Kadegpa neanatpum OIK n INMNB
HI'MY

NoueHT MexeBu4y H.A.



LIENb NEKUMM

3aKpEennUTh W PACUIMPUTDH 3HAHUS U
KOMIIETEHILIUM 110 Pa3ICily:
AHEeMMH Yy JeTeH



SAOAYHU NNEKUNW

* 1. [lpeactaBuTb onpeneneHne u
COBPEMEHHYI0 NAaTOPU3NOIONMYECKYHO
Knaccuukauuio aHeMnn y geTten

* 2. BeIAEIUTh KeNe30ACPUIMTHYIO aHEMUIO
KaK 4Yallle BCEro BCTpEUaroLIyocs popmy
AHEMUU Y JIETEN

* 3. OxapakTepr30BaTh BapUaAHTHI FEMOJIUTHYCCKUX
AHCMHHU B JCTCKOM BO3PACTC, IIATOI'CHCTHUYCCKHUUA
MEXaHM3M HX, THu(phepeHINAIbHbIN TUAarHO3

« 4, OnpenennTb paumoHarnbHble Noaxoab! K
NeYvyeHuo pasrnnyHbIX BUOOB aHEMUN Y



[TJIAH JIEKLUWA

» 1. OnpeneneHne aHeMUN, Krnaccnukaums,
PACMPOCTPAHEHHOCTb

« 2. XenesogeduruutHasa aHeEMUS - NPUYUHBI,
KNUHWKA, AMarHocTuka, nevyeHne

* 3. [eMonUTUYECKNE aHEMUIN - NATOreHes,
KIMHUKA, OMarHoCTUYECKME TECThI,
noaxonbl K Tepanmu

* 4, Annactnyeckaa aHeMus - BPOXAEHHbIE
N NPUodpeTeHHble, 0CODEHHOCTU
KIMMHUYECKNX NPOABIMEHNN, TaKTUKA
neyeHuns.



[MTaTonornyeckoe coctosiHue,
Xapakrepusyrujeecs
CHUXXeHunem copgepxaHus

reMornoouHa,

4acToO B COYETaHUMN C YMEHbLUEHUEeM
KOnu4yecTBa 3pUTPOLUTOB, B eAUHMNLEe
o0bema KpoBM



Knaccudumkauma aHemun

(MO NaToreHeTnYeCcKoMy NnpusHaky)

BosHuKaloLwme B pe3ynsrate OCTpou
KpOBOMOTEPWU

B pesynsrate oeduLMTHOrO
9pUTPONOI3a

B pesynbrate noBbILLEHHOU OECTPYKLU UM
KNEeTOK 3pUTponaHoro psaga



[HednunTHLIN 3PUTPONO33

3a cyerT:

1) HapyLleHnA co3peBaHuns
(B OCHOBHOM MUKpOLMTApPHbIE)

HapyLlleHne BcacbiBaHNS U UCMOSIb30BaHUA
xenesa (OKOA)

HapyLLEeHWe TpaHCrnopTa Xernesa
(aTpaHcepprUHEMUS)

HapyLUeHUe yTUnNm3aumm xernesa
(Tanaccemus, cmaepoodbracTHble aHEMUN)

HapyLwleHne peytmnusaymm (aHemMum rnpu
XPOHNYECKNX 3abonesaHnAX)



2) HapyLeHusa gnddepeHLMPOBKM
(B OCHOBHOM HOPMOLIMTapPHbIE)

anfiacTnyeckme aHemMmmn (BPOXAEHHbIE U
NPMOBpPETEHHLIE)

BPOXAOEHHbIE ONU33PUNTPONOITUHECKNE aHEMUNNA

*

*

3) HapyLleHua nponudepaumnu
(B OCHOBHOM MaKpoLMTapHbLIE)

* B-12 npedounymtHas aHeMUS

* (ponneBo-geduumMTHaAS aHEMUS



[loBbILLEHHAA OeCTPYKUUSA KIETOK
9PUTPOUNAHOrO psaa

1) Ffemonus, BblI3BaHHbLIN BHYTPEHHUMMU
aHOManmMamMm 3pUTPOLINTOB
MembpaHonaTum

SH3MMOMNaTnm

remornobmnHonaTnm

*
*

*

2) l'emonmna, BbI3BaHHbIN BHELLUHUMW
(3KCTpauennonapHbLIMU) BO3AEUCTBUAMU
dyTOMMMYHHbIE TEMOJINTUHECKUNE aHEMNA
TpaBMaTtnv4eckmne aHeMmnm

Nnapokcn3malibHad HOYHas reM0rn06|/|Hyp|/|;|

*

*

*



AKese3onepuuuTHAT AaHEMUSA

[TpnynHa — QEOULINT XKENE3A,
OOYCIrOBNEHHbIN :

[1oBbILLEHHON NOTPEOHOCTLIO
*HepnoctaTto4yHbIM NOCTYNIEHUEM

*N30bITOYHBIMW NOTEPAMMU



KITMHNYECKWE TNMPOABJITEHUA

e CnoeponeHn4ecKmm CUHOPOM:

* /IaMeHeHNsa KOXN N ee npuaaTkoB (BONOCHI,
HOITKN)

* /IameHeHna CNM3NCTLIX — aTpodus

* I3aBpaLleHue BKyca

* /3BpaLleHmne oboHAHUS

* Mbilwe4yHaa cnabocTb

* /IMnepaTtmBHbIe NO3bIBbl HA MOYeENUCNyckaHue



OVNATHOCTUKA

OowWwmnn aHanus KPoBMU:
* Hb

* OpUTPOLMUTBLI

 LIB nokasaTenb

* PeTukynouuTbl

* TpoMOOUUTHI

* JlenkouunTbl

* JlenkouymTtapHasa doopmyna



JpuUTpoLUTapHblie UHAEKCDI

Noka3a- OnpepeneHue Hopma*
Tesb
LN LIBETOBOW MOKa3aTesNb 0,86-1,05
MCV mean corpuscular  cpeaHun 06bEM 80-100 dn
volume 3pUTpOLMTa (PemTONMUTP=
10/-15/n)
MCH mean corpuscular  cpegHee cogepxaHune  25-33
hemoglobin Hb B apuTpouute nr(=10/-12/r)
MCHC mean corpuscular  cpepHss 330-370 r/n
hemoglobin KOHUeHTpauns Hb B
concentration apuTpouuTe
RDW red cell distribution pacnpegeneHue 11.5-14.5%
width SPUTPOLINMTOB MO
obbemy

Mpu XXAA UIN, MCV, MCH, MCHC — cHMXaloTcH,
RDW - noBbillaeTcs



JIEMEHUWE

e [lnera:

1) lNonHoueHHOE NuTaHue
COOTBETCTBEHHO BO3pPaCTy

» 2) locTaTo4HOE KONMM4ecTBo MsAca

* 3) OBOLWN U PPYKTLI (OpraHnyeckune
KNCNOTbI O4NSA ynyJleHns YCBOEeHUS
Xeneaa)

* 4) Kpynbl — rpevyHeBas, repkynec
* 5) boboBbie



[MMpuHuunbl Tepanuun XOA

npenapartamu xernesa

 BoamecTuTtb oedhuvuuT xenesa 6e3
Xenesocoaepxawmux npenapartoB He
BO3MOXHO

* [lpeanoyTnTenbHO Ha3Ha4YeHne
npenaparToB Xernes3a gngd npuema BHyTpb

» CobntogaTtb agekBaTHOCTb 4O3UPOBKA
npenapartoB enes3a (4-6-8 Mr/Kr):
- CTeneHb aHEMUYECKOro COCTOSAHUS
- Macca Tena nauneHTa



MPENAPATbI XEJIE3A

Ha ocHoOBe coneu B cocTaBe
ene3sa (cynbdbar, nOoNMUManbLTO3HOroO

chymapar, rroKoHaT KoMmrnexkca,

coaepxawue Fe™*
Fe++, XnopuAa Fe+++): Aepxall
* Oeppym Jlek

R Mainsrodep

CKTVI6CbePP"H Mansrodep Pon
op6udep Aypynec Berodep (B/B)

deHonbC

: depunbekT(B/B)

rap.cl.wobePPOH DEHIOIBC KOMILTUT
emodep Xene3a nportenH

depponnekc

cyKumHunart — ®epnaTtym
ToTema



[MMpuHuunbl Tepanuun XOA

npenapartamu xernesa

JleyeHne XXIA He OOomKHO
npekpaLliaTbCcs rnocrie Hopmanmsauunmu
YPOBHS remorrnobuHa: Heobxoanmo
npoaormKaTtb Jle4eHne npenaparamm
Xenes3a elle B TedeHue 2-6 mecsues.



3AKINIOYMEHUE

e XXOA - 6onbliana npobnema

340PaBOOXPaHEeHUA, 0COOEeHHO B CTpaHaxX Co
CINMMOXHbIM COLNaATIBHO-9KOHOMUANYECKUM
NOJIOXKEeHUEM.

 InarHocTuKa, npodunakTuka n nevyeHue

XIOA - meguuuMHCKasa U coumanbHas
npoo6nema.

 NedbnumuT XKernesa cONpoBOXAAET YerioBeKa
BO BCe BO3pacCTHbIe nepmnoabl XXU3HM.



ATIIAACTHYECKHUE aHEMUU

BpoxaeHHble
[TpnobpeTeHHbIE



CXEMA KPOBETBOPEHIA
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MUENOUAHOTO NPOUCXOXKASHUSA

Tyunan knerka

Mnasmaruyeckan
Kknetka

DNenaputHas knetka
nuMdonaHoro
npoucxoxaeHus



AHeMuna bnekdaHa - [lanmoHaa

 [InarHocTupyeTcd B Bo3pacTe
1- ro roaa >n3Hwu

 KnNMHM4eckmne CMMnNToOMbl —

- HapacTawLwasa bnegHocTb
KOXXWU U CITU3NCTbIX

- HU3Kasa npnbdaBka B Macce



Anremusa baekdana — Aantmonaa

JlTabopaTtopHasa AnarHocTukKa:

- AHanNn3 KPOBM - CHUXKEHUE
apuTpounToB; Hb, PETUKYNOLUTOB.

- Mnenorpamma — 6nok cospeBaHust
3PUTPOLIUTOB Ha YPOBHE HOPMOONAacToB,
KNEeTOYHOCTb KOCTHOro Mo3ra HopMaribHas



AHemuna bnekgpaHa - [lanmoHaa

* JleueHwne
- TpaHcnnaHTaums KOCTHOro Mosra
- KoHcepBaTtuBHaga Tepanus:

TpaHCY3Un SPUTPOLIMTOB Kaxable 4-8
Hedenb

[MIOKOKOPTUKOUAbLI — NPeaHU30S0H
1-2MI\Kr

MEeTUNNPeaHN30mnoH — 20-30 MIM\Kr no
cXxeme



AHemna ®aHKOHU

e lInarHo3 vawe Bcero B 4 -11 neT

 KnuHn4yeckue npossBneHus:

-HaNn4ne aHomarnum pasBmuTns NMOObIX
OpraHoOB N CUCTEM - KOXW, POCTA3,
KOHEYHOCTEN, OPYrmx YacTeun CKenerTa,
rnas, yweu, novek n gp.



AHemna ®aHKOHU

- MOBTOPHbIE 3aboneBaHus BNPYCHOIO UJin
6a|<Tep|/|ar|bHoro NMNPOUNCXOXOEHUA

- HapacTawLiasa bnegHOCTb KOXN U
CII3NCTbIX

- remopparm4ecknm cMHapPoOM B Bnae
NneTexmn, SKXMMO30B, KPOBOTEYEHUI NTHOOOI

nokKalrin3daunmu



Anevus Pankonu

ITabopatopHasi AnarHoCTUKa:

- AHann3 KPOBU — CHMXXEHNE SPUTPOLIUTOB,
Hb, nenkouutoB (HenTpodmnnos) n
TpomMbouunTOoB

- Mnenorpamma — annasmsa KOCTHOIo Mo3ra,

3aMelleHne ero CTpomManbHbIMK KNeTKamm u
XMPOBOW TKAHbIO

- TpenaHobuoncwus



Anevus Pankonu

JlTabopaTopHasa AnarHocTUKa:

- UnToreHeTn4yeckoe vccrnegosaHue
KOCTHOIO MO3ra Ha Hanun4dme aHomaauun
XPOMOCOM

- 19b-TecT Ha noMKoCcTb XpOMOCOM
NMMAOLIMTOB Nepmndeprnyeckon KpoBu

- OnpegeneHne KOCTHOIO Bo3pacTa



AHemna ®aHKOHU

e JleueHne

- TKM, cTBONOBbIX KNETOK MNYyNOBUHHOW
KpOBW

- Cumntomartnyeckas tepanus:
TpaHCY3NU 3PUTPOLMTOB MO NOKa3aHUAM,

MEeTUNaHAPOCTEHANONMN 1 MI\KT +
npegHn30s1oH 5-10 Mr B CYTKU



Anevusa baekdana - Aaitmonaa

Anemvusa Pagkoun
[TporHos

- Mpun TKM - Bbiznoposnenne y 60-70%

- HeonpepeneHHbIN Ha KOHCepPBaTUBHOM

fie4eHnmn, BO3MOXHbl CMTIOHTAHHbIE PEMUCCUN,
HO O4YeHb peaKo.



[IpmoOpeTeHHas AlTAACTIYECKASA AHEMUSA

[OnarHoctupyetcs B nooom
BO3pacTe

KnnHnyeckme nposaBneHnsa Takme
Xe, Kak U npn aHeMmnm OaHKoHM,
HO HET aHOManun pas3BuUTUA



[IpmoOpeTeHHas AlTAACTIYECKASA AHEMUSA

INleyeHune

- TKM, cTBONOBBIX KNETOK Nepudepnyeckom
KPOBMU

AnnoreHHas - ot poacTBeHHOro JoHopa
AnnoreHHast — ot HepoACTBEHHOro AoHopa



[IpmoOpeTeHHas AlTAACTIYECKASA AHEMUSA

MMMyHOCynpeccuBHas Tepanus:

- AHTUNUMOoLUUTAPHbIN
MMMYHOTINIO0YNunH

- UmknocnopuH A (CaHgnmMmyH)
- MeTunnpeaHU30nOH
- KonoHnecTumynupyrowmmn hakrop



[IpmoOpeTeHHas AlTAACTIYECKASA AHEMUSA

Ucxoabl:
Boizgoposnenune 60-70%

HeonpeaeneHHbI NPOrHo3



[ eMOTHTHYECKYE aHEMHUN
B ICTCKOM BOBpaCTe

BpoXxXaeHHble
[IpnobpeTeHHbIe



[eMOoInTUUYEeCKuUue
aHeMum

3aboJsieBaHUA, IS
KOTOPBIX XapaKTEePHO
yKOpPOUEeHUE
IIPO/JOJIKUTEIHbHOCTH

"KN3HU 3PUTPOILUTOB



feMmonnTNYecKne aHeMum

KnmHmnyecku

. riepuoanyveckas XXentyxa 3a cHeT
HenpsiMoro ounnpybunHa

* CrJyieHomMerasrim4

°* NMpn AJinTeribHOM TE4HEHNA
N3IMEHEHWNA CKEJIETA



lemMmonuTuUyYecKkue aHeMum

emMaTonormyeckKum
aHeMus -

*C aKTUBaLUMEN 3pUTPONOoI3a
N PETUKYNOLMTO30M

* MOBbILLEHHOW aKTUBHOCTbIO
B KpoBu J11I



f[eMOonUuTUYECKue aHeMum

BHYTPUKNEeTOYHbIU reMosin3s:

1. [loBbILLIEHNE YPOBHA HEMNPAMOTO
ounnpyounHa.

2. B moye onpenensietca ypoounuH

3. B Kane noBbILLEHO coaepXaHne
CTeEPKOOUNMHa

4. CHMW>XKeHne ocMoTn4YeCcKkom CTONKOCTU
SpPUTPOLINTOB



BHyTpucocyancrtbin remonus

1. MNoBbILLEHWE YPOBHSA reMorsiodrHa nrasmoil.

2. lemornodbuHypus.

3. [emocngepuHypus.

4. CHMXEeHMe nnu oTcyTcTeme rantornobuHa
nnasmbl (B HopMme - 128 + 25 mr/ an).

5. lNoBbilleHNE MeTreManboymMnHa nnasmbl
(anbOyMUH CBSA3bIBaAOLWUN rEM; anboyMuH
HeCBA3bIBaAOLL NN HEMOBPEXAEHHbLIN
remorsioouH).

6. lNoBbILLEHNE MeTreMornoduHa nnasmol
(OKMCNEHHbIN cBOOOAHLIN reMOrnodbunH nnasmol).




JlabopaTopHble
nccrenoBaHus

Mopdonorms apuTpoLnTOB:
cdepoLnTo3, 0BaNoOLUMTO3, MMKHOLNTOS,
CTOMaToOLUUTO3

Kpusag lpanc-IxxoHca

OnpepnerneHmne oCMOTUYECKOM
PE3NCTEHTHOCTN SPUTPOLUTOB;

YpoBeHb HEMPAMOro bMnmMpyounHa;
rantorriobuHa; remornodbuHa;
MeTremornobuHa; metremanboymMnHa;



JlabopaTopHble
nccrenoBaHus

5. QKCKpeLuns C Mo4on ypobunmHa,
remorrnobunHa, remocuagepuHa

6. DKCKpeLna ypobunmHoreHa c Karom
7. AyTOremosnus apuTtpoLmnToB

8. BHyTpucocyaucTtbi remonuns - peakumng
Kymbca, onpegeneHue IgG, C3; npoba
Xema;

9. PeHTreHorpadgunyeckoe nccnegoBaHume
KOCcTeun



JlabopaTopHble
nccreanoBaHMUs

10. Cneundomnyeckme TecThbil:
* JrieKTpodopes remornodumnHa

e oOnpegeneHue Konnyectaa
doeTanbHOro remorrnodbunHa

* TECTbl Ha TEMMOBY YCTONYMBOCTb
HecTabUNbHbIX FEMOrNMOOUHOB;

e onpepeneHne cneymnmuieckmnx
depMeHTOB



HacnencrBeHHbIN
MUkKpocepouunTos

* AYTOCOMHO-IOMUHAHTHBIN THUII
HacaenoBanus (70%)

* Hamme BcTpeyaeTcs cpeau CEBEPHOM
YacTHU €BPOIIECULICB;

* OOyCJIOBJICH MOJICKYISIPHBIM
ne(heKkToM MeMOpPaHBI-IIEPUITATOM
criekTpuHa U aHkupuHa (30-60%)



NaToreHes ccepounTo3a

 IlcToweHne nunnaoB MemMmbpaHbl
SPUTPOLMNTOB;

* [loTepa KNeTo4YHOM MOBEPXHOCTU -

TeHOeHUna ¢ cepoumTosy;

* [1loBbILLIEHHAA NOTPEOHOCTL cdhepoLnTa B
AT® 1 noBbILLIEHWE IMUKOMKU3A - NEPBUYHOE
paspyLieHne 3pUTPOLIUTOB.

* PaspyLueHue apuTpoLnTOB B CENME3EHKE;




1. XXenTtyxa
2. AHeEMuUS

3. CnneHomeranuns

[narHoctupyetcsa oo nybepraTHOro
nepuoaa




[eMaTOoNnormyeckue
M3IMeHeHus

1. AHeMu4a OT fierkon 4o yMmepeHHOoU
PeTukynouuTos - ot 30 4o 150 %eo;
3. lloBbllEH ypoBeEHb OUNMpyobmHa

(Henpamasa dpakuuns)
4. [NoBbiweH ypoBeHb J1AI u LLLD

5. Mopdonorna apuTpoLIUTOB -
MUKpOCdepoLmnTOo3




[eMaTOoNnormyeckue
M3IMeHeHus

6. MCV n MCH obbl4yHO B Hopme, MCHC -
MOXET ObITb MOBbLILLEH (Aernaparaumns)

7. YMeHbLUEH OAnaMeTP 3pUTPOLMNTOB =<6,4MKM
(cpeaHun B HOpME 7,2MKM

8. CHMXeHa ocMoTmnyeckasi pe3anCTEHTHOCTb
apuTPOoUnNTOB (N-min-0,46;max-0,3%NaCl)

9. AriekTpodopes 1 ypoBeEHL DENKOB
MeMOpaHbl 3PUTPOLIMTOB — JOCTOBEPHO
noATBePXaatoT AMarHo3




BHe Kpu3sa:

» CaHauua o4aroB XpOHUYECKOW
MHQPEKL NN

» )KenyeroHHble cpeacTBa -
r’MOPOXONepeTUKu

» Donnesaga Kmcnota - 1-3Mr\cyT Ha
2-3 Hegenu npu HapacTaHuy MCV



B nepuopg Kpusa:
NHYy3noHHaa Tepanug - rmoKo3aa,
PEONONUIIIIOKNH, anboymunH, C3T1

[lepennBaHne OTMbITbIX SPUTPOLIUTOB MO

nokazaHuam — Hb-70r\n v HuXxe
yKenyeroHHaga Tepanus - rmgpoxonepeTukn
[enaTonpoTeEKTOPLI MO NOKA30HUAM

XenaTtopHasi Tepanus npu CO>1500Hr\ms —
necdepan 25-50mMr\kr\c 3a 6-8 YacoB




CnneH3KTOMMUA

Npu cCpeaHeTAXKeNnon opmMe — B LLIKONbHOM
BO3pacTe Oo nybepraTa

npu TAXKENon gopme - nocrne 6 net

10 onepauunm nokasaHa BakuUmMHaLKng
NMHEBMOKOKKOBOW, MEHUHIOKOKKOBOW BaKLUMHOWU U
BaKUMHOM H.influenza

Mocne onepauuun (6e3 BakumHaumm) —Ha 1
MecCAL, aMOKCMUUNNUH20Mr\Kr\c B 3 npmema +
oucenTon 8Mr\kr\c 3 OHSA B Heaenw; Ha 5 NeT u
bonee — ouumnnuH-5 B\M 1 pas B MecsL|




Tanaccemumnm

Thalassa — mope, Haima — kpoBb (I'ped.)

BpoxaeHHOe ayTOCOMHO-
peueccuBHoOe 3aboneBaHue

BnepBble onucaHo B 1925 roay
npodeccopom Tomacom Kynnu
(Cooley)



Tanaccemus

e 3TO aHEeMUSA C HapyLlueHUeM CMHTe3a
Hb - yMeHbLlLeHueM Uin OoTCyTCTBueM
rnobHOBbLIX Leneu

« Cnmynupyert xenesoaemuunTHYIo

aHEMUIO: MUKPOLIMTApHas, TMNoXpoMHasi.

* He aBngaeTca xenesogemuunTHbLIM
COCTOSAHUEM

« XapaKTepuasyeTtca neperpys3kou Xenesom:
neYyeHmn, S9HOOKPUHHbLIX OpraHoB, cepaLa




CTpoeHune remornobunHa

PyHKUMUA:

o -uenb p -uenb AoCTaBKa Kucrnopopa B TKaHU

I CocTasB:
4 rno6mnHOBLIX Lenu + 4 MoneKkynbl rema
Tunbl rNOOUMHOBLIX Lieneun:
a,B,v,0,& ¢

Tunbl reMornooOuHoOB:

aMOpuoHanbHble ({2€2, a2g2 n (2y2)
detanbHbIN HbF(02y2)
B3pocnbie HbA (02p2) n HbA, (¢262)

(
B -uenb o -luenb
1) apyruve pegkue tunbl — HbS, HbC
i
Y 300poBbIX B3pOCHbIX fogen npeodnagaet remorrnoouH A (02p2) ~ 98%



Knaccugpukauna KnMHn4yecKkas

bonbliasa Beta -tanaccemusa (aHemusa Kynn) —
camasd Taxenas dpopma

[lpomexyToyHas popmMa Tanaccemmu,
nposiBrieHnsa 6ones3Hn BblpaXXeHbl B MEHbLLEN
cTeneHu

Manasa dpopma TanaccemMmmu- nerkag aHeMmms Ha
doOoHe MHTEPKYPEHTHbIX 3abofieBaHnn,
BCTPEeYaeTCs TONbKO Yy reTepo3nroT

MunHumanbHas — KNMMHUYECKN beccuMnToOMHas




Tanaccemuma. KiiMmHukKa

e [enaTo n cnneHomMmeranus
e [emoxpomaTo3

e 3amearneHue on3an4eckoro v NOsI0OBOro
pa3BUTUA

‘ rMﬂepCﬂHEHM3M U CHUXXeHue
MMMYHUTETA

e [lepukapaunT
e PaHHUN UNPPO3 NeYeHn




N3meHeHne KocTten ckeneTta

*balueHHbIn Yepen
*KpynHble Yenoctu

*Boigatomecs snepep 3y6ol

| *3agepxka pocTa

R | “[lechopmanym nnockux
L KocTen

«[leMmnHepanunsauns KoOCcTeu

*BbICOKMIN PUCK NepeniomMoB




nneHomMeranus npu
TanacceMum




[ eMaTonorm4yeckme nNposBNeHUS

Ma3sok KpoBu

AHeMunsa npu TanaccemMmum
300POBOro YenoBeka

MukpouuTapHasa runoxpomMHas aHeMus

Ba3odunbHaa nyHKTauus

Hanuuue MmuweHeBMAHbLIX apuTpouunToB — Ao 30%



IInarHocTukKa

* AHEMUSA TMNOXPOMHaA
* PeTnkynoumTo3 yMepeHHbIN
* MrnweHeBMaOHbIE SPUTPOLNTHI

* [loBbIlLEHME YPOBHSA DUNMpyounHa

* [loBbiwweHue J14r, L

* BO3MOXHO NMoBbILLEHNE TPAHCAMMNHA3
* [loBbILLIEHHLIN YpoBeHbL Hb F, Hb A2

* [loBbILLEHNE YPOBHA dheppUTUHA




Beta-TanaccemMmua major

 TpaHcnaHTaLUA KOCTHOIo Mo3ra
e [emoTpaHcdy3um npu Hb 80-85r\n

ANA noaaBrieHUs U3NULLHEN
CTUMYNALUN «He 3P PEeKTUBHOIO»
reMono33sa




JIEHEHUE

eXenaTopHasa Tepanus:
B\B Ui n\K BBeaeHuve

30-50Mr\Kr 5 Houeu B Hegeno
Hecdepana (Deferoxamine)




HoBble BO3MOXXHOCTU

JAkenaxaa® (ICL
670)

(aedepasnpokc)

11670 w | m 2 MONeKyrnbl
Jkcuaxkana
CBA3bIBAOT OANH
aToOM Xenesa
s ObpasoBaBLUMNCS
KOMMJSIEKC BbIBOOANTCS
ICL670: Iron chelate = QI ICL670 C Xenyblo




CHMXeHne codepxaHug xeresa B
ne4yeHu nocne 1 roga tepanun

NMauueHT ¢ Tanaccemuen n renatutom C

Yepes 52 Hepenu Tepanuu
UcxoaHasa kapTuHa Axkcugxkanom 30 mr/kr/cyTkn

Copa. Fe B neyenu: 16.2 Copa. Fe B neuveHu : 3.3
mr Fe/r cyxoro Beca mr Fe/r cyxoro Beca

Cappellini MD, et al. Presented at ASH 2004 [Blood 2004;104:abst 3619].



Hedununt rmoKo30-6-
dbocdhaTtaerngporeHasbli

* Hacnenyetcsa no peueccMBHoOMY TuUny,
00sietoT B OCHOBHOM MY>KUMHBI

* [1p1 HU3KOW aKTUBHOCTN PEPMEHTA B
apuUTpoLMTax HapyLLakTCA npoLecchl
BoccTaHoBrneHnsa HAO®, rmotaTtnoHa

(HUKOTMHamMuagunHykneotnadocdara)



Hedonunt rnroKo30-6-
hocdataerngporeHasbl

[[eMonun3 pa3BnBaeTCsd BHYTPU COCYL0B U
BHYTPUKNETOYHO

* [lpoBouUuupyOLLME NeKapCTBEeHHbIEe BellecTBa:
aHanbreTukn, NPoTUBOManNapUnNHbLIE

(MpUMaxnH, XITIOPOXUHUH), aHTUMNPETUKNA
(acnupuH, eHaueTuH),
CynbdOHMNaMnabl, HUTPOYpPaHHI,
BUTAMUHbI PA3NMYHbIX rpynn (BuTamMuH K)




Hedonunt rnroKo30-6-
hocdataerngporeHasbl

* PacTutenbHble NPOAYKTbI: KOHCKME
600bI, CTPY4KOBbIE — PACOIb,FOPOX,
Nbinbua 6000BbIX, BObIXaHUe
HadTarMHOBOM MbINN.

e PaBu3M — bonee TUNUYEH AN aeTeun
 OcTpble UH(PEKLUNOHHBbIE 3a00oneBaHuA
* JllInxopaaka, gaxe 6e3 npuema riekapcTB




Hedonunt rnroKo30-6-
hocdataerngporeHasbl

* [emonn3 HacTynaet Yyepes 2-3 OH4A nocne
npuema npenaparta mnm 6000BbIX, UMK
KOHTaKTa C MnblfibLov 6000BbIX :

» XXentyxa
e [enaTto- u cniaeHomeranug
* Bo3amoxxHo passutume Ol'H




Hedonunt rnroKo30-6-
hocdataerngporeHasbl

 AHEMUNA pa3fINYHOWN CTEMEHM
* PeTnkynounTtos
* [loBbilLEeHME YPOBHSA DUNMpyounHa

* CHMKeHune B sputpouuntax [-6-P[]

(kayecTBeHHas npoba n KorMM4yecTBEHHOE
onpeageneHue)

« Moya TeEMHOro nnmn gaxke 4YepHoro LBETA,
reMoCuaepuHypmsS.




CocTosiHMe BHe Kpu3a:

* /I3beraTb Nnpnema rnekapcTs,
NPOBOLIMPYIOLLINX rEMOSIN3

* [lpn nuxopanke —ny4ile dusndeckume
MeTodbl oXaXaeHus

* [1pn XpOHNYECKOM TEYEHUN — pONMNeEBad
Knucrnota no 1Mr\cyT — no 3 Hedenu B
KBapTars




[lepuop Kpusa

* IHTEHCMBHAA OeTOKCMKaLUS
* [emMoTpaHcy3nsa npu Hb HUXKe 701\

» XXenyeroHHble — rmapoXorepeTnKnN —
MWUHepanbHaa Boaa, putotepanms,
MHOroaTOMHbIE CMUPTbI (KCUNMNT, cCopouT)

* PnoodonasunH




AyTOMMMYHHanA
reMmosimTnyecKkasa aHeMmus

Aanonatnyeckme BapuaHTbl -
eCI NoSBIIEHNE ayTOaHTUTEN HE
yoaeTca 0O0bACHUTb KaKUM-NTMOO
onpeaeneHHbIM 3aboreBaHNEM.



AyTOMMMYHHanA
reMmosimTnyecKkasa aHeMmus

* AyToaHTUTENa PUKCUPYIOTCH Ha
apuUTpoLmTax

» KNeTkn pacno3HatroTcs,
3axBaTbIBalOTCA Makpodaramm u
nogBepratoTca paspyLUeHUto B
ceneseHke, ne4yeHn, KOCTHOM MO3re.



AyTOMMMYHHanA
reMmosimTnyecKkasa aHeMmus

JlTabopaTopHoO:

OOKa3blBaeTCcH C MOMOLLLH MPAMOU
npoOblI Kymbca — nornoXxuTernosHa B 85%.

NoBblLLIEHME - CBODOAHOIO bunnpybunHa

CHMXEeHne OCMOTUYECKOUN CTOUKOCTU
SpPUTPOLIMTOB

yBeIiM4eHune BblgerieHn4d CTepKOGI/IJ'II/IHa C
KaJiOM



AyTOMMMYHHanA
reMmosimTnyeckasa aHeMmus

JleyeHue
[ ) [ mMroKoKopTUKOUALI

D) CnfieH3KTOMUS
) UMMyHOOenpeccaHThbl




