IdnarHocTtuka naTonormm KpacHoro
POCTKa CUCTEMbI KPOBM
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* femornobuHonaTum

* HapyweHuna metaboaunsma xenesa

* MaToreHes v BUAbl aHEMUM, UX K/IMHUYECKaSA
NnabopaTtopHasa AMarHoCTUKa




* 3ab0/1eBaHMA 1 NAaTO/N0rMYeCcKme Coc
COMPOBOXAAIOLLMECHA CHUMKEHMEM YPOBHA FeMor/106MHa 1 (uam)
SPUTPOLMTOB B eAnHULEe 06 bemMa KpOBU U, COOTBETCTBEHHO,
CHUXEHUEM reMaTOKPUTA, OTParkaroLero obwmn ob6bvem
GOPMEHHbBIX 3/1€eMEHTOB B KPOBM

* 1o Kputepuam BO3 gnarHo3 aHemMumn CTaBUTCA, eC/1u
Y MY>KYMH KO/IMYECTBO SPUTPOLMTOB - MeHee 4x10™/n1, Hb -
mMeHee 130 r/a, HCT meHee 39%;
Y KEHLMH KO/IMYECTBO 3PUTPOLIUMTOB - MeHee 3,8x10'%/a, Hb
- MeHee 120 r/n, HCT - meHee 36%;
* y bepemeHHbIX Hb - meHee 110 r/a, HCT - meHee 33%.



+ 3aboseBaHue, 00yC/10BNEHHOE Heg0CcTaT
OpraHu3mMe, YTO BbI3bIBAa€T HapyLUEHWEe CUHTE3a reMOor/106u1Ha
APYIrUX Xe/ses3ocogeprKalmx 6e/1K0B.

* Mo gaHHbIM BO3 (2006), 0KO/10 30% Hace/ieHUss 3eMAu
MMeIOTstrpKe1e304eDULIMT Pa3/IMYHOM CTeNeHM BbiPaskeHHOCTH

* Begywime npu4vmHbI

* XpOHUYecKana kpoBonoTeps (MeHopparus,
MEeTPOPParum,strlOHOPCTBO, Ke/YAOYHO-KULLIEYHbIE
KpOBOTEYEeHUsA)

* NOBbILWEeHHAA NOTPebHOCTb OpraHM3Ma B XKesese
(bepeMeHHOCTb, NaKTaUMs, BbICTPbIN POCT U Ap.)

* He,0CTAaTOYHOCThisEPNMOCTYM/IEHUA 3Ke/1e3a C NULLL el
* HapyLleHWA BCacbiBaHUA »Kene3a B MKT



.

* CHUXKeHue npoaykuum MO

+ NaToreHes:

* MOBbILLU@HHbIXA remMo/113

* MOCTOAHHbIE KpOBONOTEpPU U AedULMUT XKe/se3a, CBA3aHHbIE C
remMmoAnainsom,

* AEUCTBUE YPEeMUYECKUX TOKCUHOB U apyrue ¢pakTopbl.
* MOeT 6bITb NepBbIM CUMMTOMOM OTPaB/IEHUA a/IlOMUHUEM

* OCHOBHOE 3Ha4yeHue B Pa3BUTUM AHEMUU NMPUHAA/IEKUT
a6Co/IIOTHOMY UM OTHOCUTE/NIbHOMY AePULUTY SHAOFeHHOIO
spuTponoaTuHa (33M0).



KPOBETBOPEHUA, TOPMOXKEHUEM T
AndPepeHLUPOBKU K/IE€TOUYHbIX 3/1IEMEHTOB C Pa3BUTUEM
rn1y6OKOM NaHUUTONEHUM B NepupepmryecKom KpoBHu.

* K/AMHMYeCKasa KapTMHa onpeaenaeTca aHeMUYeCKUM U
reMmopparmieckum CMHAPOMaMM.

* HacnepgctBeHHasa dopma — aHemuAa PaHKoHMU. [TpuobpeTeHHble
$OpMbI CBA3aHbI C MIOHU3UPYHOLLIUM U3/TyHEHUEM,
/IeKapCTBEHHbIMM MpenapaTamm, BUPYCHbIMU MHbEKLMAMMU,
OMyXO0/AMM

* B naTtoreHese urpaeT 3Ha4yeHue anonTto3 (reMono3Tu4ecKme
K/J1eTKU HecyT CD95)



* AHeMusa (HOpMOXPOMHaA HOpMOUMUTapHa

CHU»KeHnem Hb ao 25-80 r/a, aputpoumnToB A0 0,7-2,5%109,
yYMepEeHHbIM aHU30LMTO30M C TEHAEHUMEN K MAaKPOLMUTO3Y,
MOWNKU/IOLUUTO3Y

# /lerMkoneHua (HEMTPOMNeHUA C OTHOCUTE/IbHbIM /IEMKOLUTO30M ).

*

*

TpombouuToneHus (40 2-25%109).

PeTuKysouuToneHmns (CHUKEHNE OTHOCUTE/IbHOIO,
abCoONOTHOrO KOAMYECTBa, PPaKkLMn He3pe/ibiX PETUKY/I0LUTOB
IRF).

CHUMKEeHUe K/eTOYHOCTU KOCTHOIO MO3ra, OTCYTCTBUE
mMerakapuoumTtoB (<40%109)



* COMpOBOXAAOT MHPEKLMNOHHbIE, PEB
onyxo/esble 3a60/1eBaHuA,

* YacToTa UX NpM YKa3aHHbIX COCTOAHMUAX AOCTUIAET 100%.

* AX3 3aHMMAKOT MO pacnpOCTPaHEHHOCTU BTOpPOE MeCTO noc/e
wenesopeduymtHor aHemmm (FKAA).

* B natoreHese AX3 OCHOBHOE 3Ha4YeHue UMELOT:
* - HapylueHre meTabo/nm3ma Ke/esa
* - A&NCTBUE 'YMOPa/IbHbIX UHTMOUTOPOB 3pUTPOMNO33a
* - YKOpPOYeHUe MPOAO/TKUTE/IbHOCTU }KU3SHU SPUTPOLIUTOB
* - OTHOCUTE/IbHAA HeAO0CTAaTOYHOCTb JI10



KpOBU. KO/M4eCTBO 3pUTPOLUTOB, FEMOTI/I )

MeHAITCA. Bo3moxkeH TpomboUuMTO3 M 1EMKOLMTO3 3a CHET BbIX0Aa
MPUCTEHOYHOrO Ny/1a 1I6MKOUUTOB U BbIXOAA TPOMOOLUUTOB U3
ce/le3eHKuH

’mapemuyeckas ¢pasa (HeCKONbKO gHei).
yYBesmyeHne OLK. CHUKAOTCA 3pUTPOLUTBI, FeMOTr/1I00MH U
remaTokpmta. MCH cylecTBEHHO He MeHs eTCA (CHUXKEHO codepkaHue
KaK 3pUTPOLMTOB, TaK U reMOor/s106mHa). /IeikoumTbl, TPOMOOLUUTBI
TaKXe YMEeHbLIAOTCA.

KocTHOMO3roBas ¢asa (KomneHcauums) — yepes 3-4 gHs.

[oBbILLEHNE PeTUKYA0LMTOB (2-10% Usteib0Nee), PETUKY/IOLMTOS
COXPpaHAETCA 2-3 Hegen. BO3MOXHbI eguHUYHbIE HOPMOD/1aCThl,
NO/IMXPOMaA3UA, aHU30LUUTO3. Ha 4-7-11 AeHb - YMepeHHbIN
HEUTPOPU/bHBIN NeMKoLMTO3 (12-20X109/1) CO CABUFOM B/IEBO.



* CHUXEHUEe YPOBHA CbIBOPOTOYHOIO
* Aumaos (3a c4eT rmnoKCcmmn)

* [loBbILLEHWE Ka/InA, MarHua, X/10pa, pocdopa
* Bo BTOpYIO a3y BO3MOXKHA rMrnonpoTenHemMus

* [Ipy BHYTpEHHEM KPOBOTEYEHUM BO3MOXKHO MOBbILLEHUE
HEeKOHBOrMPOBAHHOIO 6UANMPYOBUHA



* HapylweHune nocTyn/sieHme BUTaMUHOB C MULLLEN
* HapylleHue BcacbiBaHUsA (XPOHUYECKUM aTPOPUIECKUM
racTpuT, aHTUTEANA K NMapUeTa/IbHbIM K/1eTKaMm)
* KOHKypeHTHOe noTpeb/ieHune (LUMPOKUIM NeHTel,
AVBEPTUKY/1E3)
* [loBbllLIeHHaA yTuau3auma B12
* HacneacTBeHHbIM aepuumnTt TpaHcKobasnammHa |l
* YMeHbLLeHWe 3arnacoB B MevyeHu
* [I[pMem aHTaroHMCToB GO/IMEBON KUCNOTbI
* TOKCUYeCKue HapyLweHue cuHtesa HK
* [lpyem aZIKUINpyoLWmMX areHToB, TPUMETONPUMa,
MPOTUBOCYAOPOKHbIX NpenapaToB, Opa/ibHbIX
KOHTpPaLenTMBOB, MYPUHOB U MMPUMUANHOB



* [locTremopparmiyeckas aHemMmus =
* [emo/IMTUYECKAA aHeMuUs
* YBe/IM4YeHue naowaau memopaHbl SpUTPOLUTOB
* 3abo/1eBaHMA nevyeHu
* OBCTPYKTUBHAA XKeATyXa
* COCTOAHUA NocC/1e CN/IEHIKTOMUU
* PedpaKTepHble aHeEMUH
*  Muesnogucn/iactmdyeckme CUHAPOMDI
*  An/1acTU4ecKas aHemMus
* [Ipoumne
* T'mnoTupeos
*  AJIKOro/msm
+ XOB/l



B mupe 60/1€eT OKO/10 200 M/IH Ye/10BE asus,
NHauAa, CpegmnseMHOMOPCKKUE CTpaHbl, A3epbanakaH, CpeaHAA
A3us). Cpean pyCCKMX OHA COCTaB/IAET 2% reMO/IMTUHECKUX
aHEeMUM

[eH cuenseH ¢ X-XpOMOCOMOM, YaLle 60/1et0T MY>KYMUHbI

[Tocne HpeKuMn, KOHTaAKTa C LLBETOYHOM MNbl/IbLLOV pa3BUBaeTCA
reMo/IMTUYECKUIM KpK3 (MKTEPUYHOCTb CK/IEP, TEMHAA MOYa,
O/AbILLIKA, CN/IEHOMErans)

B KpoBM — aHemuA, Hb moxkeT cHM3nTbCA A0 20-30 /A,
PEeTUKY/I0LUTO3, 1€UKOLMUTO3 CO CABUIOM BA1€BO A0 MUE/IOLUTOB
AHM30UMTO3, MOMKUAOUUTO3, Te/ibla HKoaiun, 6asopuibHasA
NyHKTaUKA, Tesbya erHua-2p/mxa, CHUXKeHme rantorn1o6mHa.
remMorn106uHypua



K/IMHMKa pa3BMBaeTCA Y FOMO3UrOTHBbI

* TAKenaa reMmo/IMTM4ecKasa aHeMumaA C BHYTPUKAETOYHbIM
remMo/IM30m

* K/IMHWMKA pa3BMBaeTCA NMPU CHUXKEHUM aKTUBHOCTU PEepPMEHTOB
HUXe 307% OT HOPMbI

* B KpOBUM HOPMOXPOMHasA aHEMMUA, aHU30UMUTO3, MOUKU/IOLUUTO3

* DpUTPOUMUTBI C 6a30PUIBHOM NYHKTALUEN, MOIMXPOMATOPUINA,
MULLEeHeBUAHbIe SpUTPOLUTLI, SPUTPOKAPUOLUTDI

* P@TUKY/10UUTO3 B NEpUO KpU3a MOXKeT A0CTUraTb 70%



CocToAHUA, 06yC/10B/1I€HHbIE HapYyLUEeH
CTPYKTYpPbl reMor/106mHa, 4To AB/AAETCA YaCTOM NPUYNHOM
reMmo/in3a SpuMTpoOLUTOB C PasBUTUEM FreMO/IMTUHECKOU aHEMUU

* Knaccudpumkauus

* Ko/snyecTBeHHble — HAPYLIEHUA COOTHOLEHUA OBObIYHbIX Leneu
rnobuHa

* Ka4yecTBeHHble - 3a60/1€BaHUA, NPU KOTOPbIX FreHeTU4YeCKan
aHOMa/IMA NPUBOAUT K CUHTE3Y Liener C aHOMa/IbHOU CTPYKTYPOM

* OCHOBa AMArHOCTUKU — 3/1eKTpodopes remorn106mHa



o

* CeprnoBUAHOK/IeTOYHAaA aHeMUA
* Tanaccemuu.

* FemomTnyeckue aHemum, 06yCc/10B/1€HHbIE
HeCcTabu/bHbIMU Fremor/106MHamu (remor/106mHbI Bristol,
Zurich, Bosarau ap.)



O/IMYeCTBEHHAA reMor/106MHonaTu

e o
* Yawe BcTpevatoTca beta-Tanaccemmn. U3BeCTHO OKO/10 100 MyTaL MM,
BbI3bIBAOLLIMX AQHHOEe 3a60/1eBaHue

* M36bITOYHbIN CMHTE3 Lener remor/100MHa Hakan/IMBaKTCA B
SPUTPOKAPUOLMTAX KOCTHOrNO MO3ra U 3pUTPOLMTAX, Bbl3biBaA UX
npexaeBpeMeHHyto rmbe/ib u pa3sBuTUE TMNOXPOMHON aHEMUMU
PA3/IM4HOM CTEMNEHU TAXKECTU U CNI/IEHOMEra/Into

* Bblae/AoT gBe OCHOBHbIE POPMbI: TANKENYIO CPeAM3eMHOMOPCKYHO
dopmy, NpU KOTOPOI CUHTE3UPYETCHA OKO/I0 10% HOPMA/IbHOM LLenu
(6oAbluas TanaccemMusi, aHemus Kyim), u 6o/s1ee ferkyro
HErpUTAHCKY0 GOPMY, KOrga COXpPaHAETCA OKO/0 50% CMHTE3a
HOpMa/ibHOM beTa-uenu.



—

« BCTPeYatoTCA MPEUMYLLLECTBEHHO MOC/E 40 /1eT U Y A4eTelt 40 10
neT

* BO3HMKAIOT B pe3y/ibTaTe NOAB/IEHUA B KPOBU aHTUTE,
obnagatowmx CNOCOOBHOCTBIO pa3pyLlaTb KAETOYHbIE 3/1eMEHTbI
KpOBMU

* AYyTOMMMYHHbIE reMO/IMTUYECKUE aHEMUU ANATHOCTUPYIOT MO
Ha/IMYUIO ayTOAHTUTEN, PUKCMPOBAHHbBIX HA IPUTPOLMTAX, C
nomMoLbo Npobbl Kymbca (npAaMoi nam HenpaAMoit), MmeToaa
MDA



—

‘
* OBYC/10B/EHDbI MOCTYN/1IEHUEM U3BHE aHTUTE/ K aHTUreHaMm
3PUTPOLUTOB

* OCHOBHblEe GOPMbI:
* FlemoanTuyeckasa 60/1€3Hb HOBOPOXKAEHHOr O
* FeMOTpaHCPy3uM KPOBU MU SPUTPOLUTOB, K KOTOPbIM Y
MaumeHTa eCTb aHTUTeNa



* BblaenAarT 2 CTagmuu — reMmoTpa
OMNH

+ XapaKTep remMo/1iM3a 3aBUCUT OT TUMA aHTUTE.
[ @MO/1M3UHbI BbI3bIBAIOT BHYTPUCOCYAUCTbIN,
arrIlOTUHUHBI — BHYTPUK/I€TOYHbIM FeMO/n3

* AHEMUA UMeeT runeppereHepaTopHbIX XapaKkTep
(peTUKY/Z10UMUTO3, NONMXPOMATOPUINA SPUTPOLIUTOB)

* PacTeT HEKOHBIMPOBAHHbLIM OU/INMPYOUH

* KO/IM4eCTBO MOYM yMEHbLLIAeTCA, B He ODHapy»KMBatoT
6uanpybuH, remocmaepmH

* BbIABAAIOT BbICOKUM TUTP aHTU-A, aHTU-B aHTUTeA



* DPUTPOLMUTOS3 - YBE/IMHEHUE KON
1 L 1

6onee 6*10"/A yiseMy»KUMH U 60/1€ee 5%10' LLLVH.

* DPUTPOLMUTO3 MOXKeET BbITb
* onyxo/1eBbIM (NepBUYHBIM).
* peaKTUBHbIM (BTOPMYHBIM, UM CUMNTOMATUUYECKUM)

* DPUTPOLMTO3 MOXKeT BbITb

* abCoNtOTHbIM (MepBUYHbIE U BTOPUYHbIE, UK
CMMNTOMATUYECKME ) SPUTPOLMUTO3bI, BbI3BAHHbIE
yCU/IeHMeM 3pUTPOono33a,

“* OTHOCUTE/IbHbIM, XapaKTepusyemble
YMeHbLUEeHUeMisgpl0ObemMa Mn/1a3mbl



R

Brnepsble Kak camocTtoAaTenbHoe 3aboneBaHue U
onucaHa B 1892 r. Louis Henri Vaquez, KoTOpbIN,
3aHMMaACb u3yvyeHnem 6os1e3Hen cepala, Bblae/m
dbopMy LMaHO3a C NOCTOAHHBIM 3PUTPOLUTO30OM
YacToTa BcTpedaemocTu UM, no gaHHbIM 3apyberkHbIX
perucTpoB, CoCTaB/aAeT 1-1,9 Ha 100 TbIC. HAaCe/1eHUA

B geTckom n mosogom Bo3pacte Ul BcTpeyaeTca
peakKo.

*ReHLwuHbl 60/1€e10T B 1,4 pasa vawe




MHATO BblAE/ATH 4 CTagu
« | (Ha4a/IbHaA) CTaAUA - TMNeprn/ia3usa KAeTOYHOro cocTaBa
KOCTHOro Mmo3ra 6e3 Ha/im4mA NpmM3HaAKoB pubpo3a. YBeimdeHme
3PUTPOLMUTOB U YPOBHA reMor/s106MHa. KAnHuyeckme nposB/ieHus
B OCHOBHOM CBA3aHbl C MOBbILUEHHOW BA3KOCTHHO KPOBMU

« A cTagua — sapuTpeMunyeckasn (passepHyTas) 6e3 Mmrues10MaHOM
MeTan/1a3nu cesie3eHKU. Hab/1t At TCA HeMTPODU/IbHBIN
NeUKOLMTO3, MHOrA4a CO CABUIOM B /IEUKOLUMTApHOU popmy/e A0
e AMHNYHBbIX MMeaoLnTOB, 6azodpuama n TpomboLmnTO3. B KOCTHOM
MO3re OTMeYaeTCA Bblpa*KeHHaA rMnepn/ia3msa Bcex Tpex
MMe/IOUAHBIX POCTKOB CO 3HAYMUTE/IbHbIM MErakapuoLuUTO30M U
HepeaKo Han4Ynmem peTuKyAMHoBoro ¢pmbposa. HabarogaeTcs
renaTtocn/ieHomeranama, TpomMmoo3bl



* IJTO YMEHbLUEHMe Ync/1a SPUTPOLUTOB B € bemMa
KpoBM (MeHee 4,0x10"/1y MyKUYMHbI U 3,7x10"[/1'y }KEHLLMH).

* CHUXKEHHOEe KO/IM4eCTBO SPUTPOLMTOB BO3SMOKHO MpHU:

*

*

*

BCEX BapMaHTaX aHeMUM,
noc/ie nepeHeceHHOW KpOBOMNoOTEpPH,

B nepuog 6epemeHHOCTM (Hanboiee BbipaskeHo Ha
NO34HMX CPOKax),

Ha GOHe Ha/IMYMA XPOHUYECKOrO o4ara BOCnasieHuA B
OpraHusme,

MNPy N3ObITKE }KNAKOCTU B OpPraHM3me — runeprugpaTauma.



Bonpocbi?
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