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femMonunTnyeckKkme aHemMmmum




KpoBb npu reMonutn4eckom aHeMmm




PeTnkynouunTos npu reMosiIuTU4eCKon
aHeMuu




KOCTHbLIN MO3r npy reMonNUTU4YeCKOU
aHeMuu




femonus

BuyTpuk/IeTOUYHbIN Buyrpucocyiucrosin
reMOIJIOOMH R
Makpogaru TOMIOIEIBTE 4 CBOOO/IHBIN
OMJITUBEPIUH rarToryioOnH 5
CEeJIe3C€HKHU (02-r10GymHH) reMOIIO0MH
ypOOWJINH \all

k / \ l l
KpOBb Kananp1er

POC: cenes3enka,
MOYEK
nuMbaTUIeCcKue i

[ IMpsAMOU ] TMICYCHB, JKEITUb Y3JIbl 1 KOCTHBIN

OMIUpYyOUH MO3T




CpﬂBHl/lTeJ'II)Haﬂ XAPAKTEPHCTHRKA BHYTPUKJJIECTOYHOIO U BHYTPHCOCYAUCTOr0 reMoJim3a

Ilpu3naku remo/msa

Buytpucocyucroiii

BHyTpuk/1eToyHbli

Jloxanusanusa reMonamnsa

COC}/Z[I/ICTB.SI CUCTCMaA

PaC

ITaTtorenernueckuit haxrop

FBMO.TIH?)I’IHI)I, OH3UMOIIaTH S

Anomanust opMB! IPUTPOIMTOB

SPUTPOLIMTOR
I'enarocmieHomeranus He3nauutenpHas 3HAa4YUTEIbHAs
Mopdomoruueckue AHU30LMTO3 MuxkpochepouunTos, OBAIOLUTO3,

U3MEHEHUS IPUTPOLUTOB

MHUILICHEBUIHEIEC,
CCPIIOBMIHOKIJICTOYHBIC U IP.

Jlokanusalus reMocH1epo3a

Kananplupl moyex

CeineseHka, Me4YeHb, KOCTHBIM MO3T

JlaBopaTopHbie NpU3HAKH
reMOoJIn3a

T'emormobunemus
I'emornoOunypus
I'eMocunepunypus

['unepOumpyoHeMuU s
[TospllieHNE CTEPKOOUINHA B KaJle
U YPOOMIIMHA B MOYE




AHeMuun, obycrnoBneHHble AePeKTHOCTbL caMnx
3pPUTPOLMTOB (Yalle — HacneacTBEHHbLbIe)

. Hedekt memMbpaHbl 9pnTpoLnTOB (MeMbpaHonaTmnn)

HacneacTtBeHHbIM cdhepounTos (bonesHb MunHkosckoro-LLladdapa)
HacneacTBeHHbIN SUNTOLMTO3

HacneacTBeHHbIN CTOMATOLMNTO3

HacnencTtBeHHbIM aKaHTOUUTO3

[TapokcuamarnbHast HouHasa remornoouHypust (bonesHb Mapkuada-
Mwukenn)

1. [edeKT remornobuHa : Ka4eCcTBEeHHbIE reMornodnHonaTnm

CepI'IOBVI,EI,HOKJ'IeTO‘-I HaAd aHEMNA

AHeEMUU Npun aApyrnx ctabunbHbIX aHoOManbHbIX remorfiobunHax (C, D, E un
ap.)

AHemunn, obycnoBrneHHble HOCUTENLCTBOM HECTAOUNBbHbIX
remornoduHos

[emornobuHonatum-M, o0ycrnoBneHHble aMUHOKUCIIOTHBIM
3amMeLleHnem B obnact reMMHOBOIO kKapMaHa, YTo obycrnaBnuBaeT
NOBbILUEHHOE CPOACTBO K KMCHopoay U KIMHUYECKN NPOsIBNSETCH
LiIMaHO30M 1 3PUPOLIUTO30M

. edbekT remornobuHa: KonnvyecTBeHHble remornobuHonaTnm (a-
n B-TanaccemMmumn)

V. [dedeKkT pepMeHTOB (3H3nMonaTuu)

[-6-PLAI", nnpyBaTkMHa3bl



AHemuun, pasBuBatomecs B pesynbrate
BHE3pPUTPOLMUTAPHbIX BO3A4EUCTBUM (YaLle —
npuoopeTeHHbIe)

.  [emonuTnyeckne aHemMumn, cBA3aHHbIE C BO3OEUCTBUEM

dHTUTES

— 30MMMYHHbIE aHEMUN: reMonnTuyeckasi 6onesHb
HOBOPOXOEHHbIX, NOCTTPaHCAY3NOHHAA reMmonnTuyeckas
aHeMus

— AYTOMMMYHHbIE reMOSTIUTUYECKNE aHEMUN
Il. [emonutTnyeckne aHemMuu, CBsI3aHHbIE C MEXaHUYECKUM
NnoBpeXJeHNEM 3PUTPOLIUTOB
— MapLeBasg remornobuHypus
— MukpoaHruonaTmdeckasa remonuTnyeckas aHeMus

Il. 'emonutnyeckne aHemMuu, BbiaBaHHbLIE BO3OENCTBUEM
XUMNYECKUX areHTOB 1 napasmnToB (Mansapus)

V.  AHemMuu Nnpn oTpaBieHnm remMmorintTM4eCKUMn A0amu

V. Tlemonutunyeckmne aHemumn, o0yCnoBriEHHbLIE NOBbILLEHHOM
CeKkBecCTpaLuneun Knetkamm cucteMbl aroumnTmpyroLLmx
MOHOHYKIneapoB

— AHeMuu Npun ocTpbIX NHJEKLUNAX
— AHeMuu Nbu rmnepcnneHdnime



MembOpaHonaTum

* Hanunune Hacnegyemoro membpaHHoro aedekra,
0ObI4YHO NPOABNSAOLLErOCA U3MEHEHMEM DOPMbI
KNETKN HapyLleHMe NNacTUYHOCTUN SpuTpoumTa n
ero npexgeBpemMeHHon rmbenn B opraHax, boraTbix
KNneTkamm cuctemMbl haroUunTUpyOLLUX
MOHOHYKNeapoB.

* [Mpn NHI" (npnobpeTeHHOEe COCTOSAHNE) XapaKTEepHbIE
N3MeHeHna opmMbl SpUTPOLIMTA OTCYTCTBYIOT, a
remMosin3 NPoONCXoanT NPENMYLLIECTBEHHO BHYTPU
KPOBEHOCHbIX COCYO0B.



Cdepountos
(6one3nb MuHkoBckoro-LLladg dapa)

 YacToTa 1:4500

HaceneHus o
« B cTpanax '-0.
ceBepHoU EBponqgo,
n AMepukm |
* Hacnegyetcano o
ayTOCOMHO- \of )
ONOMWHAHTHOMY

TUuny



KnuHuka cchepouunTtosa

* NPOABIIAETCA B AETCTBE

* MOXET NPOTEeKaTb C YacTbIMU TAXKENbLIMU
peungmnBmnpyroLLIUMN rEMOSTUTUYECKUMMU
Kpn3amu (MpoBOLMPYHTCA UHEKLNAMMN)

* y OOsfbLIMHCTBA BOSbHbIX Pa3BUBAETCH
yMEpEHHasa KOMMNEHCUPOBaHHAas
reMonuTnyeckaa aHeMms C XKeNTyxou,
YBENTMYEHMNEM CENE3EHKMN N CKITOHHOCTBIO K
obpa3oBaHUO KAMHEW B XENYHOM MNYy3bIpeE.



IHnarHocTtuka ccpepoumnTtosa

* TecT Ha OCMOTUHECKYIO PESUCTEHTHOCTDb

q6% 056 048 040 032 024
v P10 Nal€




JleyueHue chepoumnToOsa

* CnrneHakToMus B BO3pacTe cTtapLlue 20 net



NMHI(6one3nb Mapkunadasa-Mukenu)

MyTauna CTBONOBOW KNETKU

Bce kKneTkmn umerT CHNWXEHHYIO PE3NCTEHTOCTDb K
KOMIJIEMEHTY

BHyTpucocyaguctein remonus (Bnnotb Ao OlH),
BEHO3HbIE TPOMOO3bl (MEHUHIMASIbHASA
cumnTomMaTuka, 6onu B XXMBOTe, NopTaribHaga
rMnepTeH3nd)

Annasunga koctHoro mo3ra, MC,
cybnenkeMmmn4ecknm Mmenos.

Tpunana: remonutTuyeckas aHemus,
HepgocTaTtodHOoCTb KM (mnaHuuTonernus), TpoomMoo3bl.



[MHI(6one3Hb MapkunadaBsa-Mukennwu)

» [lnarHocTukKa:

[1IpoToYyHasa yutodnyopumetpua (CD 55 n CD
59)

[TonoxutenbHas npoba Xema, Caxapo3Has
npooa.

* JleyeHue:

AnnoTKM

CumMmnTomMaTnyeckaa tepanus,
remoTpaHcy3unm, npodunaktuka ABC,
LLIeToYHOoe NMUTbE.



femornoounHonaTum

HopmanbHble reMOornoduHbI:
 HbA (02B2) — 92-95%

e HbA2 (0282) — 1-3%

 HbF (02y2) — 1-3%
[laTonornyeckme reMmornnoduHbI:
* HbH ([34)

* Hb — Bart (y4)

* HbS (a23(naT)2)

AHOManbHbIE: NNBO CTPYKTYpPA, NMMOO Yncno
Leneun



CepnoBuaHO-KreTo4yHas aHeMus

* PactBOpMMOCTb HbS MO OTHOLLEHUIO K
pacTBOpUMOCTU HbA HMXKe B 20 pas

* PacTBOpMMOCTL NagaeT nocre otgayu
Kucnopopga (B kanunnapax)

* HbS BbiNagaeT B 0CagoK — 3pUTPOLMUT B
dopme cepna

» Cepnbl cKnemBarTcs — TPOMOO3bI
KanunnspHble



CepnoBugHble 3pUTPOLUTDLI
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Red blood celis




KnnHuka CKA

* BAa30OKKITHO3UOHHbLIN CUHOPOM
* NMOBbILLUEHHbLIVA FreMONN3

Cumntomartuka CKA obHapyxmnBaetcs
0ObLI4YHO Yepes 6 MecHALEeB Nocne PoXxXaeHus
pebeHKa, YTo 0byCnoBneHo
McYe3HOBEHMEM U3 3pUTpoLmnToB HBF.



Knunuuka CKA

[TonmnopraHHble NnopaxeHus (nwemmsi, 6orb,
raHrpeHbl, crienoTa).

BbipaXkeHo nopa)eHue KoCcTen U3-3a HU3KOro
KPOBOTOKA, Criadboro pasBuTusa KornraTteparneu
— acenTmnyecKkne HeKpOo3bl KOCTEMN.

AHEeMUS BbipakeHa YMepPEeHHO, HO TMMNOKCUS
TKaHeW pa3BMBaETCHA: aCTEHUKN C AJIMHHBIMU
TOHKMMM KOHEYHOCTSAMM, DalLeHHbIN Yepern,
rMNoroHaan3Mm.

[ enaTocnneHomeranms .



[InarHocTuka

« Ma30oK KpoBM — CepnoBUAHbIE 3PUTPOLIUTDI

» TecT Ha cepnoBUAHOCTb: K Karnne KpoBU B
repMeTUYECKMX YCIOBUSIX (MOKPOBHOE CTEKIIO
no bokam cMma3sbiBaeTCHA Ba3erMMHOM)
nobaenaetca cysibgham Hampus (co3gaeT
YCIOBUS MTMNOKCUK), YTO BbI3bIBAET NEPEXO]
9pUTPOLIUTOB, coaepxaLinx HBS B
cepnoBMaOHY opMy

» OKOHYaTesnibHoe NoaTBepXXaeHue —
anekTpodoopes remorrnodbumHa



[InarHocTuka

JIeKTpojoperpaMMa ¥ ZeHCHTOTpaMMa
OONBHOII . A,
leMorno6yea %
I'eMornoOuKRa A
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JleyeHue

aHanbreTuku (BNNoTb Ao HapKOTVI‘-IeCKVIX);
HI/I3KOMOJ'IeKyJ'IFIprII7I MNOJTNTTTFOKUH,
Ae3arperaHtbl, NMNpAamMble aHTUKOAaryJiaAHThI;

hydrea (TMApOKCUMOYEBUNHA) — CHUXKAET
doeHOMEH CceprnoBUAHOKNETOYHOCTMH.



Tanaccemuun

f[oMO3UroTHble B-
TanaccemMum

[[emonunTnyeckas aHemus
Pa3HON CTEMNEHN
BbIpa)XeHHOCTU

[enaTtocnneHomeranus
(aKCTpamenynnapHble
o4yarv KpOBETBOPEHMUSA)

ballueHHbIN Yepen
(aKCTpamenynndapHble
o4yarv KpOBETBOPEHMUSA)

[eTepo3uroTHblie f3-,
rOMO3UroTHbIE O-
Tarnaccemumu

« Cnabo Bblpa)xeHHas
aHeMusi TMNOXpoMHas

* [[eMonun3 oTcyTCTBYET



B-tanaccemun

» CtpaHbl CpeansemMmHOro Mops,
LleHTpanbHasa, BocTtouyHaa Adpuka,
brnvxkHun Boctok, NHanga

* HapyLueH cuHTes 3-Lenen

* 0-Uenn MmanopacTtBOpuMblI, eLlle B KOCTHOM
MO3re B 9puTpobnacTtax BbinagatoT B
0OCaoK, pa3pyLuas X MeMOpaHy =
HEAXDEKTUBHbLIN APUTPONOI3

 HacTtb IPUTPOLNTOB BbI3PEBAET, BbIXOOUT
B KPOBEHOCHOE PYCIIO, NMPONCXoaANT UX
remMorsing




[InarHocTuka

« AHaMHEe3: T’MMNOXPOMHas, MUKPOLIMTapHas
aHeMus ¢ OeTCTBa, renaTocnneHomMeranus

* MnweHeBMOHOCTb 3PUTPOLIUTOB

* [TpeobnapaHue npu anekTpodopese HbF,
CBODOOHBbIX O-Leneun



IOunarHocTukKa

MuLLeHeBUAHbIE 3PUTPOLINTHI



[IunarHocTuka

AnekmpogopezpaMma

Hb A

Hb A2

Fractions

Hb A
Hb A2

3HayeHus hpakyuu

%

Ref. %

94,7 < 96,8-97,8

53 *

2,2- 32



JleyeHue B-tanaccemuun

o annolTKM:

* reMoTpaHcdy3uun (nogaepxaHune Hb Ha
ypoBHe 100-110 r/n);

* Mpenapartbl XKeJie3a — NPpoTNBOINMOKAa3aHhl,

* XeraTopHas Tepanusa — rnpu
rmnepdepputTnHemMmumn > 1000 MKr/n;

* CMNNIEH3KTOMUA (NPU YBENNYEHNN PAa3MEPOB > 8
CM 13-1oa Kpas pebepHoun ayrun, npu
yBENUYEHUN NOTPEDHOCTN B
remoTpaHcdy3usax bonee 4em Ha 50% oT
MCXOOHOro YpOBHSA 3a 6 MecsALueB);



XenaTtopHas Tepanus

» [lecdhepan (oedepokcammH) no 500 Mr B
OeHb B/B (00bI4HO UCNOMb3yeTcHa Ha PpoHe
reMoTpaHcqy3nn Unn pas B Heaento);

« JKCuaXKag (oedpepasnpokc), BHyTpb no 20
MI/Kr/CYTKW.



AUTA

BHYTpPUKNeTOYHbIU reMonns:
* TennoBble arrnoTUHUHDBI (1gG, IgA)
« Xorogosble arrntoTUHUHBI (IgM+KOMMNNEMEHT)

[unarHocTmka: cCMMNTOMbI FreMONnn3a, npsmas
npoba Kymbca.

BHyTpucocyancTbin reMonums:
* TennoBble reMornun3unHbl (IgM)

 [1ByxdpasHble XxonoaoBbie reMoSIU3nHbI
(lgG+KOMMNNEMEHT)

[lnarHocTtuka: cMMNTOMbI reMmorn3a, rnpoba
Xema.



Npsimasa npo6a Kymbca

KpPOBBb OOJILHOTO KpPOBB OOJILHOTO + arrJrOTHHALUS
AHTUTJIOOYTHHOBAS SPUTPOLUTOB
CBIBOPOTKA

IIpsivas mpo6a Kym6ea (- 3k — aHTHTIIO6YIMHOBAs CHIBOPOTKA)



Henpsamasn npoba Kymbca

CHIBOPOTKA CHIBOPOTKA HMHKYOAaIUs ATJIFOTHHUHBI arTIFOTHHALUS
OOJILHOTO C OOJIHOTO + OOJIBHOTO Ha SPUTPOLIUTOB
aTJIFOTHHUHAMH SPUTPOLIUTHI SPUTPOLUTAX JOHOPA
JIOHOpa + aHTUTJIOOYIHMHOBAS
CHIBOPOTKA

Henpsimast ipo6a Kym6ca ( 3xk — aHTHIII0GYIIMHOBAsSI CHIBOPOTKA)



NleyueHne AUTA

NpeaHn30soH 1 -2 Mr/Kr 2-3 Heaenu ¢ NocTeneHHoOM OTMEHOWN;
nepenneaHne OTMbITbIX 3PUTPOLNTOB;

nynbcrepanms METUNNPeaHN30SI0HOM UM CONOMELPOSTIOM
(500 — 1000 Mr B/B 3 OHSA)

MMMYHOINo0OYyNuH Yenose4veckum ansi B/B BBeaeHns 400-500
Mr/Kr/CcyT. 4-5 aHen);
CMNITEHOKTOMUSA;

umtoctatuku (6-MI1100-200 mr/cyT, umknodoocdaH 400
Mr/4yepes AeHb, BUHKPUCTUH 2 Mr/Hen.);

LMKNOCNOPWH A 3 Mr/Kr CyT.;
cuMnToMaTu4yeckasa Tepanus;
nnasmadpepes npu xonogoson AUMA.



OunddepeHumnanbHaa guarHocTuka
reMOIMTUYECKUX aHEMUN

XXentyxa 6e3 peTukynouunTosa:

« Henpsmas rmunepounmpyomnHemums:

remonuTndeckas makpouutapHasa aHemus (MAC,
MeranobnacTtHble aHeEMUN);

AUTA + TKKA;

* OyHKUMOHAaNbHbIE rMNepbnNMpyonHemMmnn:

cuHgpom Kpurnepa-Haunsapa, Xunnobepa — Henpamas
rmnepounnmpyonemus;

cuHgpom youHa-I>koHcoHa, PoTopa — npsimas
rmnepbunupybnHemms:

« [lpyrue rmnepounupybnHemmu:
3aboneBaHusa NeYeHun, xonecTas;




OunddepeHumnanbHaa guarHocTuka
reMOIMTUYECKUX aHEMUN

TemHaga (KkpacHagd, YepHagd, 3eneHas,
KopunyHeBas) Moya:
* [emartypusa (remopparnyecknm umctut, MKB...);

« MnornobuHypus (HacneacTBeHHbIN pabaoMmnos,
napokcuamMaribHas MUOrMoOOUHYPUS);

* Yponopdunpun




OunddepeHumnanbHaa guarHocTuka
reMOIMTUYECKUX aHEMUN

[lceBOOPETUKYIIOLINOS:

JlenkoumnTo3 NPU XPOHUYECKOM NMMA0NENKO3e U
HEKOTOPbIX NMMMdoMax (Manbie NIMMAOLNTLI U aapa
KITETOK MOIYT ObITb BKIMOYEHbI B NONYALMIO
PETUKYITIOLMUTOB);

BbICOKOE KONMYeCTBO TPOMBOOLIMTOB UIMN Hanuine
MraHTCKNX TPOMOOLINTOB;

Tenbua Xayanna->Konnu;

SpUTPOLNTBI, coaepxallme noCTOPOHHUE BKIIOYEHUS,
HanpumMep npu Manapum;

HekoTopble pacTBOpUMbIE BELLECTBA, COCODHbIE K
CNOHTaHHOWU (prtoopecuUeHUMN (aCKOPOMHOBASA KUCIOTA,
LnaHkobanamuH, deHondtaneuH, ounupyounH

CnneHakToOMuUS



Cnacumbo 3a BHMMaHue!

Ctyknos H.WU.
Kadenpa rocnutanbHon Tepanun PY1H
Kypc rematonoruu
[1.M.H., npodeccop



