AHEMUWN Y OETEW

1-a kadbegpa getckmnx bonesHen bI' MY



OnpepeneHue

AHEeMMA - NaTO/IOFMYECKOE YMEHbLUEHUE KOJIMYECTBA LUPKYANPYIOLLLUX
B KpoBu aputpoumntos (3P), ypoBHA remornobumHa (Hs) u
remaTokpuTa (Ht) B eanHuUe o6bema Kposu Ha 2 u bonee
CTaHAAPTHbIX OTK/IOHEHUA OT CPeAHUX 3HAYEHUI, ABNAIOLLUXCA

HOPMOI ANA AaHHOro BO3pacTa, U/MNKU KayecTBeHHble U3MeHeHus
3P n/vnun Hse

AHemusA — cHUKeHne HB B eaMHULY 06bEMaA KPOBM.

e JP —He ABNAKOTCA CTONb ONpeaenAaloWwmMMm noKkasatenem, yem Hs.

e HB 3aBMCUT OT NOANA, BO3pacTa, PYHKLUMOHANbHOIO COCTOAHMA U T.A4..
DCTPOreHbl — CHUXAOT HB Y }KeHLWWH;

AHApPOreHbl — NOBbLIWAKT HB Y MY*KUYMH

TUPOKCUH — aHeMum

NMpuynHbI:
e HapyweHune NpoayKUNN 3PUTPOLUTOB

e HapyweHue co3peBaHUA 3pUTPOLUTOB U HEIPDEKTUBHbDIN
3PUTPONO33

e [loBbllWeHHOe pa3pyLleHne 3PUTPOLUTOB, Hanbonee yacTto B
npouecce remosin3a



» HauuoHanbHoOCTb:

UTanbAHUbI, TaTapbl, FPEKN — Tanaccemums;

AppoamepUnKaHLbl — CeEpNOBUAHOKAETOYHAA aHEMUS;

ApmsaHe — nepmoanyeckasa 60n1e3Hb;

Apabbl - cepnoBnAHOKNAETOYHAsA aHemmA, rnto-6-pocdataernnporeHasa;
EBpeun — sputpemus, XJ1/1, bonesHb lNowe

» Mpodeccua: cBnHel, pTyTb — cUAepoaxpecTnyeckas aHemusa (BMmecTo
¥esiesa B rem BCTpamBaeTca cBUHeL,)

» OpraHuyecKkue pacTBopuUTenn — remosaunt. AHemumu, AA
» JleKapcTtBeHHble npenapatbl: HMBC, npenapaTtbl AUTUA
» 06pa3 }KU3HU U XapaKTep NUTAHUA:

*eHwwmHbl (YacTble poabl) — 60-70% HKOA

bapaHWHa — XKenes3o He yTUAnU3npyeTca

KoHcepBbl — oTcyTcTBME BUT. C

» lNepeHeceHHble 3ab60n1eBaHUA: - renaTUTbl — ayTOMMMYHHble TA,
6one3Hb Mapkunadasbl-Mukenu

[Mpn oHKoONaTonorMm n remobaactosax — cumntTomaTnyeckme A




NN XN X

AHeMus AMarHoCcTupyerTcs npm ypoBHe
HB meHee (nNo pekomeHaauum BO3):

110 r/ny neten no 6 net

120 r/ny peten ctaplie 6 net

120 r/n y nogpocTKkoB-aeBoOYEK

130 r/n y noApoCTKOB-Ma/IbyNKOB

- 32 UCK/IloMEeHMeM nepmoga HOBOPOKAEHHOCTU
120 r/n — ANA KeHLWUH:;

110 r/n — onAa 6epeMeHHbIX }KeHLWUH;

130 r/n — pna Mmy»K4unH



KpoBeTBOopeHue (remMmonoss)

MHOMOCTaAUUHbIN NPOLLECC KNETOUYHbIX
neneHnn u anpdepeHUNpoBOK, B pe3yabraTe
KoToporo obpasytorca

3penble, PYHKLUMOHA/IbHO NONHOLEHHbIe
K/IeTKU KPOBMU.

BblaenaoTt remonoas:

v IMOPUOHasIbHbIN

v locTHaTa/IbHbIN



IPUTPOINO33 -

npouecc o6pa3oBaHMA N CO3PEBAHUA
3PUTPOUAHDBIX KN1E€TOK B KOCTHOM MO3re,
NPMBOAALLUN K NOABAEHUIO 3penblX
3PUTPOLIUTOB

BcAa macca apuUTponaHbIX KNeTokK
OpraHM3ma HOCUT Ha3BaHMEe 3PUTPOHA



B SpuTPpOH BXOAAT:

v' PaHHMe npealecTBeHHUKN 3pUTPOUAHOro paaa

v Mopdonormyeckn naeHtudbunumpyemsoie
aapocoaeprKalime spuTPouaHble KNeTKU

v' Petukynouutsl (I- IVcTeneHn 3penocTu)

v’ 3puUTpoumTsl

[lepnon co3peBaHna B KM Ao peTukyaoumnutoB — 5CyToOK
Jp HEe MMetoT KOCTOMO3roBOro pesepasa.
Oeno TOJ/IbKO B cocyaax, KoXKe un ceneseHke




1o Mepe co3peBaHunA KJ1eToK
KpaCHOIro psaaa:

v' YMmeHbluaeTca pasmep (anametp saputpobnacra

20-25 MmKM, okcndunabHoro Hopmoumta 7-10
MKM)

v’ A0epHO-LUTONNA3MaTUYECKOE COOTHOLLEHNE
yMeHbLuaeTca

v' umtonnasma ot 6a3odnabHON CTAHOBUTCA
OKCUPUNbHOM (BCeACTBME HAaKOM/IEHUA
remornoouHa)

v/ B KOHEYHOM UTOre PeTUKYIOLUT TepaeT AAp0 U
NnpeBpaLLAETCHa B 3pUTPOLMT



Oco6eHHOCTN KpOBeTBOpEeHUS
nepmoaa HOBOPOXKAEHHOCTM:

ocyliectssaeTca B guadpusax n anndusax
AJIMHHbIX TPYOUYATbIX KOCTEU U NNOCKUX
KOCTAX

B TeYeHMe NnepBbIX AHEN KNU3HN coXpaHaeTca
HEBbICOKMIM YPOBEHb NEYEHOUYHOrOo
3pUTPONO33a




Ctaaunsa BbiTaJIKUBaHUSA
Aaapa U3 3pUuTpoLimMTa




" KoHeuHOMU KJ1IETKOM
, ' 9pUTPONoO33a ABNAIOTCSA
¥ &w . SPUTPOLIUT - Ge3bagepHble
e v ol KITETKN B dopme
B Oy OBOAKOBOIHYTOro gncKa:

i ‘ v'nnowaab NOBEpPXHOCTUM AUCKa B

1,7 pa3 6ornblwe, 4em Yy cdepbl
TOro >xe obbema

v obecne4ymBaet MaKCUMarbHO
ONAOAY3UI0 N TPaHCNOPT rasos

P TpombouuT, Nenkouunt
v'N03BOMNSAET NIErKO MEeHATb opMy
v P npuxognTcs

." m
' ,El,erOpMI/IpOBaTbCFI, 4TOObI

" NMPOTUCHYTbLCA  4Yepe3  TOHKue

 Kanunnsipbl.

W v CpegHuin anametp OP 7-8 Mkm
(L (QnameTp kanunnapa 2-3 MKM)
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NMpoao/MHKNTENbHOCTDb XXU3HU DP:

v’y B3pocabix 90-120 gHel

v’y LOHOLIEHHbIX HOBOPOXAEHHbIX AeTel 60-
70 gHen

vy HelOHOLWeHHbIX aeten 35-50 gHeMn

e PeTuKkynouunt *Kunset — 48 yac.



CtpyKkTypa memOpaHbl IP

Actin
Self Association Protofilament

O/WW Site
Tropomodiin



FEMOIJIOBUH- cno)xHbin 6enokK, COCToSAIWMN U3 ABYX
KOMMNOHEHTOB — 6enka robuHa n coeanHeHuMs XKenesa —
reMMmbl

v’ [AbIXaTe/IbHbIA NUIMEHT
v’ coctasnsaeT 6onee 90% TBepaoi yactm IP
v' ATOMbI 3Kesie3a NpuaatoT KPOoBU KPacHbIN OTTEHOK

v’ HB, He cBA3aHHbIN € P, 0YEeHb TOKCUYEH 1 NpoBOUMpPYET
passutmne OlH

CBOWUCTBA TEMOINTIOBMHA:

1. BbicOKaA cBA3bIBatoLLAA CNOCOOHOCTb: obecneymBaeT
KNCNOPOATPAHCMOPTHYIO GYHKLMIO KPOBU

2. Xopouwlaa pacTBOPUMOCTb
3. CnocobHocTb NnornowaTsb n otaasatb O,
4. bydepHble cBoOUCTBa — remornobuHosana bydpepHaa cncrema



Pa3nunyalor yertbipe Bnaa rnobuHoBbIX Lueneu: a, B,
y, 6:

> a-uenb cogepxut 141 aMMHOKNCNOTY

> B3, y, 0-uenu copgepxat no 146 aMMHOKNCNOT

HB B3pocnoro 3gopoBoro 4yesioBeka CoOCTouT U3
Tpex dbpakummn, KoTopblie cogepxaT ognH
OAVHAaKOBbIW TUN Lenen (a) 1 BTOPOU —
pa3nmqa+ou_wu‘/’|cs=| (B, v, O):

/ HBA, (2.5-3.5%): .5,

v HBF (meHee 1%): 0(212 obnagaet 6onbWUM
cpoacTteoM K O,, YTO UrpaeT BaXKHYI0 POJib BO
BPEMSI BHYTPUYTPOBHOro pasBuTUs




CTpykTypa reMmornobuHa
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MonekynareMornoouHa

Nna cuHTte3a HB

_ HeobXoOoMMoO

Hanuyune Tpex
CTPYKTYPHbIX
KOMIMOHEHTOB:

- npoTonopdupuHa
- Xeneasa

- rnobuHa

Komnnekc
AByxBaneHTHoro Fe n
npotonopdupunHa IX
obpasyeT rem
(NnpocTeTnyeckas

rpynna)

BernkoBas yacTtb
(rmobuH), coeanHsasChb
C NMPOCTETUYECKON
rpynnomn, obpasyer
MOneKyny remorsiobumHa



Merano6nacrt MakpouuT Hopmouur

CeneséHka KocTHbIA MO3r

JKcnpeccusa reHoB reMornobuHa Ao 1 nocne poXxaeHus. Takke ykasaHbl TUMbl KNETOK U OpraHbl, B KOTOPbIX
npoucxoanT akcnpeccus reHa (gaHHele no Wood W. G., (1976). Br. Med. Bull. 32, 282.)




1.®eppUTUH -3TO 6EIKOBbIN KOMMNIEKC, COCTOALMNN N3 24
cybbeaAnHUNL, 1N BbINOJIHAOLLMM PO/Ib OCHOBHOTO
BHYTPUKNETOYHOrO AENO Kenesa

Hopma: — 20 (30) — 140
2 cocTtoAaHna PeppUTUHaA:

v’ TlycTon n/vamn HenoONHOCTbIO 3aMOJIHEHHbIN Kene30M
v’ 3anosiHeH kene3om (1 MKr deppuTmHa - 8 Mr xKenesa)
e OTKnagbiBaeTcA B NOAKENYAO0YHON Kese3e, cepale, Koxe

e [Ipumep: remoTpaHcPy3na Ip maccbl 250 mn — 125 mr kenesa
BbiCBOOOXKAaeTcA

2. CbiBOpOTOUYHOE ¥ene3o - 11,64 — 30,43 MKMO/Ib/N1 Y MY}KUMH U
8,95 — 30,43 MKMOJ/Ib/N Y }KEHLLMUH.

3. TpaHcheppuH - 6enok-anbbymunH, cneymanmnsnpyeTca Ha
nepeHoce aTOMOB Kesie3a. MMeHHO 3TOT KomnJiekc (Keneso-
NPOTENH) COCTAaBAAET NOKa3aTesib NOJ Ha3BaHUEM
«CbIBOPOTOYHOE KEeNe3o.




PEryYnsauunsa sPUTPOIMO33A

v ®aKTop, CNOCOBHbIN CTUMY/IMPOBATb
npoayKkumnto 3P, 6b1n1 obHapyKeH B 1906 T.
B NJ1a3Me KPOBU KPOJIMKOB C aHEMMEN U
0603Ha4YeH Kak remonosTuH

v/ C 1950 r. cTann UCNonb30BaTb TEPMUH
3PUTPONOITUH

v B YyncTtom Buae 3pUTPOMNO3TUH Bbi
nony4vyeH B 1977 rr.



DPUTPONO3TUH

v’ rNaBHbIN peryaatop 3puTponossa
v’ [IMKOMPOTENHOBbI FOPMOH

v 3pUTPONO3TUH BblpabaTbiBaeTca B no4vkax (90%),
HeboNbllaA YaCcTb CUHTE3MPYETCA B MEYEHU U
cesie3eHkKe

CUHTE3 CTUMYNUNPYETCA TMMOKCUEN, KOTOPYIO
MCNbITbIBAE€T NOYe4YHadA TKaHb NPUN CHUKEHUM
obbema s3pUTPoOLUTAPHOM MACChI

Perynauma ocywecTBAaeTca No NpuHUMNY
obpaTHOM CBA3MU



» BHYTpNYTPOOHO N0 HaxoAUTCA B
COCTOAHUN "PU3UONIOrUYECKOU' TMNOKCUN
(SatO, B aopTte cocrasaser 45%)

»3TO NPUBOANT K UHTEHCUBHOM NPOAYKLNU
3PUTPONOITMHA U CTUMYAALMUK 3PUTPONOI3a

»[1oaTOoMy pebeHOK poXKaaeTca B COCTOAHUM
dusmonornyeckon noamumtemum (yposeHb
nynoBuHHOro seHo3Horo He 150-200 r/n)




OcobeHHOCTM O6MeHa Xene3a
y njaoaa
» TpaHCNoPT ¥Kenesa K naoay ABNAETCA aKTUBHbIM
NPOLECCOM,

» OCYLLEeCTBAAETCS Bceraa B 04HOM HanpaBAeHUU: K
naoay 6e3 obpatHoM nepeaaymn

» YpOBeHb CbIBOPOTOYHOTO ¥enesa n depputuHa y
nnoJa B nocneaHue Asa mecsua bepemeHHOCTH
npeBsbllLlaeT ero cogepkaHue y matepmu

» [lhoa nonyyaeT Kesnes3o oT MaTepu Ha NPOTAXKEHUU
BCen bepemeHHOCTU, HO OCHOBHbIe 3anacbl (40%) —

B NocaegHem TpumecTpe



OcobeHHOCTM O6MeHa xene3a
VY HeOHOLUEHHbIX AeTen

» OTHOCUTEeNbHble 3anachbl »ese3a Ha 1 Kr maccol
TeNa Takue e, Kak 1y AoHoWweHHbIX (70-75
Mr/Kr),

» HO Yy HUX CHUKeHbl abCcoNtOTHbIE 3anachl
Kenesa.



Ocob6eHHOCTU 3pUTPONo33a Nepuoaa
HOBOPO/AEHHOCTU CBA3aHO C aganTtauuem K
BHEYTPOOHbIM YCZI0BUAIM CYLLLECTBOBAHMUA:

v pusmnonornyeckmum makpoumtosom (MCV 106-110 ¢n) n
NoOINUNTEMUEN

v’ COKpaLLeHHOM NPoaOIKUTENbHOCTBIO N3HWM AP ao 60-70
AHen y AoHOoLWeHHbIX 1 35-50 AHen y He JOHOLEHHbIX

v’ BbICOKMM coaepaHmnem HbF (50-70%)

v’ NOBbILLEHHON OCMOTUYECKOM HECTOMKOCTbIO U CHUMKEHHOM
nedopMnpoBaHHOCTbIO IP

v’ BbICOKOW MHTEHCUBHOCTbIO: B NMepPBble CYTKU }KU3HU
oTmeyaeTtca peTukynountos (A0 70%o Yy AOHOLWEHHbIX U A0
100%o0 Y HEAOHOLWEHHbIX AETEN), a TAKKE HAIn4YUue
HOPMOLUTOB B Nepnudpepnyeckon Kposu

v’ OCTaTOYHbIMM 3anacamu »Kenesa
v HB B nynosuHHOM Kposu 150-200 r/n




dOusnonormyecKkas aHemumsa
HOBOPOXAEHHOoro

v" K KoHuy 3 mecaua yposeHb HB cHukaeTca ao 100-110 r/n.
9T10T eHOMEH HOCUT Ha3BaHUe «PU3nonormyecKas
aHEeMunA» HOBOPOXKAEHHOro

v flBnAaeTtcA pesysbTaTOM NOCTHATa/IbHOW NepecTPomnKm
3PUTPONO33a

e OCHOBHOM NAaTOreHETUYECKMM MEXAaHN3M — 3aTyXaHue
3PUTPONO33a B NEYEHMU

e BO3HWKaeTy BCeX HOBOPOXKAEHHbIX HE3aBUCUMO OT
YCNOBUN NUTAHMUA

e He HOCUT PYHKLUMOHANbHbIN XapaKTep (T.e. OTCYTCTBYIOT
KIMHNYECKUE NPU3HAKM TMIMTOKCUMN)

e He TpebyeT cneumanbHOro 1e4eHus



He TpebyeT cneuuasbHoOro
edyeHunsd, NnoToMy u4TO.
[Tlocne MaKCMManbHOrO CHUMXKEHNA YPOBHA HB
(K 8-12 Hepene KU3HU):
v/ BK/IK0YAIOTCA NOYKM B npouecc IMO-obpa3oBaHuA

v/ MOBbILWAETCA NPOAYKLMA 3PUTPOMNOITMHA B OTBET
Ha TMMOKCUIO

v BO3pacTaeT MHTEHCUMBHOCTb 3PUTPOMNO333

v MPOUCXOANT CMOHTAHHAA KOPPeEKLUA
dU3MON0rMYECKON aHEMUN (MPUN OTCYTCTBUM
HebnaronpuUaTHbIX GaKTOpPOB)



OAOHAKO!I
e Ha $pOoHEe MHTEeHCUPUKALMM SPUTPOMNO333a
NPOUCXOAUT YTUNMN3ALLMA 3aMacoB Kene3a,

KoTopble ncrowarTca (K 5-6 mecauy
NOCTHATA/IbHOM XU3HMW)

e [loaTOMy B BO3pacTe 5-6 mecAueB cywlecTByeT
BbICOKMW PUCK Pa3BUTUA XKene3oaeduumTHOM
aHeEMUN



MocTtoaHHbIN KOHTPOAbL Hb cheayeT ocyuwecTBaaTtb A0
18 mecaues:

e Y neTenm ¢ HU3KOU Maccoun Tena Npu PoXKAEeHUN;
* yV HEeJOHOLEHHbIX AeTewn;

e Y neten He NONYyYaroLMX MOJIOYHbIX CMeceun,
coepalux Keneso.

C 6-ro pno 18-ro mecaua yposeHb Hb cheayer
KOHTPO/IMPOBaTb, €C/IN pebEeHOK:

e [lony4yaeT KOpoBbe MOJIOKO A0 12 mecAues;

e Ha rpyaHOM BCKapM/IMBaHUK nocne 6 mecAaues
Nno/ly4aeT HeJ0CTaTOYHOE KOJIMYECTBO XKenesa C
NMPUKOPMOM;

e BoneH (XpoHM4YecKkue BocnanuTenbHble 3abonesaHus,
0buNbHaA KpoBonoTeps, NpMem npenapaTos,
HapyLlaloWmMX BcacbiBaHMe Kese3a)




JpUutTpoLuMTapHblieé MHAEKCbl

AputpoumntapHblie nuaekcobl- MCV, MCH, MCHC (npeanor<eHbl B
1929 roay M. Wintrobe):

v'MCV - cpeaHuit ob6bem sputpoumnta. Hopma 80 - 93.

v'MCH - cpeaHee cogepskaHue remornobuHa B aputpounte. Hopma
27 -31nr.

v'MCHC - cpeaHAa KOHLUEeHTpauma remornobumHa B aputpoumnTe, B
Hopme 33 -37 r/an.

v'RDW - nokasaTe/sib aHM30UMTO3a 3pUTPOLNTOB, B Hopme 11,5 -
14,5.

vUHpekc MeHTuepa - 310 cooTHoweHne MCV K Konuyectsy
spuTpoumnToB. Heobxoamm ana anddepeHUnanbHOM ANArHOCTUKM
ABYX OCHOBHbIX MNPUYUH Pa3BUTUA MUKpoumuTo3a - KOA wu
retepo3nrotHom Tanaccemumn. Ana KIAA nHgekc MeHTuepa bonee
13, AnAa Tanaccemmu - meHee 13.



P

Knaccnpumkauma (1)

Mopdonorunyeckas:

AHEeMUU B 3aBUCMMOCTMU OT CpeaHero gnameTpa
sputpoumntos (CA3) nnm obvema saputpoumntos (MCV) :
MukpouutapHbie (CA3 — meHee 6,9),

HopmouuTtapHbie (CAD -7 - 7,8),

MakpouutapHbie (C19 — 6onee 7,8)

AHemuun B 3asucmmoctu ot MCH naun usetHoro
NoKasaTenA:

v rmnoxpomHbie (LIN < 0,85):
v HopmoxpomHbie (LN- 0,85-1,05);
v runepxpomubie (LLN> 1,05)




Mo pereHepaTtopHOi dYHKLMM KOCTHOro mo3ra (no
KOJINYECTBY PETUKYIOLMUTOB):

. HopmopereHepaTopHble - 5-10%o0 (Makc=20%o)

PETUKY/IOUUTAPHbIN nHAEKC 1-2.
° [MneppereHepaTopHble: bonee 50%o,

PETUKYNOLMTAPHBLIN MHAEKC — bonee 2.

¢ [MnopereHepaTopHblie - meHee 1%o

PeTUKynoUUTaAPHbIN NHOEKC =YMHOXEHNEM
Be/INYMHbI NOoKa3saTena Ht Ha yncno
PETUKYNOUUNTOB (%o) U AENNTCA HA HOPMAbHbIN
noKasaTtenb Ht



Knaccnpumkauma (2)

2. 9TMonornyeckas
3. NaTtoreHeTn4yeckas:

e AHeMmuUKn, BCaeacTBUE KPOBONOTEPU

e AHeMmuUU, BCaeaCTBUE NOBbILLEHHOrO
KpoOBepa3pyweHUA

e AHEeMuUM, BCaeaACTBME HeaOCTaTOYHOro
KpoBeobpa3zoBaHUA

B HacToALlee Bpemsa Yalle NCnoab3yeTcA
natoreHeTn4yeckaa Knaccmdbukauma (Anekcees . A,
1970; Allan J. Erslev, 1995; Natan, Oski, 1998).



AHeMuUH, BCcneacreMme NoBbILWLEHHOrIo

KpoBepa3pyLUeHUs
femonutTnyeckue aHemmm - NnaTonorns APUTPOUUNUTAPHOIO OKPYXeHUA

(yawe npnobperTeHHble):
a) AT-onocpeaoBaHHbIe;

6) MMKpPOaHIrMonaTUYECKHUE;

B) MHAYLUMPOBAHHbIE TOKCUMHAMM N UHAYUNPOBAHHbIE MHPEKLMUAMMU.

NMaTtonorna membpaH saputpoumutos (LutTockner P, aimnuabl IP,
nedektbl aHTUreHos JP) - HacneAcCTBeHHbIe:

a)HacneacTBEHHbIN chepounTos;
6) HacneaCTBEHHbIW 3N/IMNTOLUTO3;
B)[THT
femornobmnHonatnm — HacneacCTBEHHbIE:
a)cepnoBUAHOKNETOYHAA aHEMMUSA,
6) HoCUTENbCTBO HECTAOUAbHbBIX rEMOrN10O6MHOB,
B)Tanaccemuu (a- n B-tanaccemmu)
r) npoune remornobmHonaTun.
H3MMONATUU - HACNIeACTBEHHbIE :

a) HepocTtaToyHOCTb -6-D/1,

6) HepgocTaTo4HOCTb [MK.




AHeMMM BCieaAcTBUe HelOCTaTOUYHOrI
KpoBeobpa3oBaHus

3a cuet HapyweHua auddepeHUNPOBKU (B OCHOBHOM
HOPMOLUMTApPHbIE):

® annacTuyeckme aHemmm (BpoXKAEHHbIE U
npuobpeTeHHble);

¢ BpOXKAEHHblIe AN33PUTPONOITUHECKNE aHEMUN.

3a cyeT HapyweHua npoandepaumm (B OCHOBHOM
MaKpouUuTapHble):

e B-12 nepnunUTHbIE AHEMUN;
e donnesogedmUNTHbIE AHEMUMN.




AMarHoCTnka aHemMmm

AHaMHe3;

KAMHNYECKMM OCMOTP NaumeHTa CTUrmasibHble
OTKNIOHEeHUA: «balleHHbINY Yepen,
«roTnyeckoe» Hebo, LIMPOKaA nepeHocmnua,
M3MEHEHMNA PAcnoNoXKeHnA 3yboB, KOCTHbIE
aHOMaNUU (UCKPUBIEHUE TOIEHEN,
«WEeToYHaA» Kama B yeperne);

HacnencTtBeHHOCTb;
Bo3pacTt 601bHOTO;
HHanobbi



MepeyeHb NabopaTopHbIX nccrieqoBaHumn

OBLUUUN AHAITIN3 KPOBMU:
KOHUEHTpauus remornobuHa

KONn4ecTBO apuTpoumnToB (OP nHaekcol)

9P UHOEKCHI

LBeToBoUW nokasartens (0,86-1,05)
PETUKYNOLNTDI

TpombounTbl (180-450x10°/n)

MOP®OJIOITUA SPUTPOLIUTOB:

HopMOUUTLI:68%, MukpounTbl 15%,
mMakpoumntbl 16%. OnucaHue OP

MOPOOMETPUA SPUTPOLMUTOB:
cpeaoHnn anameTp aputpouunTta 7,55 MKM

(kpuBas [Npanc-xoHca)

BUOXUMUYECKUN AHANNS:
cBoOoaHbIN remorniobuH (go 0,1 r/n)

nar (oo 460 ME)
rantorno6buH (0,9-1,4 r/n)

bunMpyouH Henpamon (16,5 Mkmonb/n)

OOMeH xene3a

CNEUNAIIbHBIE UCCIIEAOBAHUA:

OCMOTMYECKasi Pe3NCTEHTHOCTb
3PUTPOLINTOB

(max 0,32, min 0,48 % p-pa NaCl)

cbe)plvleHTbl aputpouuntos ([-6-D[;
MK

onpegeneHue remornobunHos (Hb
A2,F)

onpegerneHue uenen remornobuHa
(anbda, beTa)

MuenorpaMmma (3puUTpouaHbIN
pocTok 18-20%)

[Mpobbl Kymbca

MOYA:
LBET MOYMU
CBOOOAHbLIV reMornooduH
(OTCYyTCTBYET)
SpUTPOLUTBI (KONMYECTBO,
Mopdosiorms, «cnamk-CUHAPOM»



AnarHoCtTuKka aHeMum

nccneaoBaHMe KOCTHOro mo3ra (rmctoxmmms,
NMMMYHOPEHOTUNMUPOBAHUE, LUTOFrEHETUYECKOE U
MONEeKYNAPHO- BUONOrM4YecKkoe nccneaoBaHme) —
OBA3ATE/IbHO npu nogo3peHnu Ha HapylwieHue
npoAYKUUU 3PUTPOLUTOB B KOCTHOM MO3re

OcmoTnyecKkan pesmcteHTHocTb IP (TecT no Dacia)
Onpeaenenne pepmeHToB IP
KonnyectBeHHOe U KayecTBeHHoe onpeaeneHmne HeF

OnpepeneHne HeECTAabUNbHOCTUN 3PUTPOLNTOB (TECT Ha
JIOMKOCTb XPOMOCOM)

[Mpobbl Kymbcea (npamas n Henpamas)
MmmyHonorma - CD59 Ha 9P, moHouUTax, inmepoumnTax



KpuBas NMNpaunc->xoHca (npu A,

aHemusa MuHkoBckoro-Lloddapa

% 80 -
70 - /\
60 /
50 A
40 A
30 A / \
20 H \
10 A S N
3,75 | 4,5 | 5,25 6 6,75 | 7,5 | 8,25 9 9,75 [ 10,5 | 11,3
M
— — Hopma (A.B.ManasH, 0 0 0 3 |12 | 70 | 12 | 3 0 0 ot
JLIO K ykoBa "AHeMun y
geten", CaHkT-lNeTepbypr,
2001.)
— peOeHOK 0 0 6 57 18 17 2 0 0 0 0




AMNarHoCTnka aHemMum
3. JlonosHUTENbHbIE:

e YpoBeHb B12, ponmeBon KMCNOTbI.

e Ceponorna+ NUP(napsosupyc B19, B36,
LUIMB v ap.).

* MUKpOBMONOrMyeckoe n KynbTypasabHoe
nccnegoBaHme,

®* MHCTPYMEHTaNbHble nccneposaHua (Y3U, KT,
AMP, peHTreHorpadus).



CKpUHUHroBbIE
nabopatTopHble KpUTepmm:

* YPOBEHb 3PUTPOLIUTOB U reMOornobuHa;
®* YPOBEHb PETUKY/IOLUTOB;
°* LBETOBOM NOKa3aTenb;

® 3PUTPOLMUTAPHDbIE MHAEKCDI
(MCV,MCH,RDW);

e mopdonornyeckmne ocobeHHOCTH
3pUTPOLUTOB (N0 Ma3Ky nepudepunyecKkon
KpOBM).



HopManbHbie 3pUTpOLMUTDI



http://upload.wikimedia.org/wikipedia/commons/1/13/Redbloodcells.jpg
http://upload.wikimedia.org/wikipedia/commons/1/13/Redbloodcells.jpg

PeTukysnouumTtos

Reticulocvytes

Red“'é ocod
Cells o e




Mopdonormna apuTpoumToB

DISCOCYTE DACROCYTE
BOWL KERATOCYTE
?nggacl:v're SCHIZOCYTE
e i ECHINOCYTE KNIZOCYTE
13..g
IMMATURE

ACANTHOCYTE ERYTHROCYTE




MukpocoepounTbl




Tenbua Kebora



Tenobua Xonnun



Meranob6nacrbi




XAOA




TanacceMmums




Knaccnbukauuma NA
(no NpenbCcoHy)

®» HacnepctBeHHble A — remosu3 Bbi3BaH
BHYTPEHHMMU aHOMaANNAMU P

®» MpnobpereHHble A — remonus Bbi3BaH
BHEWHMMM (3KCTPaLEeNNIoNAPHbIMN)
BO34AEeNCTBUAMM



CMHAPOM FrEMOJIN3A

[emonn3 moxet NnpoTeKaTb NepmaHeHTHO UIn aNn30AN4eECKHU

(B BUOe Kpn30B).

[eMONNTUYECKNIN KPU3 XapaKTepusyeTca:

i

Pe3KUM CHUXKeHnem He n 9P c ogHOBpEMEHHbIM
HapacTaHMeM PeTUKYy10uUnTOo3a

NoBbILWLEHNEM YPOBHA cBOboaHOro bunnpybumHa (ocobeHHo
NPWY BHYTPUKNETOYHOM FreMo/In3e)

fMneppeakTnBHbIn KM (3p pocTOK),
bonamm B XKUBoOTe

NOTEMHEHMEM MOYM (BNAOTb 40 YEPHOTrOo LBEeTa Npu
BHYTPUCOCYANUCTOM remosin3e)

NnoBbllLEHUEM TemMepaTypbl Tena (a0 ¢ebpunbHbix LUdP)



KnmHunyeckme nposaBiieHns
reMmosim3a:

v }enTywHoe oKpallnmBaHUe CANIUCTbIX U
cKnep

v U3MmeHeHue uBeTta mouu (B/cocyamncTbiit
remonms)

v cnneHomeranusa (HacnheacrtseHHble [A:
MUKpocHepoLmMTO3, Talaccemms)



CnneHoMeranma m Xxenrtyxa




MexaHU3Mbl reMmoJim3a.:

1. BHYTpUKAETOUYHbIN (=maKpodaranbHbIN,
TKaHEeBOMW):

> Yalle BCcTpeyaeTcA

> Paroyntos IP makpodaramm neyveHu,
ceneseHkn, KM

> OCHOBHbIM NPOAYKTOM remo/im3a ABASEeTCA
Henpamoun buanpybuH

> KNMHNYecKkn npoaBnaeTca Kentyxom u
cnaeHomeranvem



CTpyKTypa remornobuHa

[lyn
Kenesa

MonekynaremMornoouMHa

1.OP nornowaet
MaKpodobar

2.0P Tepsiet
MeMbpaHy
(paspyLwaetcs)
3.0cBoboxaaetca HB:
MobuHoBbLIE Uenu —
nepepabdaTbiBalOTCS B
opraHu3me ganee
lem:

Xeneso — garee
nepepabaTblBaeTCs;
reMoBO€ KOJibLO - OHO
HEe HY>XHO B
opraHu3me, OHO
pacnpsiMnseTcst, YTo u
SIBNSIETCA HENPAMbIM
oMnnMpyouHom




CXEMA:

e [lanee B ne4yeHn B NpsAMOMN (CBA3aHHbIN)
bunnpyouH (pepmeHT
rNIOKOPaHUATPaHchepasbl) U NpUCOEAUHEHUEM
anbbymuHa

B KpoBu — 06WwmMn buanpybmH 3a cHeT NPAMOro

CuHapom Xunbbepa — mytaumsa reHa (bepmeHT
rNIOKOpaHUATpaHchepasbl)




AHeMmnsa MMHKOBCKOIO-
Lo dapa

« nednUnT cnekTpuHa u/mnmn aHkepuHa

* B ntore nunngHasa cTpykrtypa
nectabnnmnanpyeTcsd, NPoOHULAEMOCTb A5
MoHoB Na yBernnimBeTcd,
NPOOOIMKNTENBHOCTb XNU3HN OP
yMeHbluaeTca oo 12-20 gHeun



JlabopaTopHasa AMarHoCTukKa:

e AHemuA

e Tp-neHMA Npn ANNTENbHOM N MAaCCUBHOM remosinse.
Yawe Tp-umTtos3

e EAMHWYHbIE HOpMODBAACTbI
e CO3-20-30 mm/y

e MVC morkeT 6biTb B HOpMe, T.K. [MoTpebnserca B
bonbwem Konmnyectse ¢onmeBas K-Ta U m.6. gaxxe
MaKpoOLMTO3

e OcmoTnyecKkaa pPe3snCTeHTHOCTb
e Henpamasa runepbunnpybunHemmsa
e Peakuma Kymbca - otpuy,



BHYTPpUCOCYAUCTbIN FreMOJIN3:

e B KpoBOTOKe cBOH6OAHbIN HB, KOTOPbIN
cBA3blBaeTca ¢ benKom-rantTornobmHom

e Komnnekc: cB. HB+rantornobumH — yepes
no4YyeyHble KaHa/bLbl HEe NPOXOANT

e [Tlocne HacbILWEHMA CBA3bIBAOLLEN CNOCOOHOCTH
(nctoweHmne) rantornobmHa B nnasme
nossnaeTcAa cB. HB, KOTOpbIA NOABAAETCA B
moue (He-ypusa).

e [1pn 3TOM YpPOBEHb ranTornobunHa B niasme
KPOBM Pe3KO CHUXKaEeTCS.



BHYTPUCOCYAUCTDbIN
FrEMOJIN3:

> [lposBnsaeTcsa AMXopaaKkon, o03HOboMm,
TaxXuKapamen n 6oabto B CNUHE

> XapaKTepHble nabopaTopHble NPU3HAKMN:
- CHUXeHMe YpOoBHA rantornobumnHa
- NOBbILLEHME YPOBHA cBOH6OAHOro HB ns1a3mol,
- noABNeHmne He-ypum (M3meHeHue uBeTa Mo4u)



1.

depMeHTOoNnaTUMm:

Oedonunt fn-6-eo-Ar
Hawe Mmy*4YmnHbl

HaunmoHanbHOCTb — TaTapsbl, azepbanarKkaHupbl,
BbeTHaML,bl, KNTanLbl

depMeHT y4yacTByeT B Ha4a/IbHOM 3Tane NeHTo30-
docpaTHOro Nyt rMMKoOAMN3a: Heobxoamm Ang
COXPaHeHUA U pereHepaLnm BOCCTAHOBAEHHOrO
rNIOTAaTUOHA, KOTOPbIN NpeaoxpaHsaeT HB oT
OKUC/IUTENIbHOTO NMOBPEXKAEHMUA.

B 3P obpa3yeTca n3bbITOK nepekncm sogopoaa u
CcBOOOAHbIX PaANKANOB



e [eMoN3 NPOBAUMPYIOT: NapaLeTamorn,
HUTpodypaHbl, HMNBI, cyabdaHnamumabl

® JNN30/ remosin3a NOCae KOHTAKTa C
NPOBOLIMPVIOWIMM areHTom yepes 2-4 AHA:

* «yepHaa» moya, 60U B }KUBOTE, NOACHULLE

e Cumntombl OlMH

JlabopaTopHas AMarHoCTuka:
e AHemuA
e lednunt pepmenta IN-6-O-Ar
e Mapkepbl B/cocyamMcToro remoin3a



NMpunobpeteHHble lMNA:

1.FA cBA3aHHble c Bo3aenucTemem AT:

A- nzonmmyHHas A (F'6H, noctTpaHcdpy3MOHHbIE
OCNOXKHEHMUA)

b — AUTA cBa3aHHble ¢ AT npoTtus Al 9P
nepmndpepmnyecKkon KpoBu:

e [AcAT-remonn3nNHaMU;

e A cnonHbimn AT-X0/1000BbIMU
arrMtoTUHUHaMU

e [A c aByxda3Hbimu AT (bonesHb [loHaTaHa-
NlangwtenHepa)



NMpunobpeteHHble lNA:

2. [ A cBA3aHHble C UBMeHeHNEeM CTPYKTYpPbI
membpaHbl 3P (bone3Hb MapKuadasbi-
MuKKkenm)

3. [A cBfi3aHHbIe € noBpexxaeHnem membpaHbl IP:
e PaspyweHne P npoTte3amun KNnanaHos

e MapweBada remornobmnHypma=
MUKpoaHrnonatmnyeckaa=TTI1; sackyaut, ABC

4. TA, obycnosneHHble noBpexaeHmnem IP
XUMUYECKUMU areHTaMu: remoanTnyeckme agbl,
TAXe/ible MeTaNnNbl

5.TA, obycnoBneHHble pa3pywieHnem IP
napasmTamm



OAnarHocTumka:

e [[poba Kymbca npamana — nonoxKuTenbHas,
HenpAmaa- oTpuL,

* -rmunepbunmnpybuHemuna (3a cyet HenpAMoro)

e [MosbiweHne yposHA J1[I 6onee yem B 2
pa3a (3a cyet pa3pyweHme IP)



AWUTIA Cc NONIHBIMUM XONOAOBbIMM
diI T’TIOTUHNHaMM

e -|gM

e MecTo pa3pyweHna IP Kannnnapbl KOXKK

e [1noxasa nepeHOCUMOCTb X01043

e boaun B Nnasnbuax pyK, HOT, NOCUHEHUE OTKPbITbIX
y4yacTKoB Tena (no tuny c. PeiHo)

e OAK: aHemusa ymepeHHasa, CO3 6onee 50 mm/y
e AyTOarrnoTUHaumA

e OWKMBKKM Npu onpeaeneHnu rpynnbl KPOBU

e Pesyc-dpakTop onpenensaerca XxopoLuo

e [lpamas np. Kymbca — nonoxkmntenobHa 3a cyet C3-
KOMMN/IeMeHTa

e J/leyeHune: nnasmodepes



MukpoaHrmonaTmyeckas aHeMmumsa.

Pa3spylweHne 3p NponcxoauT 3a cHeT pparmeHTauum npu
npoxoxxaeHunu IP:

* yepes3 4YacTUYHO OKKAO3UPOBAHHbIN cocy,
(apTepuonbl, KaNnuANApbl),

® MPU CONPUKOCHOBEHUMN C NATONOTMYECKN U3SMEHEHHbIM
SHAOTENNEM,

* MpPU NPOXOXKAEHUN Yepe3 reMaHTMOMbI
XapakTtepHa ana: - TTM, I'ycC, ABC,
-beHomeH Kazabaxa-MeppuTta,
-reMaHIMomMaTo3,

- HELLP(Hemolysis, Elevated Liver enzymes and Low
Platelets)-cnHapom = Taxkenaa sknamncus
6epeMeHHbIX ¢ B/cOCYyANCTbIM FeMOJN30M C
MMUKPOTPOMbBaMM B NOYKAX, NErKMNX




JlabopaTopHasa AMarHoCTukKa:

e llInsouuntbl (pa3pyeHHble IP)
e -nosbliweHne J1AI

e CHU)KeHne rantornobunHa

e AHemuUA

e HB-ypusa (remocuaepuH B moye)

e KoarynonaTtua notpebneHms



fleMmorno6bumHonaTmm -

> HacnaeaCcrtBeHHble remointn4yeCkme aHemmni
> C dYyTOCOMHO-40MUHAHTHbIM TUMOM HaCl1eaoBaHWNA

> XapaKTepusyroTca Ka4eCcTBEHHbIMU UNN
KOJIMYECTBEHHbIMM HapYLUEHUAMM CTPYKTYPbI LLlenen
rnobmnHa. 3ameHa 0AHOM UNN HECKOJIbKUX aMUHOKUCAOT B
uenu rnobmHa, YTo NPUBOAUT K CUHTE3Y aHOMAJIbHOTO
TMNa remornobumHa

» NPU Tanaccemmax peayumpyeTca CUMHTE3 HOPMaibHOM
uenu rnobmnHa

» KIMHUYECKUE NposABaAeHNA o4eHb BapuabenbHbl: OT
6eccMMNTOMHOIO HOCUTENbCTBA A0 TAXKENbIX GOPM C
MOCTOAHHbIM reMOJN30M



» Tanaccemmsa oTHOCUTCA K Hanbonee
pPacrnpoCTpaHeHHbIM reHeTUYecCKMm 3aboneBaHmam

> BcTpeyaeTca npaKTUYeCcKn BO BCEX STHUYECKUX
rpynnax v permoHax 3emnm

» «[losc Tanaccemmnm»: ctpaHbl CpeamseMHOMOpPbS,
ApaBuncknm nonyoctpos, Typumna, UpaH, NHaus,
Tannana, Kamnyumsa, KOXKHbI Kntan
(pacnpocTpaHeHHOCTb cocTaBnaeTt ot 2,5 no 15%
HaceneHus)

» Tanaccemuu pacnpocTpaHeHbl B permoHax,
3HAEMUYHbIX MO MANAPUN



PacnpocTpaHeHHOCTb remorriooMHonaTum B Mmmpe
(tanaccemus, cepnoBUAHOKINETOYHasA aHEMUSA):
yucno Ha 1000 HoBopoxaeHHbIX (BO3)
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TasnacceMmmm

e [IporpeccnpytoLimm BTOPUYHbIN

remoxXpomaTos

e CaxapHbi Anabet
IlnarHocTtukKa:
» MuKpouuTos

>
>
>

OBbILLIEHNE OCMOTPUYECKON PE3NCTEHTHOCTU
OBblLLEeHMNE YPOBHA PeppUTUHA
OBbILLIEHMNE HENPAMOTro bunnpybmHa






NapokcunamasibHaa HOYHas
remornobuHypmsa (INHI)

MpunobpeteHHaa A HEMMMYHHOrO reHesa
KnoHanbHoe 3aboneBaHme (MyTaumm)- KJAOHaNAbHbIN
nedeKkr

C5-KoMN/1IEMEHT — KOMMJIEMEHT-3aBUCMMbIN KOMIJIEKC
NPUBOAUT K NOBpeXKAeHU0 membpaH (Hanbonee

YyBCTBUTENbHbIE KNEeTKN IP) KneTtku IP TepsatoT
TpaHcmembpaHHble 6enkun (PIG=aKopHble MoneKy/bl)

[eH pacnonoXeH Ha KOPOTKOM nieve X-XpOMOCOMbI
NedeKT npnBoaAUT K B/cOCYANUCTOMY reMOJIU3Y
CHUX»eHue remonosasa



NHI:

e [emornobmHypus npuBoaUT K AedUUUTY Kenesa

e YBe/qn4ymBaeTcsa PUCK BEHO3HbIX TPOMb030B (0cobeHHOo
NeyeHOoYHbIX BEH = cuHapom baana-Kmnapu, Tpomb03
CarnTasibHOro CMHyca)

JlTabopaTtopHaa AMarHoCTMKa:

e Otcytctemne CD55, CD59-PIG

e [emocnaepuH B moye

e KM- runonnasua/annasma KM, HO akTUBHbIA DPUTPONO3I3
NleyeHune: -TICK

-3kynmn3ymab (=conmnpuc) — AT K C5-KomnnemeHTy (610oKupyet
ero akTmeaumio 1 opmmpoBaHme membpaH-aTaKyoLKUX
KOMMJ1eKCOB)

- KomnctatnH «Compstatin» (C3-targeted complement inhibitor)
-remoTpaHcoy3un, K,




AnjacrnyecKkass aHeMmumsa

e AA—rpynna HacneaCcTBEHHbIX U
npuobpeTeHHbIX 3a60/1eBaHUN,
0bycnoBNEHHbIX AePEKTOM CTBO/IOBOU KNETKM
NN ee MUKPOOKPYXKEHMA, NPUBOAALLNM K
VYMEHbLUEHUIO UAN OTCYTCTBUIO NPOAYKLUNN
reMono3TUYECKUX KNETOK, KUPOBbIM
3amMmelleHMnemM KOCTHOTro Mo3ra U, Kak
cneacTtesme — K NaHUMUTONEHUN B
nepmndpepmnyecKkon Kposu



Anjslactmyeckas aHeMmums

e [lepsbin cnyyam AA 6bin onmncaH dpanxom B 1888
roay y bepemeHHOM *KeHuwmnHbl. 3aboneBaHune
XapaKTepmnu30BaNoChb TAXKENON aHEMMUEMN,
KPOBOMU3/IMAHNEM Ha KOXKE U B CKAEPY U
BbICOKOW TemnepaTtypoun. iccnepoBaHme
KOCTHOro MO3ra npu ayToncum BblABUNO
3aMelleHne KPOBETBOPHbIX KNETOK XKUPOM.

e TepMMH annacTuyeckaa aHemus Obin
npeanoxeH B 1904 roay Chauffard.

e CHUXEeHHaA KNeTOYHOCTb KOCTHOIMO MO3ra MOX<eT
Habnoaatbca npmn AA, MAC, nenkosax u
nMMmdpomax.




Anacrmuyeckass aHeMus

1.MpnobpeTeHHan:
v'IgnonaTtuyeckasa — 87%
v'BTopunyHas

NMpUYUHLI:

[MpenapaThbl - LUTOCTATUKN, XIOpaM@PEHMKOT,
NpOTMBOBOCNANUTENbHLIE, MPOTUBOCYOAOPXKHbIE, NpenapaThbl 30/10Ta,
gesarperaHTtbl, D€H3MH, NPOMbILLNEHHbIE Sabl U Ap.;

BUPYCbI. BUPYCHbLIE renaTuTbl (priaBoBupyc) — 6%, napBOBUPYCHI,
BOb, BeTpsiHasi ocna un ap.

2.BpoxgeHHasa (HacneacTBeHHas)

PacnpocTpaHeHHOCTb:

Bce AA - 1-2 cnyyasd Ha 1 MNnTH HaceneHusa B rog
[MpnobpeTteHHbie AA — 0,2-0,6 Ha 100 000
OEeTCKOro HaceneHus B rog

PacnpeneneHnue no nony m:g =1 : 1.

B 2 - 3 pasa yauwe Ha dansHem BocTtoke.



Knaccnbukauuma AA
(B 3aBMCMMOCTM OT KOJZIMYecCcTBa
nopa>xeHms poCTKOB
KpoBeTBOpEeHuUs):

1. OaHOpOCTKOBbIE (Yalle BPOXKAEHHbIe)
2. [1ByXpOCTKOBbIE (peXe BCcTpeyatoTcsa)

3. TpexpocTKkoBble (BPOXKAEHHbIE U
npuobpeTeHHble)



Knaccudbukauma AA B 3aBUCUMOCTH

1.

OT KJIETOUYHOMU JINHUM

YrHeTeHue KpacHOro pocTKa

MpunobpeTeHHanA: TpaH3UTOPHAaA 3puTpobacToneHuns
MJ1IaleHLEB;

HacnepactseHHas: aHemua lanmoHaa - bhekdaHa.

. HeuntponeHusn

HacnepactseHHas: cuHapom KoctmaHa; cmHgpom
LLIBaxmaHa-JanmoHaa-OCKn; peTUKYNAPHbIN
an3rexHes.,

. TpombouutoneHus

HacnepacTtBeHHas: amerekapuoumnTapHas,
TpoMbOUMTONEHMA C OTCYTCTBUEM STY4EBOM KOCTH.



NMpuobpereHHas AA

KrnnHuka: cBa3aHa u 3aBUCUT OT TSXKECTU
naHunToneHun B OAK.

[[emMopparnyeckmum cMHOPOM OObI4YHO
BO3HMKAET NepBbiM U 3aBUCUT OT KONMMYecTBa
TpoMbounToB. lposiBNsaeTcss netexmanbHOW
CbIMNbl0, 3KXMMO3aMWN, HOCOBbIMMU
KPOBOTEYEHUSAMU, KPOBOTOUYMNBOCTbLIO
CITU3UCTbIX.

HenTponeHus - npnynHa A3BEHHOIO
cTtomatuTa, bakrepuarnbHbIX MHEKLINHA,
NNXopaaKu.

AHemMnsa - npnvmHa oneaHocTu,



[laToreHes
npuobpereHHoun AA

AHTUIEHHbIN CTUMYA (BUPYC renatuta,MeauKamMmeHT)

|

JKcnpeccma abeppaHTHOro NPoTenHa
reMmorno3TUYECKOU KNEeTKOMU

|

3axBaT abeppaHTHbIX NPOTEMHOB aHTUIEH-
Npe3eHTUPYILWMMIN KieTKamun (Makpodarm)

c popmmpoBaHMEM NMenTNO0B

|



[TlaTOoreHes

npuobpereHHoun AA
[TenTngbl obpasyoT komnnekc ¢ MHLA

Komnnekc B3anMoa4eNCTBYET C
T-nnmdoumtamm

|

MIMMYHHbIN OTBeT

|

[ Mbenb abeppaHTHON aHTUMEH-
npe3eHTUpyrLen reMono3TU4YEeCKOU KIeTKun



[laToreHes
npuobpereHHoun AA
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Figure 3. Proximal events in immune-mediated marrow failure,



AMNACTUYHECKUE AHEMUA
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AnnacrnmyecKkass aHemumsa

JlabopaTtopHaa AMArHOCTUKA

1. O6WwmMM aHaNU3 KPOBU - CHUMKEHME KOJIMYECTBA
3PUTPOLUTOB, FTPAHYNOLNTOB, TPOMOOLNTOB,
PETUKY/IOLUUNTOB.

e HOpMoOUUTapHas npu npuobpeteHHOM AA,
MaKpouuTapHaa — Npu BpoxKaeHHbIX AA.

Oenatb B AnHamuke!!!

2. Munenorpamma - n3 Tpex aHaTOMMUYECKUX TOYEK,
T.K. MOXXHO NOMacTb B «TOPAYNIN» KapMaH (mecTo,
rne CoOXpaHeHoO KPOBETBOPEHME B MOJTHOM 0bbeme,
0CObOEHHO 3TO KacaeTcs rpyanHbil.



AnnacrnmyecKkass aHemumsa

JlTabopaTopHaa AUarHOCTUKA

e TpenaHobuoncua — onpeaenaeT KNeTOYHOCTb KOCTHOTO
mMo3ra (415 4oCcToBEepPHOM OLLeHKN HeobxoAMMOo Hannvme

6-9 KOCTHOMO3roablX MPOCTPAHCTB) U CTEMEHb 3aMeLLeHUS
¥XNpoBon n nbpo3Hom TKaHbto (> 75%).

e LluToreHeTnyeckoe nccneaoBaHmMe KOCTHONO MO3ra U
nepudepumnyeckomn Kposu (nNpoba c AM3NOKNOYTaHOM,
BbIAABAAIOLLYHO MOBbILEHHY NOMKOCTb XPOMOCOM —
noarsep:aaeT AMarHo3 aHemmum PaHKOHM).

® MMMVHOJ’IOI’W—IECKOE nccnenoBaHme KJ1IeETOK KOCTHOTIO

Mmo3ra (MmmyHodeHOTUNMPOBAHUE) C onpeaeNeHNEM
C[134+ KneTok.



AnnacrnmyecKkass aHemumsa

JlTabopaTopHaa AUArHOCTUKA

e Tutp PHK, AHK, npoba Kymbca, peBmaTtonaHbin daKTOP,
npobbl neyeHu, TYy6EepPKYyNNHOBbBIN TECT.

e [leTanbHbIXM aHaMHe3 3aboneBaHUA: TOKCUHbI, 0b61y4YeHune,
NleKapcTtBa, HacneacTBeHHble AA.

e Ceposiormyeckme nccnegoBaHmMA Ha BUPYCbl B YaCTHOCTU
Ha supyc A, B, T'C, BUY, B2b, napsosupyc B19 n ap.

e CopeprkaHue B 12 B cbIBOpPOTKE U 3pUTPOLMUTAX,
0 IMEeBON KUCNOTbI;

CKenetorpamma u peHTreHorpamma.



AnlacTtmyeckKkas aHeMmus




AHeMmunsa PaHKOHM
KJIMHU4YeCKue nposiBjieHuUsN

1. KoCcTHO-MO3roBasA HeA40CTaTOYHOCTb -NAHLUTONEHUSA

2.ComaTtnyeckue aHOMaIMN U NOPOKU Pa3BUTUA

® 3HOMA/IbHaA NUTMEHTaLUUA KOXNU

® 337€epXKa pPocTa

® MNOPOKM KOCTEN KOHEYHOCTEW, INLLEBOTO CKENETa

® 3aHOMA/IMMN rNa3, ywen

® 3aHOMa/IMM BHYTPEHHMX OPraHOB: MOYEMNO0J10BbIX,
CepPAEYHO-NEroYHbIe, XXenyao4yHO-KULLIEYHbIEe

e 6e3aHomanun 10 - 15% 6onbHbIX AD

3. BbicOKUI pUCK pa3BuTua onyxoneir, OMJ1/MAC,

K 20 roaam y 20% 6onbHbIX AD, K 45 rogam y 75%

conngHble onyxonu B Bo3pacte =15 ner.

Puck onyxoneu y uneHoB cembu 6-x A® cocrasnaer 25% (B.Alter et al.,
M.Ferrara et al, Blood 2001, v.98, Ne11).



AHeMunsa OaHKOHM
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NMMatToreHes AHeMum PaHKOHMU

e InntenbHocTb G2 Pa3bl KNETOYHOTO LKA
®* YyBCTBUTENBbHOCTb K KNcaopoay

® YyBCTBUTENbHOCTb K pagnauun

e [Mnepnpoaykuna TNFa

e [ledeKkT cnocobHoCcTU BoccTaHoBAeHMA [AHK
e HecmabunbHocmeo 2eHoma

NOBbIWEHHAA NTOMKOCTb XPOMOCOM
e [1oBbILLUEHHbIVA aNONTO3
e [ledeKTHaA MHAYKUMA P53
* CHMXeHHoe KonoHneobpasoBaHue



AHeMmua ®aHKOHM.
AnarHoCTuka

1. Ha ocHOBaHUM rMNEepPYYBCTBUTENbHOCTU
MMM@POLIMTOB K KNAaCTOMre€HHbIM areHTam
(KTOHOTeHHbIN TecT)

2. TeCcT Ha TOMKOCTb XPOMOCOM C
AN3NOKCUbyTaHom, mmtommumHom C

3. OnpepeneHne cydbtuna (MonekynapHo-
reHeTU4YeCKnum metoz)



Cy6tTunbl AHeMum ®aHKOHM

Cyotun %A Xpomocoma  benok
A 66 16924.3

163kDa
B 4.3 ? -
C 12.7 9922.3 63kDa
D 4.3 3p22-26 -
E 12.7 ? -



AHEMNA ®AHKOHMU

LinToreHeTn4dyeckKkume TecTbl
XapaKTepHble XpOMOCOMHbIe abeppaumnm y 60nbHbIX AD:
pa3pbiBbl XPOMOCOM, NEPECTPOMKHU, SIHAOPEAYNANKALUN,

obMmeHbl, CLUMBKYK, KONbLiEBble XPOMOCOMbI.
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AHeMmuss ®aHKoOHM
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AHeMmnsa ®aHKOHM
neyeHue:

1. TTCK
2. UMMmyHOcynpeccnBHaA Tepanua



O6uwme NnpuHUMNbI U
noKasaHuA K TpaHchy3Imnam

* [emoTpaHchy3ma —onepauus
TPAHCNAAHTALUMM TKaHU OPraHN3Ma,
NPOBOAMMYIO MO CTPOrMM NOKA3aHMUAM ANA
NOCTUXKEHNA 3aMeCTUTENIbHOro spPeKTa Npu

nedbuumnte y 60abHOro Toro Uam MHOro
KOMMOHEHTA KpPOBU

* OT TPaHCPY3UUN cneayeT OTKa3aTbCA
n obcyxKaaTb BONpocC o
NPUMEHEHNUN aNIbTEPHATUBHDbIX
MeTo408B Tepanuu.



O6uwme NnpuHUMNbI U
noKasaHuA K TpaHchy3mnam

PeweHue o0 noKaszaHUAX K remoTpaHchy3uam y aeteun
OCHOBbIBaeTcA He Ha noKa3satenax Hb n Ht, a Ha cheayrowmnx

dakropax:

1) Ha1M4nm Unm oTCyTCtBUUN KAIMHUYECKUX NMPU3HAKOB U
CMMMNTOMOB dHEMUMN,

2) 3TUONOTNN aHEMUU N ee ANHAMUKMU;

3) BO3MOKHOCTb UCMO/1Ib30BaHUA BMECTO reMoTpaHchy3ni
a/IbTEPHATMBHOM Tepanun (3pUTPONO3TMH, NpenapaTbl
Xenesa);

4) HaAn4YMe NAn OTCYTCTBUE CepaeYHO-NEeroOYHOM
HeJ0CTaTOYHOCTU UM 3ab0NeBaHNIN U HAPYLLEHUM CO
CTOPOHbI LLHC.



O6uwme NnpuHUMNbI U
noKasaHuA K TpaHchy3mnam

AHEMUM BTOPUYHOU NN NPU XPOHUYECKUX
3aboneBaHUAX BHYTPEHHUX OPraHoOB:

HE3pPEKTUBHOCTb a/IbTEPHATUBHbIX METOA0B
nevyeHuns B cnydaax rnybokont aHemum (Hb<70 rp/n)

/NN KPUTUYECKUX KTMHUYECKUX NPOSBAEHUAX
aHEeMMNYECKOM TMNOKCUU NI CONYTCTBYIOLLIUX
KPpOBOTEYEHMUAX.



FemoTpaHcdhy3um npu XOA

JlononHnTeNnbHO Ha3Ha4vaTb npenapartbl XKeJie3a AeTAM C
MaJibIM BECOM MNP poxxageHnn.

netam c secom ot 1,5 Kr Ao 2.0 Kr - 2 mr/Kr/aeHb
aononHutTenbHoro xenesa; 1.0 kr no 1,5 kr-3
mr/kr/neHb, ot 1.0 Kr 4o 0.5 Kr - 4 mr/Kr/aeHb

e [lpodunakTUKa:

* Ha3HayeHue npenapaToB ¥eJses3a B Kanaax:

e NOHOLWEHHbIM - 1 mr/Kr/cyTKu ¢ 4 mecaues,

* HeAOHOLUEHHbIM - 2 - 4 Mmr/Kr/cyTKu c 2 - X mecaues



OcobeHHOCTU ANUTENIbHOM
TpaHCchY3MOHHOMU Tepanuu y aeTen:

e He ncnonb3oBaTb ANA TPAHCHY3NM LENbHYIO KPOBb;

e 1nAa nepaynpexaeHma anIoMMMYHU3aLUN U
NOCTTPAHCHY3NOHHbBIX PeaKLUM OCYLLEeCTBAATD:

® TPaHCPHY3NUUN IPUTPOLUTOB CO CPOKOM XpaHeHusa ao 7
aHen (nyywe 3 AHA)
® COBMECTUMbIX No aHTUreHam ABO n pe3yc-paKTopa,

® C YYETOM Ha/IMYMNA aHTUTEN B KPOBU JOHOPA U
peuunmneHTa

* CnpeaBapuTe/IbHbIM NPOBEAEHUEM HEMPAMOM
npobbl Kymbca

® 1ICN0J/1b30BaATb ANA TPAHCPY3NIN IPUTPOLUTAPHYIO
mMmaccy, 0beHEeHHY0 NenKoumuTamm MeToaom
NnenkopunbTpaumn.



AnbTepHaTUBHbIE
MeToAbl JiIieueHUA aHeMum

e CtapToBas A03a PEKOMOUHAHTHOrO
spuTponaTuHa: 50 ME/Kr 3 pasa B Heaento,

BBOAMMAA B BUAE B/B UHbEKUUN B TeuyeHue 1-
2 MUH.

e [lanbHenwee NOBbIWEHNE A03bl 3aBUCUT OT
Ha4YaNbHOW peaKkunUu U KpanHewu
HEobHX0AMMOCTMN B KOPPEKLUN aHEMUMN.

e 103a 06bIYHO NOBbILAETCA CTYNEeHYaTO Ha 25
ME/Kr c uHTepBanom B 4 Hepenu.



AnbTepHaTUBHbIE
MeToAbl JiIieueHUA aHeMum

e MakcumanbHaAa ao3a He npesBbliwaeTt 200-300
ME/Kr 3 pa3a B Heaenlto.

e Koraa gocturaetca ypoBeHb remornodoumHa 100
— 200 rp/n unu BennumHa rematokputa 30-35%,
obwan nogapexkmsatowas go3a IO (B
cpeaHem 100 — 300 ME/Kr) moxeT bbITb
pasaesieHa Ha 2 — 3 MHbeKuUumn.

e [lepen n Bo Bpema neyeHuna 30O y Bcex
NnauMeHToOB onpeaenAeTcaA ypoBeHb peppuTmMHa.



AnbTepHaTUBHbIE
MeToAbl JiIieueHUA aHeMum

* Y NAUMEHTOB CO 3/10Ka4eCTBEHHbIMMU
HoBOObOpPa30BaHUAMU UCNONb3YIOT HBonee
BbicOKkMne ao3bl MO ot 300 go 900
ME/Kr/Hepento.

e bonee noaxoaAawnMm ABAAETCA NOAKOXKHOE
BBeAeHue, 3 pa3a B Heaento.






FEMOMNO33 SMBPUOHAJTbHbBIN - npouecc
DOPMUPOBAHNSA CUCTEMbI KPOBMU KaK TKaHW

NMOCTHATAJIbHbI/ FTEMOIMO33 —
npouecc pu3noNormyeckon pereHepaLmm Kposu

EAVHCTBEHHBIM OpraHOM MOCTHATaNIbHOMO
KPOBETBOPEHWS ABNSeTCS KOCTHbIX MO3I

[MlocTHaTanbHbIM reMonoa3 (KpoMe nepmoaa
HOBOPOXXAEHHOCTU) OCYLLEeCTBNSAETCH B

NJIOCKUX KOCTAX U B Anudusax
OJIMHHbIX TPY6UYaTbIX KOCTEN




Knaccudwmkauus.
MukpouuTapHasa aHeMuUS:

XOA (HapyweHunsa nutaHus, KpoBonoTteps).
OTpaB/IEHUS CBUHLLOM.
TajlacceMu4.
cnpgepobnacrtHas aHeMuUs.

XpOHUYECKMe BocnasinTesnibHble
3aboneBaHung.

HEKOTOPblE TEEMOJIMTNUHECKNE aHEMUMN.



RJI1TaccnguKkauuns.
MakpouuTtapHble aHEMUI:

1. C Meranobnacrtuyeckmm remono33om:
*B12-pedpuuntHaa anemus;
*honneBogednLUTHAA aHEMUS;

*HacneacTBeHHasa opotaTaunaypus.
2. be3 MeranobnacTuyeckoro remonoa3sa:

*NaToNIOrNA NEYEHMN.
*rMNOTUPEONON3M

efedeKTbl remonoasa

*rIpMobpeTEHHAas annacTndeckasa aHeMus
*aHeMunsa PaHKOHU

«aHemunsa danemoHaoa-bnekdaHa
‘Muenogucnnasns



Knaccugpukayma. HopmouymntapHble aHEMUMN:

[emonnTnyeckMe aHeMUU - NaTONOrua 3PUTPOLIMTAPHOrO
OKPYXXEHMUSA:

a) AT-onocpegoBaHHbIE;
6) MMKpoaHrmonaTU4YeCKne;

B) MHOYLUMPOBAHHbIE TOKCMHAMW N MHOYLUMPOBAHHbIE
MHJOEKLNAMMN.

MaTonorma memOpaH 3pUTPOLIUTOB:
a)HacnencTBeHHbIM CPepoUnTO3;
6) HacneacTBEHHbIN ANNIMNTOLNTO3;
B)[THI

FlemornoOouHonaTuu:

a) HbS;
6) HbC;
B) HecTabunbHbIN HD;
) npo4une remorrnodunHonaTmm.
JH3UMONATUMN:
a) HegocTtaTo4HOCTb [-6-P[;
0) HenocTaTouHocTb MK




Knaccungpunkayus
HopmouuTapHbie aHeMum

NedekTbl 00OpazoBaHUA 3PUTPOLIMTAPHOIO Nyna:

a) apuTpouuTapHasa annasus,

6) TpaH3nTopHas aeTckas;

B) JleKapCTBEHHas;

) XpOHUYECKasi noyevHas rnaTosiorma.
KpoBoTeuyeHus

TMnepcnneHusm

[TaHUuMTONEeHUA:

a) NpnobpeTeHHas annacTuyeckas aHeMuUs;

6) aHeMmuss PaHKOHMN.
NMepepoxaeHue KOCTHOro mo3ara (Hanpumep, Nnpu nemKo3sax).




Mcnonb3osaHne MCV u peTukynouuToB ans
anpd. ANarHoCTUKN aHEMUU
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Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU
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Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




Mcnonb3osaHne MCV u peTukynouuToB ans
anpd. ANarHoCTUKN aHEMUU
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Mcnonb3osaHne MCV u peTukynouuToB ans
anpd. AnarHoCTUKN aHEMUN
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MembpaHonaTuu,
cbepMpeHTonaTuu, AyTommmyHHas lA:
remorrno6uHonaTuw, nepBu4Has, BTopuHas
MUKpoaHruonTanyeckue TA, (nekapcTBeHHas),
BTOpuyYHble A n3ouMmmyHHas A,
(MHbeKLUM, nepenueaHve
nekapcrsa). HECOBMECTUMOMN KPOBMU




Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU
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Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




Mcnonb3osaHne MCV u peTukynouuToB ans
Onapd. ANarHOCTUKU aHEMUU




KnnHnyeckoe TevyeHne pasnnyHbIX BUOOB
aHeMunn xapakTepusyetTcs pa3sBUTUEM
cnenyrowmx CUHAPOMOB:

v CUHOPOM remMosnmsa

v CUHOPOM NneperpysKku xenesom
(Tanaccemus)

v CUHAPOM rmnepcnmneHmima (tanaccemus,
MemMmbOpaHonaTum)

v CAHOPOM cuaeponeHunu
v CUHOPOM Hea(hpeKTUBHOro apuTponoa3a




