepXaHus Odednuunt

Xene3a B HeMpOHax \ / MMENonepoKcnaasbl

UcToLleHue 3anaca

HegoctaTok  —— enesa T~ [Jeduumr

LINTOXPOMOKCHAA3bI * a-rnvuepodocdatasbl
\ CHV)KEHHbIW CUHTE3 *
TKaHeBas rmnokcus FeMornobuHa HepoctaTo4yHOCTb
* paboTbl COMHKTEPA
MOYEBOro ny3bIps
CuaeponeHn4eckui AHemuns *
Sl Hepep>xaHve mMoum
Adeduunt MnornobuHa HepocTtaTtok nponuMHokcnaassl

\

MbILLEeYHas cnabocTb JIOMKOCTb, C/TOUCTOCTb HOITEN



AHeMuUM BCeacreme
YCKOPEHHOro pa3pyLieHuna
SPUTPOLIMTOB —
reMmoJimTuyeckue



Mpu «reMoJIMTUYECKON aHEMUN>
MMeeT MeCTO CTOMKOe Uim

MaccupoBaHHoe NnpeobsniagaHue
pa3pyLUeHUs 3PUTPOLMTOB Hag UX
¢dopMupoBaHmemM



[eMOoIUTUUYECKNEe aHeMMM

VO

Peoxfﬁle'—' HbIE NpuobpereHHblie

BHECOCYANCTbIN FEMO/IN3) \(3HAOBaCKyﬂﬂpr/l71, BHYTPUCOCYANCTbIN FEMOJIN3)

d

F’emornobuHonaTum DH3MOonaTum

MeMGpaHonaTvm

N

benkoBo3aBuUCHUMbIe JinnnasaBucnMble



BHyTPUCOCYANCTBINA FrEMOJIN3!

NosiBfIEHNE ayTOaHTUTEN K COBCTBEHHbBIM 3pUTPOLIUTAM
opraHM3Ma (QyTOMMMYHHbIE);

BO3AEVCTBUWN M30MMMYHHbIX aHTUTEN (MepemBaHne
HECOBMECTUMOWN KPOBU, reMonutnyeckas 6onesHb
HOBOPOXAEHHbIX);

fleKapCTBEHHbIX BelecTB (cynbdaHnnaMmuabsl 1 np.);

MeXaHW4YeCKOM MNoBpeXXAeHNN 3pUTPOLIUTOB
(NpoTe3npoBaHWe KianaHoB cepala, MapLieBas
remornobuHypusa v np.);

BUPYCHbIX MHDEKLMSAX;

[ENCTBUMN XMMUYECKUX N (DU3NYECKNX (DaKTOPOB (CoNu
CBMHLA, S4bl 3MEN, 0XXOrU, YbTPadnNoNETOBOE
o6ny'—|eHV|e nnp.).



BHecocyaAnCTbIN reMoJIn3:
KOr[aa 3puUTpoLUTbl U3HAYASTbHO
HECYT aHOMamio Un
NoBpeXAeHbl, MPU 3TOM OHWU
CTAQHOBATCA MeHee CnocObHbIMU K

negopmMauunsam



Ceneszenka. Paromuros IpuTpPONUTA
Marpodarom

KpacHbIe cTpe/IKH
YKA3BIBAKT HA
KPOMKY TOHKHX
BhINSYHBAHHH
MeOpaHbI -
NCeBJOMOaHH,
KOTOpbIe
Makpogaru
BbITST HBAKOT
BIepesa, YTOObI
NOr'JIOTHTh KJIETKY.




CpaBHUTeNbHAA XapaKTepuCTUKa
BHYTPUKJIETOYHOIro U BHYTPMCOCYAUCTOro remosim3a
(donros B.B., Jlyrosckas C.A., 2001)

NMpu3sHaku reMmonunsa

BHyTpucoCyaAnCTbIN

BHecocyauCTbIN

Jlokanusauusa remonm3a

Cocyancras cucrema

P3C

MaToreHeTMyeckuin hakTop

FeMOoNn3nHbI, 3H31MONaTUS
3pUTPOLINTOB

AHOManus popmbl 3pUTPOLIMTOB

['enaTocnieHoMeHanus

He3HaunTenbHas

3HauuTenbHasa

Mopdonormyeckne n3MeHeHus
3PUTPOLIMTOB

AHMN30UMNTO3

MukpochepounTos,
0BaIOUNTO3, MULLEHEBUAHbIE,
CeprioBUAHOKNETOUHbIE N Ap.

Jlokanunsauusa remocmaeposa

KaHanbubl noyek

CeneseHka, NevyeHb, KOCTHbIN
MO3r

JTabopaTopHble NpU3HaKku
reMmonm3a

[emornobuHemus,
remMornobuHypus,
remMocuaepuHypus,
rmnepbunnpybunHemms,
NoBbILWeHNe cTepkobunvHa B
Kane n ypobunuHa B Mo4ye

MnepbunnpybuHemns,
NoBbIWeHNe cTepkobunvHa B
Kane n ypobunuHa B Mo4ye




XXenTylwHoe okpallnBaHUE KOXU U
C/IN3UCTbIX







facies hemolytica




benkoBo3aBUCUMbIE
MeMbpaHonaTum

- BpoxxaeHHasi MUKpocdepouuTapHasa reMosiMmTUyecKkas
aHeMus (6o/s1e3Hb MuHkoBckoro-Lllogpgapa)

[aTtoreHes: gedekt 6enKoB LUMTOCKENeTa 3pUTPOLIMTA
(CneKTpuHa, aHKeEpuHa, besika TPETbEW 10/10Cbl, IPOTENHA
4,2)

SPUTPOLINT NPEBPALLAETCA B MUKPOC(EPOLIMT YMEHbLLEH CPOK
XXWU3HWN 3pUTpounTa

KNMHMYeckn nposBisgeTcs CUHAPOMOM reMOTIMTUYECKOM

aHEMUNEN, XKENTYXOWN, CrINIEHOMErannen

3aboneBaemocTb B EBpone - 1:5000



Actn
Protofilament

&
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w
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n

Tropomodlin




KapTHa KpoBU Npu HacneacTBEHHOM
MUKpOCHEPOLIMTAPHON FrEMOSTIUTUYECKON QaHEMUM




« NNUNTOLMTO3 NN OBAJZIOLLUTO3 —
/IEPEKT CTPYKTYPbI nogmMeMbpaHHOro
6esika 4,1 - naMeHeHne opMbl N YKOpoYeHne
XXN3HU 3pUTPOLIUTOB

TeyeHue B nogasngaroLeM 60bLLIMHCTBE
cny4yaeB (95%) 6eccuMnTOMHOE.



KpoBb Npun 0BafIOKIETOYHON rEMONTUTUUYECKON aHEMUK




e CTOMATOLUMTO3 - HaC/1e4CTBEHHOE
OTCYTCTBME Ha apuTpoLmnTax besika,
Hecylyero pesyc-aHTureH (Rh-Hysnepesl),
a TaKXXe peAKkue HaceACTBEHHbIE AEPEKThI
KaTWOHHOW MPOHULIAEMOCTHN MEMbpaH
3PUTPOLIUTOB - CPOK XXU3HU SPUTPOLIUTOB
Npu 3TOM YKOpauMBaeTCs.

CTOoMaTOLMTO3 MOXET 6bITb
NpMobpeTeHHbIM — NPU anKorosin3Me,
X0siennTmnase, oTpaBIEHUSAX NeKapCTBaMM.



CrtomMaToumnTos




JinnnaosaBUCUMbIE
MeMbpaHonaTum

AKQHTOLUMTO3 - NpH
abetasnuroriporenHeMumn (pe3koe
CHWXKEHWe B KPOBU XONecTepuHa,
pochonmnuaos, NeumnTmnHa)

[MpoAoMKUTENBHOCTb XXU3HW 3PUTPOLUTOB
YKOPa4nBaEeTCH.




AKQHTOUUTO3



f’eMmornobnHonaTum
(reMmorno6umHo3bl)

JTO HacieACTBEeHHble aHOMAaJIUM,
CBfi3aHHbIEe C HAPYLWEeHUSMU CTPYKTYPbI
rnobuHa.

[MpenMyLeCTBEHHO B TPOMUYECKUX N CYOTPONUYECKNX
PErmoHax Mmpa

B nonynauun go 240 MnH.
KnnHu4yecku 3Ha4ymmble — 100 MAH.
ExxeroaHo poxaaetcs u ymmpaet okono 200 Tbic.



HopMasnbHbIM FreMOrnobmnH B3pOCnoro
npeacraBfieH TpemMs MpakuUsaMN:

a Hb A—Ha 97 %;
s Hb A2 — okono 2 %;
a Hb F — okono 1 %.




I1Be OCHOBHbIE rpynnbl
HacsleACTBeHHbIX HapyLUeHUM

BbipaboTku reMmorsiobmuHa:

KauyecTBeHHbIe — OMHOYHbIE
aMUHOKUNC/IOTHbIE 3aMEHbI B CTPYKTYpE
r7106buHa

KonnuecrBeHHble (TaflacceMumn) —
YMEHbLLIEHNE BbIPpaboTKU r/1I0bMHOBbIX
Lerien ogHoro nan 6osee TUMoB.



KauyecTBeHHbIe
reMmornobvHonaTum
(S,C,D,E,GurT.A.)

OTO TOYEYHble MyTauuKn, BeayLme K
3aMEeLLEHNI0 OQHOU U HECKONBbKMX
AMUHOKMCNOT B OAHON U3 MONUNENTUAHbIX
Lenen rnobuHa, nan K BbiNaAeHUIo
aMUHOKUCIIOT, UM K UX «BCTABKE» B

HOPMaJIbHYIO MOC/1IEA0OBATEJIbBHOCTb LEln.



® CepnoBMAHO-KJ/1IeTOYHAaA
BpPpOXXAeHHasA reMoJZimTuyeckKkas

dHEMUA

Mpu 3aMeLLeHnn rMTaMUHOBON KUCIOTLI BalIMHOM B
6 MOMIOXKEHUU CUHTE3MpPYyeTCs FreMOrnobuH S

/[1I€30KCUr€HUPOBaHHbIN reMorsiobuH S B 50
pa3 MeEHEE pacTBOPpUM, YeM reMor/iobuH A.

NMponcXoanT 06pa3oBaHUSA BHYTPU 3pUTPOLIMTA
rens n ceprnoBUAHOrO U3MEHEHUS DOPMb
3PUTPOLIUTOB.



ITnonaroreHes CKA

MyTauus B KO4OHE
B-rnobynMHOBOro reHa

HapyuwieHue

NONIEAO0BATE/IbHOCTHN sl C¥3M:HE::1'?|B
dMUHOKWUCIIOT PYKTYP

1

3pPUTPOLIUTOB Kpucrannumsauumsa

1

HapvuweHue
peonﬁ‘r’m KpOBM —p OKKJ/THO3UWU, TPOMOO3bI

/

CepnoBUHOHOCTDb 4

flemonu3
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CepnoBMAHOKIETOYHAsA aHEMUS




A3Ba roneHn Npu ceprioBUAHOKIETOYHON aHEMNK



TanacceMum

HapylleHue rereponosimMepusaumm ueneun
remornobuHa, npusoasiliee Kk aeduumTty
remornobuHa A.

SpUTpOLMTbI 06pa3ytoT remMorsiobumHbl, NOSTHOCTbIO
WM YaCTUYHO NULLIEHHbIE A= Ljeénen, nmbo

B -uenemn.
CoOTBETCTBEHHO, pa3nnyaloT d-TaJIaCCeMUMN
B-TanacceMmum.



PacnpoctpaHeHue
Hanbonee BaXHbIX
reMorio6MHO30B B
BOCTOYHOM
nonyLuapum

Yenobusre oboswayernus :
L_anaccemus 23 HBD
. /5S [0 #8F
HEC




[1pn anbMa-TanacceMmn o-Lenu,
Bxoasuwme B coctaB HbA1 ( 2a2B ),
HbA2 (2a2c), HbF (2a2y)
3aMEHSAOTCA B NpeHaTasibHbI Nepuoa
Ha y-uenu (Hb Barts — 4y), B
NocTaHa/IbHOM nepuoae NpouCXoanT
3aMeHa Ha B-uenu 1 BO3HUKaeT

Tetpamep B (HbH - 4PB).



10 cTeneHu TAXKeCTU U CoCTaBy
reMorno6bmHa BbiAensoT ceayrouime
¢dopMbl a-TanacceMum:

Thalassemia major — y roMo3uroT, Npyu HaAN4YnK
80-90% Hb Barts

Thalassemia intermedia — npeacTaBnsieT cobou
remornobmHonaTtuo H (HbH)

Thalassemia minor — nerkas ¢dopma, Hb Barts He
6onee 5%

Thalassemia minima — He nMeeT KJIIMHNYECKNX
CUMIMTOMOB, BbISIBNAETCA TabOpaTOpHO, Kak
HocuTenbCcTBO Hb Barts 0o 2 %



[pn B-TanacceMmmax HabnoagaeTcs
CHMXXEHME BNOTb A0 NOSIHOrO OTCYTCTBUS]
CMHTE3a B -Leneun npu HopMasbHOM
CMHTE3E a- uenen. et n3bbiTouHbIN
cnHTe3 HBA2 (2a20), HBF (2a2y).
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depMeHTONATUM
(3H3nMoOnaTun)

[eMonnTU4ecKne aHeMmm, Bbi3BaHHbIE
dhepMeHTaTUBHbIMU AedeKTaMm
3PUTPOLIUTOB




» AdedbuunTt pepMeHTOB rMKoImn3a
(dbocdhornmuepokmHasbl,
2,3-AndocdornmuepomyTasbl,
pochoPpYyKTOKMHA3bI, FrEKCOKNUHA3bI,
NMpyBaTKMHA3bI, anbaonasbl 1 ap.);

» [lepmnumnt dbepMeHTOB CUCTEMbI MNMIOTaTUOHA
(rNIOTAaTUOHCUHTETA3bl, MMIOTATUOHPEAYKTA3bI,
rMIOTAaTUOHMEPOKCUAA3blI SPUTPOLINTOB);

» Adedbnunt pepmeHTOB NeHTo30pochaTHOro
umMkna (HenoctaTouyHOCTb MOKO30-6-pocdaT
fernaporeHassbl)



NMpuobpeteHHble
(3K303pUTpOLIMTApPHbIE)
reMosiMTUYeCKkme aHeMmn

'S N

NMMYyHO3aBUCUMbIE HemMMyHO3aBUCUMBbIE



NMPUOBPETEHHbLIE TEMOJIMTUYMECKUE AHEMUWU

(MMMYHHBIE)

» U3OUMMYHHBIE (asnnommmyHHBIE)— NPOHNKHOBEHWE B
opraHu3am 60/bHOIr0 aHTUTEN NPOTUB aHTUMEHOB 3PUTPOLUTOB
UAn 3pUTPOLIUTOB, NMPU reMonuTmnyeckon 6onesnHu
HOBOPOXAEHHOr0, TPaHChY3uK KpoBK HecoBmecTuMou no ABO,
Rh wnu gp. cucremam

TPAHCUMMYHHBIE - cBA3aHbl C aHTUTENaMK MaTepy,
CTPaAatoLLeN ayTOUMMYHHOW aHEMUEN, NPOHUKaOLLME K pebeHKy
Yepes nnaueHTy

> TETEPOUMMYHHBIE /ranteHoBbie/ - aHTUTEa Ha HOBbIN
aHTUreH B pe3y/ibTaTe (pukcaumm Ha noBEPXHOCTY SPUTPOLIMTOB
MeanKaMeHTa /neHnuUmMnanHbl, cynbdaHunamuabl/

> AYTOMUMMYHHBIE - aHTutena npotmB cobCTBEHHOIO
HEU3MEHEHHOI0 aHTUreHa
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AYTOVIMMYHHbIe reEMOJINTUNHECKHUE
dHEMUN

NnaBHbLIM 3BEHOM NaToreHesa dYTOMMMYHHDbIX
reMoJINTUYECKNX aHEMUH CNy>XmMtT MEXaHU3M

LIUTOTOKCUYECKUX ayTOoa/I/IePrmdecKnx
peakuynu
AYTOMMMYHHBbIE TeMOJIUTHYECCKHE AHEMUHU
MOI'YT OBITh:

11 epeudHbimu - BCJIICACTBUC PACTOPMA’KNBAHUN
AYTOPCAKTHUBHbLIX MCXAHU3MOB U PA3BUTHUA AYyTOAJIJICPI'NHA.

Bmopuunvimu - 0CI0XHSIIOT KaKHE-THOO0 CHUCTEMHBIC 3a00J1€BaHUS
(XpoHUYECKUM TUM(DOJIEHKO3, MUeJIoMHas 0one3ns, MJIC,
PEBMATOUIHBIN apTPUT, CUCTEMHAs KpacHasl BOJIYaHKa U Ap.)



[ eTepOMMMYHHbIE FreMosInTU4YecKue
aHEMUU

HekoTopble HN3KOMOJEKYSIPHbIE BELLIECTBA
(B TOM 4ucne — fiekapcrea), obnaaas
AP PUHHOCTbIO K MeMbpaHe 3pUTPOLINTOB,
CrocobHbl CaMU CTaTb MMMYHOIEHHbIMU U
Bbl3BaTb 06pa3oBaHMe aHTUTEN U
nocneayroLlee pa3BUTne reMoIMTUYECKOU
aHEMUU Kak FramTeHbl, obpa3oBaHue
rarnTeHOB BO3MOXHO B pe3y/ibTaTe
(PMKcaumMn Ha NOBEPXHOCTUN 3PUTPOLIUTOB
BMpYycoB, bakTepun,




'eMoan3, Bbi3BaHHbIM MPUEMOM JIEKApPCTB

NeHMUMNNNK 3. € aHOW 3pUTPOUMTA i
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2. IpUTPOUMT — «HEeBUHHbLIN CBUAETENb»



N30MMMYHHbIE (2/1TOMMMYHHbIE)

[EMOJIMTUHECKUE aHEMUN

DPUTPOLINTBI OAHOIrO MHAMBUAA Pa3pyLLAOTCA Mpu
NOCpeACTBE aHTUTEN APYroro MHAUBUAA.

K HUM OTHOCATCA ABE KIIMHUYECKN 3HAYUMBbIX
dHEMUMN.

npy nepesimBaHUN HECOBMECTUMOM KPOBM, KO
[IOHOPCKWE 3PUTPOLIMTBI JIN3MPYIOTCS NOA
NENCTBUEM QHTUTEN peLMUnmeHTa,

MpU reMo/IMTNYECKOU 60/1e3HN HOBOPOXKAEHHDIX,

KOraa apuTpoLUnTbl Maoaa IM3nNpYoTCs
MaTEPUHCKNUMUN aHTUTENAMK, NEPECEKAIOLLNMM
nJaueHTapHbIn 6apbep.



[1paBnIO AHCKOro

B nepennBaeMon KpoBu HE AOMKHO ObITb
arrNioTUHOrEHOB, COOTBETCTBYOLLINX
arrntoTUHUHAM peLmnmeHTa.



Rh—cucrema BK/IOMaEeT Tpy pa3HbIX anniens
Dd, Cc, Ee.

Kpome rpynnoBbIX aHTUMEHOB N pe3yC
(paKTopa CYLLECTBYIOT U Apyrue
aHTUreHHble cnctemsbl sputpounToB: MNS,
Kell, Duffy, Kidd, Levis, P, York, Xq, I,
Chido n agpyrue.




PeaKkuMn Ha nepenMBaHue KpoBMU

o

AHTUreHbl
GO E

FemMonuTUYeCKan peaxkums

¥
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AHTU-HLA
AHTn-C, D, E
- Ungexunm

| Peakuus
*L «TPAHCNNAHTAT NPOTUB XO3ANHA» AyTOUMMYHU3aUMA




[[eMmonuTnyeckas 6onesHb
HOBOPOXXAEHHbIX

OTBeTa pe3yc-oTpuuaTelbHOM MaTeEpPU Ha
aHTUrEeHbl Pe3yCc-NosI0XUTENbHOro NoAaa.



FIRST PREGNANCY

| Al delivery

Maternal sensitization to Rh

|

Normal baby

SECOND PREGN/

Anamneslic response
to Ah’ ‘QIJI RBCs

I

¥

ERYTHROBLASTOSIS FETALIS

NemonutTnueckasn
6one3Hb
HOBOPOXAEHHbIX




TpaHCUMMYHHbIE reMoJINTU4YecKune
aHEMUU

s AT nonagatoT OT MaTepu K nioay 4vepes
NNaLUEeHTY 1 Harnpas/ieHbl MPOTUB 0bLLEero
Al 3pUTPOLUNTOB MaTeEpU U Nnoaa.

(AYyTOMMMYHHas reMonimTnyeckasi aHemMus
Yy MaTepm).



HenMMyHO3aBUCHUMbIE
reMoimTuYecKkme aHeMum

Bbi3BaHbl (PU3NYECKNMUN FrEMOSTU3NPYIOLLUMMU
BO3AENCTBUSAMU, XUMUKATaAMU-
reMmonm3aHTaMu, bnonornyeckumu

(pakTopamMmn, pa3pyLuatoLiMMn 3pUTPOLUTLI.




Cnacunbo 3a BHUMaHue

-




