Temas
AHeMuv

[MpuHana: XXopabekosa M

[TogrotoBun: OpbiHOam A
[pynna: >KM-321



I11aH

= AHemus
= OCHOBHbIE rpynnbl aHEMUU

= AHEMUN BCNeacTBUE NOBbILLEHHOW NOTEPU
3pPUTPOLIUTOB

= AHEMUM BCreacTBUE MOBbILLEHHOIO
pa3pyLLUEHNa SPUTPOLINTOB

= AHEMUN BCIEeOCTBUE CHMXKEHMNS 00pa3oBaHUS
SpPUTPOLINTOB

= [IpoayKThI IPO(PHUIAKTUKH aHEMUHU



AHeMUus

AHeMusA — naTonornyeckoe coctosiHue,
conpoBoXaalLleecsd CHMKeHUuem
YPOBHA reMorsioomHa v apuTpounToB
B eAuHMLEe o0 bema KpoBMU

AHeMunsa Moxet ObITb KaK
CaMOCTOATelNbHbIM 3a00oneBaHMeM Tak
N CUMNTOMOM ApPYrux 3aboneBaHuun



AHeMuns, obycnoBneHHas CHUXEHUEM NPOoAYKLIMK
SPUTPOLIMTOB M BO3HMKAOLWAA NPU TaKUX XPOHUYECKUX
3aboneBaHNAX, Kak pakK, UHDEKLMU, apTpuUT.



JladoparopHble KpUTEPUU AHEMUH Y JeTeu 1o
CONEPKAHUI0 TeMOIJIO0OMHA

(BO3, 2001)
Bo3pacr nereun YpoBeHb
reMorjioouMHa (r/i)
0-14 nHeun <145
15-28 nHen <120
1 mecsiiy — 5 Jer <110
6 — 11 Jger <115
12 — 14 ger <120




Kpunepun aHemun (BO3):
419 MYXYUH:

= ypoBeHb remorsiobuHa <130 r/n )

* remanokpymmeHee 397

4N9 XeHLUnH:

= ypoBeHb remorniobuHa <120 r/n
= remamokpummeHee 367

ans bepemeHHbl X KeHLNH:

= ypoBeHb remorsnobuHa <110 r/n 2




dOuznogaornuyecKkasgs aHeMus aeTer
IPYIHOI0 BO3pPACTAa

JTHnonartoreHe3 ndy4yeH HegoOCTaTO4YHO

= B 2 -3 mecsiua y AOHOLWEHHbIX AeTeu

cogepxaHue Hb MmoxeT cHM3nTbLCA A0
90 r/n

= B1,5-2 Mecsiua y HeaOHOLIEHHbIX
aeten copgepxaHme Hb moxer
cHu3nTbcda Ao 70 r/n



OcHOBHbIE TPyNNbl AaHEMUHA

= AHEeMUu BcreacTeue
NOBbILLEHHOU NOTEpPN
3pUTPOLUTOB

= AHeMuUu BCcrneacTeue
NOBbILWEHHOro pa3pyLieHus
3pUTPOLNTOB

= AHeMum BcrieacTtBue CHMXKeHus

obpa3oBaHuUsA IPUTPOLUTOB B

KOCTHOM MO3re
LleneHue aHemuu Ha 2pyrribl yCr108HO



AHEMHH BCJIECACTBHUE ITOBBIIICHHOMN ITOTEPU
SPUTPOLIUTOB

= OcTpasa nocTremopparmyeckasa aHemus
OOHOMOMEHTHas notepa 6onbLIOro oosLema
KpoBu (6onee 10%)

= XpoHuyecKasa noctremopparmnyeckaa aHemMus
ANUTENIbHO COXpPaHAIOLWasaCca noteps
HeOonbLWUX 00BLEMOB KPOBU, NpeBbiLllaloLas
CNOCOOHOCTb OpraHM3ma BoCCTaHaBnuBaThb
yTpavyeHHYHK KPOBOMNOTEPHO
(>kene3ooeguyumHas aHeMusl)



IlocTremopparnieckas aHeMHus

OunarHocTuka

dTHnonorus

TpaBMbI, pa3pbiB
aHeBpU3M COCyAoOB,
XUpypruyeckue
onepauuu

XKT-kpoBoTOEUYeHus

lNoyeyHble
KpoBOTe4YeHus

MaTou4Hble
KpoBOTe4YeHus

KpoBoTeuyeHus
BCrieACTBUe NaTonorum
CUCTEeMbI remocTa3sa

AHamHe3
OO0BLEeKTUBHbLIU OCMOTP

CamMbI HU3KUN
YPOBEHb reMaToKpuTa
HabnropgaeTcsa cnycTta
48-72 yaca nocne
KpoBonoTepwu

INMeyeHue

OcTaHoOBKa
KpOBOTE4YeHUs

MpoTuBoOLLIOKOBadA
Tepanus

3amecTuTtenbHas
Tepanus






AHEMHM BCIEACTBUE MOBBIIICHHOIO pa3pyIICHUSA
SPUTPOLUTOB — F'EMOJIUTUUYECKUE aHEMUHU

= OcTpbin remonus = BpoxpaeHHble

MOXeT ObITb Yyrpo3ou
AN XU3HU, BblPpaXXeHbl
CUMNTOMBbI, CBA3aHHbIE
C OCTPOU r’MMNoKcuen
TKaHen —TaxuKapaus,
oAblllKa, crabocTb,
YyTOMNAEMOCTb

XpOHUYECKUU reMonums
HEeCMOTPS Ha TAXenyro
aHeMUIK0 CUMIMNTOMbI

BbipaXXeHbl YMepPeHHO

MpnobpeTeHHbIe

BHecocyaucTtbin
remMonuns NnpoucxoauT B
neyeHU n ceneseHke

BHyTpucocyaucrtoin
remonms3 NPpoucxoauT B
KPpOBEHOCHbIX cocyaax






BpoxXaeHHbIE TEMOJIMTUYECKIE aHEMUHU

= MemOGpaHonaTtun (HacneacTBEeHHbIN
cchepounTo3, HacneaACcTBeHHbIN
3NNNNTOLMUTO3)

= PepmeHTonaTum (aedpuuut M-6-OAr,
aAepnunT NnMpyBaTKMHa3bl)

= [emornobuHonaTuun (Tanaccemumu,
cepnoBUAHOKINETOYHasA aHeMUS)

PepmMeHTONATUU N TeMornoomHonaTumn
pacnpocTpaHeHbl B CTPpaHaxX C BbICOKUM
ypoBHEeM 3aboneBaeMoCcTu Mmansapuen
(cTpaHbl 6accenHa CpeansemMHOro Mops,
IOro-BoctouyHon Asun)



MemOpaHonaTuu

= HacnepactBeHHbIN chepouuntos (bonesHb
MuHkoBckoro-LLlodhdpapa) cambin
pacnpocTpaHeHHbIU BUOQ MemopaHonaTtum B
YMEpPEHHOM KIIMMaTU4YeCKOM rnosice

BoNbLWKWHCTBO MEMOpPaAHHbIX HapYyLUEeHUN
CBAi3aHbl C aHOMAanusaAMM TPaHcnopTa
KaTUOHOB U BOAbI Yepe3 meMbpaHy
3pUTpOLUTOB



DepMEeHTOIIATHH

Oedununt rnrokKko3o-6-coccataernaporeHassbl
Hanbonee 4yacrtana bepmeHTONaTUSA

CHMXXeHne akTUBHOCTU pepMeHTOB rMuUKonusa
NPUBOAMUT K MNOBbLILEHNIO YYBCTBUTESIbLHOCTU
3PUTPOLIUTOB K OKUCNNUTENIbHOMY CTpPeccy

[emMonn3 moxeT ObITb CNIPOBOLMPOBAH NPUEMOM
neKapcTB, BUPYCHbIMN MH(EKLNAMMU

KnuHuka 3aBucut ot BbipaxeHHocTu aecdpumunta -6-
@I, xapakTepHa Xentyxa, noTeMHEeHUe MO,
reMosiu3 MOXeT ObITb XPOHUYECKUM MNMPU BbIPaXKeHHOM
aAedununTe n anM3oguYvecKum npu nerkom geduuyunrte
-6-P[I, BO3MOXEeH OCTPbIN BHYTPUCOCYAUCTbIN
remMornin3

IOnarHocTtuka onpepeneHune aktuBHoctu IM-6-PAI B
aputTpouuTax, reHeTu4eCcKkum aHanms

JleyeHune nsderatb NPOBOLMPYHOLLNX FEMONN3
chakTopoB, NPU TAXKENTOM reMmosriuse 3amMecTuTesribHas
Tepanusa (TpaHcdy3nm apuTpoLUNTapHON MaccChl)



I'emoryioOMHOIAaTNHN

MyTauuum reHoB, KOQUPYOLLUX
aMUWHOKMUCIIOTHbIEe nocrieaoBaTeNIbHOCTU
N CUHTE3 rMOOUHOBbIX Leneu

= Tanaccemuu (a-tanaccemus, 3 —
Tanaccemusl)

= CepnoBUAOHOKINETO4YHaA aHeMUA
= [emornoounHonaTua C, E

= CoyeTaHue pasnUYHbIX MyTaLun
rMoounHOBLIX Leneun



CepnoBHIHOKJIETOYHAA aHEMMUSI

= ToyeyHasa myTauus reHa B-uenu

= HbS obnapgaer B
AEe30KCUreHMPOBaHHOM COCTOSAHUMN
HU3KON pacTBOPUMOCTbLIO N CNocobeH
K nonmmMmepusauunmn, YTo NpuBoOOUT K
remMosinsy 3puTpouunToB

= [eTepo3urorbl no HbS peako nmerot
BblpaXXeHHble KNMUHNYEeCKue
NnposiBNeHus

= B nepBble MecsALUbl XU3HU Te4YeHUe
oeccCMMNTOMHOE U3-3a BbICOKOIO
ypoBHA HbF



CeproBHHble SPHTPOLATH




AHEMHH BCIICACTBUE CHUKCHHUS 00Opa30BaHUs
SPUTPOLIUTOB B KOCTHOM MO3I€

= Annactuyeckue aHeMum

e BpoxpaeHHble (AHeMusa PaHKOHU, AHeMUA
OanmoHpa-bnekdaHa)

e [MpuobpeTeHHbIE

= CupepobrnacTtHble aHeMUMU

= In3aputponoaTuvyeckue aHeMuu

= NedbnunTHbIE aHEMUN

e XeneszogedpuuntHana aHemus

e [Nedununt cdbonneBoun Kncnortbl, aebumnT
BUuTamuHa B12



BpoxaeHHast anjiacTHYECKasi aHEMHUSA

AHemus ®aHkoHu naHuutoneHusa + MBI1P

Mopoku pa3ButTua nanbueB, BEPXHUX KOHEYHOCTEMN,
Nly4eBOU KOCTU, MarneHbKNN PoCT, MUKpouedanus,
aHoOManuu pasBUTUSA NOYEK, Y YaCTU OONbHbIX 3aAepXKKa
NCUXOMOTOPHOIO pa3BUTUA

C poxpeHusa noBbiweH ypoBHb HbF

Jlerkas cteneHb TPOMOOLMTONEHNN MOXET ObITb
BbiSIBfieHa B rpyaHOM, paHHeM Bo3pacTe

PazBepHyTble NPpU3HaKu annacTtu4ecKon aHeMum
nosABNAOTCA B cpegHeM B 5 net

KOCTHbIM MO3r rMNOKINeTo4YHbIN, YTHETEHUE BCeX
POCTKOB KPpOBETBOpPEHMUS

Mpn xpomocoMHOM aHanu3e oOHapyXMBaKT pa3pbiBbl,
npoGenbl UM NepecTaHOBKU XPOMOCOM



BpoxaeHHas amjiacTU4YecKass aHeMUs

= AHemusa JammoHaa- bnekdaHa napuymanbHoe
nopaxeHue 3pUTPONAHOro pocTka + y 4yacTtu gerteu
BI1P

= MPU3HAKM aHEMUU NOABNSAIOTCA B nepBble 6
MecsiLeB, XapaKTepPHO HU3KOe KONIM4YecTBO
remMorfiobMHa ¢ HeCOOTBEeTCTBYOLLUMUM 3TOMY
YPOBHIO HU3KUM KOJNIMYECTBOM PETUKYJIOLUMTOB

= CopepxaHue HbF noBbiweHoO.

= [Tpu 6uoncumn KM BbiSiBnsieTcs CyXeHue
3PUTPONOHOro POCTKa

= Cneayet pudcepeHunpoBaTb C TPAH3UTOPHOM
3puTpobnacToneHMen AeTCKOro Bo3pacra —
obpaTUMOU cynpeccruen KOCTHOro mo3sra
Bcneacrteuve nHguunpoBaHusa napsosupycom B19



JledeHue amiacrunyecKkom aHeMHUHU

[MpekpalleHue KOHTaKTa C NPOBOLNPYHOLWNM
cdhakTopoM npu NpuodpeTeHHON anslacTU4YeCKoun
aHeMuun

3amMecTuTenbHasa Tepanusa (aputpounTapHasa macca,
TpoMmbouuTapHasa macca)

dakTopbl pocta — GM-CSF, G-CSF
AHTUNMMoUUTapHbLIU UMMYHOIMOOYNUH

UMMyHocynpeccuBHas Tepanusi — ctepouabl,
LLUKNOCNOPWH

CumMmnTomaTuyeckas Tepanusa (remoctaTm4yeckas,
aHTMOaKTepuanbHasa Tepanus)

TpaHcnnaHTayuusa KOCTHOro Moa3ra



Cugepoodaacrnasi aHeMusi

= HapylweHo BcTpanBaHue Xene3a B
nopdupuHOBOE KONbLO, Xere30 B
N30bITOYHOM KONUu4yecTBe
HaKkannMBaeTCA B MUTOXOHAPUAX
npenwecTBeHHUKOB 3PUTPOLIUTOB

= [Ipyn cneunanbsHOU OKpacke B Ma3ke
KOCTHOIro Mo3ra BbISIBNSIOT
KonbueBuaHble cuaepobnacTbl -
npeaLecTBeHHNKU 3pUTPOLIMTOB,
neperpyxeHHble Xesfie3oMm



BHewHuu sua
npw
cupeponeHum




N3meHeHua koxu npu
cuaeponeHuu




N3smeHeHUa Horteu npu
cuaeponeHun




Cugepoodaacrnasi aHeMusi

= BpoxgeHHaa X-cuenneHHas
cunaepobnactHasa aHemus (aeconumut
aMUHoONeBYNMUHATCUHTAa3bl)

= CuHgpowm MNMupcoHa (aedekr
MuToxoHapuanbHbix 6enkoB) CIMMOH B
nepuoae HOBOPOXAEHHOCTHU, rMbenb B
nepBble Mecsilbl XKU3HU

= [fpnobpeTeHHaa cnaepobnacTtHad aHeMuUs
(npuem nsoHnasnpa, otpaBneHMe CBUHLOM)

= PaHHAA cTaana mmenobnacTHOro fiemkKo3sa
= OBeHUNbHLIU peBMaTONAOHbLIN aAPTPUT



JAIM33pUTPONOITHYCCKAS AHEMHUSA

= AyTOCOMHO-peLecCCMBHbIN U ayTOCOMHO-
OOMMUHAHTHbLIXW TUN HacnegoBaHUSA

= OnucaHo 4 BapuaHTa

* HeadphekTUBHBLIN IPUTPONOI3 BCneacreue
npexaeBpemMeHHOoro
BHYTPUKOCTHOMO3roBOro paspyLueHus
npeAawecTBEHHUKOB 3PUTPOLMTOB NyTeMm
anonTto3a

* KOCTHbIN MO3r rMNepKNeToOYHbIN

= AHemus, nepmnoanNndecKkum armnM3obl XKeJiTyxu,
nNoOTeMHeHUs MO4YUnu, XxorersimntTna3

= JleueHne cumMmnToMaTnyecKkoe






Anemuu B 3asucumoctu or MCV

= MukpouutapHbie — npu gedunuuTe xeresa,
TanaccemMuu, HapyweHnn O MocuHTe3a rema

= HopmouuTapHbie — NpU ayTOUMMYHHOW
reMosiuTU4eCKON aHeMUU, NPU XPOHNYECKUNX
3aboneBaHusX, pepMeHTONATUSAX,
MemMOpaHonaTusax

= MakpouuTapHbie — npu gedunuunte
cdoonmeBomn KUCNOTbl U BUTaMuHa B12,
anfacTu4eckou aHeMumn, BbICOKOM
peTuKynounTose, 3aboneBaHnda nevyeHu



JlabopaTopHasi AMAarHOCTHKA
AaHEeMUH

= OOwWwKnn aHann3 KpoBM

= Konun4yectBO PETUKYITOLIUTOB —
Hanbornee 4YyBCTBUTESIbHbLIN
MeTo/ 4 OLleHKU OTBeTa KOCTHOIo
MO3ra Ha reMosfiu3 Uunnm
KpOBOMOTEPHO

= CBeTOBasA MUKPOCKONMUA Ma3Ka
nepundepnyecKkon KpoBM.



IHpoayKThl NPOPUIAKTHKHA
AHCMHUHU

= PayuoHarnbHoe rnumaHue rpeorosazaem
rnompebrieHue rpooyKmos XueomHo20
rpoucxoxoeHus (Msico, pbiba); npooykmos,
criocobcmeyrowux yC80EHUIO Xerle3a 8 opa2aHuU3mMe
(C 8bICOKUM codepxxaHUeM acKopbuHo8oU Kucriomsl
- ceexKue bpyKkmel, 5200bI, COKU); UCKO4YeHUe U3
pauuoHa ripoodykmos, criocobcmeyrouwux CHUXeHU
yYCBOEHUS Xerie3a (4Yau, Koghe, ceexxas 8blneyka,
re4yeHb 2085XKbS U CBUHas, waesersb, casiam).



