[ emMmonoas

* KpoBeTBOpEHNE (CUHOHUM rEMOMM033) —
npouecc obpasoBaHuUd, pasBUTUS U
co3peBaHUsA POPMEHHbIX 3NIEMEHTOB
KPOBUW: 3pUTPOLIUTOB (3pUTPON033),
NEenKoumnToB (NernkKkonoas), TpoMooLuToB
(TPOMOOMO33).



Teopuna KpoBeTBOPEHUSA

* [lepBbIX KNnacc cocTaBnNAT CTBOJIOBbLIE
NONMUMOTEHTHbLIE KNETKN, CNOCODHbIE K
camMonoaaepXaHuio B Te4yeHne
ONNTENbHOINO BPEMEHU U K
anadepeHUMpoBKe NO BCEM JIUCTKAM
KPOBETBOPEHMUS.



Teopuna KpoBeTBOPEHUSA

* BTOPOW KNnacc: orpaHN4YeHHo
NONMUMOTEHTHBLIE KNETKN —
npeaLwecTBEHHUKM MUENONO033a U
nnmdonoasa (obnagatoT orpaHNYEHHOW
CNOCOBHOCTBLIO K camonoaaepXaHuto)

* TPETUN KNACC: YHUMOTEHTHbIE KITETKM-
npeaLecTBEHHMKN KOTOPbIE TaKXe He
CNOCOOHbI K ANMNTENBbHOMY
camonogaepXaHuto, HoO CNOCOBHbI K

nponudepaunn n anddepeHUnpoBKe



Teopuna KpoBETBOPEHUSA

* YeTBEpPTbIN Knacc — MOPAOSIOrM4YeCKHn
pacrno3HaBaemMble, NponmdepupyroLlime
KNeTKn, aBnsoLmeca pogoHavanbHUKamm
OTAENbHbLIX PAOO0B MUENOoNnoa3a:
rpaHynoumnTonoad3a, MOHOLMTONO333,
9pUTPONO33a, MeranounTonoasa,
nMmaonoa3sa.



Teopuna KpoBETBOPEHNUSA

* [1aTbi KNAacc— 3TO co3peBaloLLMeE KNETKN
(nepexogHble dopMmbl).

* lllecTon knacc — 3pernble KNeTKn
OrpaHNYeHHbLIM XXU3HEHHbIM LIKITOM



&

Pervkyicunr

SpurpounTet

CreooBas kneTRa Kposk

r-KC®
IL-3

M-KC®

I3
-6 M-KCP
'M-KC®

Mpeo-
MOHOUHT

Meraxapsouur

MKCQ
-KCo®

Tpombouursi

Monoflaacr Muenobnacr

T-KC®
FM-KCo®

MuelouuT

Maaouxosaeprbie FrPARYIOLHT L

% ®

Soanuodhun Basodua

Heitrpodnua



OcoDbEeHHOCTU OEeTCKOro
BO3pacTa

* [lepnoa HOBOPOXOEHHOCTM:

1. YBenun4yeHumne HB, apnTpoUmnTOB U
reMaTokpuTa

2. JlemkounTos

« Bo BTOpOM nonyroanm KOnmyecTBo
9PUTPOLIMTOB CHMXKAETCH

* JlenkouunTo3 ncHesaeT K NepBoMy MecsLy
XXU3HU
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HeunTtponeHus

* [emMornodbuH 120
 JlemkouunThbl 3.5
* TpoMbOOUNTLI 164



HeunTtponeHus

mM\Aal c\a10 numaounTbl 76 MOHOLMUTHI
10

HenTtponeHunst abcontoTHasa (rpaHynouUnToB —
385 MKI)

*mM\a5 c\a60 numdouunTbl -24 MOHOUMUTHI
-8

HeunTtponeHna oTHocuUTenbHas (
roaHvIounToB — 2275 B MKN)



HeunTtponeHus
* Jlerkasa (rpaHynountoBs meHee 1500 B MKn)

« CpegHeTtskenagq (rpaHynoymTtoB MeHee
1000 B MKn)

* Taxenasda (rpaHynounToB MmeHee 500 B MKn)



AHEeMMUS - natonormueckoe COCTOSsIHME,

XapakKkrtepu3ymoLuieecsi yMeHbLUeHueM
coaep>aHuvsl remornobvHa n/vnm
KOJINYeCTBa 3pUTpoUuMTOB B eaAnHMLe
o6bemMma KpoBUu, KOTOpOE NpUBOAMT K
HapyweHuIo CHab>xeHunsa TKaHeu
KucnopoaomMm (rmnokcun).



= aHeMmua I cteneHun (nerkaq)

110-90 r/n

= aHeMmud II cteneHun (cpeaHen TAXKeCTu)
90-70 r/n

= aHemwud III cteneHun (TaXxenasa)

meHee 70 r/n



0 AHeMuun BcnencTtesmne HapyLlleHus
3PUTPONO33a

,ﬂe(;bl/lLll/lTHble, ariyiacrmdeckume

[ AHEMUKN BCNeacTeBMe NOoBbILWLEHHOro
paspylleHna spuTpoLUmnNTOB

reMosintTndeckKkune

0 AHeMnun BCcnencTeme KpoBonorepu

MOCTrEMOPPArn4ecKme



[lInarHocTuka

MCV (Mean Corpuscular Volume) - cpeaHAaa BennynHa
obbema apuTpoOLUTOB.

MCV < 80ft (9pUTPOLINTBLI XapaKTepPU3YHTCS Kak
MUKPOLINTbI) - MUKPOLIMTaApPHbIE aHEMUN
(>kenesogmndnunTHaAa aHeEMUS, TanaccemMus,
cnagepobnacTtHaa aHeMus);

80ft < MCV < 100ft (3pUTpOLUTHLI XapaKTePU3YITCH Kak
HOPMOLMUTbI) - HOpMOUUTapHbIE aHEMWUN
(annacTtunyeckas aHeMus, remonnTuyeckaa aHemMmus,
remorriobnHonaTtus, noctremopparnyeckas aHemusl);

MCV > 100ft (3pUTPOUUTBLI XapaKTepPU3yTCA Kak
MaKpOLUTbI) - MAaKpOLIMTapHbIE U MeranobnacTHble
aHemwuu (ponvesodePuLMTHasS aHemMus, B -
aeduUnMTHaa aHeEMUS).



[lnarHocTuka

e MCH (Mean Corpuscular Hemoglobin) -
cpeaHee cogepXxaHue remornodbuHa B
aputpouuTe.

 Hopma: 27-31 nir



[lnarHocTuka

e MCHC (Mean Corpuscular Hemoglobin
Concentration) - nokasartenb
HaCbILWEHHOCTU 3pUTPOLIMTOB
reMornoonHom

 Hopma:33-37%



[lnarHocTuka

* RDW (Red Cell Distribution Width) -
pacnpegeneHne apuTpoLnToB 0bbLeEMY.

 Hopma - 11,5-14,5%



Knaccudukauma aHemMum no nokasartenam
RDW, Mmcv

« [omoreHHble aHeMun (RDW-HOpMa):

— MukpouunTtapHsle aHemuu (MCV-3aHUXeH): beTa-Tanaccemus,
XpoOHU4yeckue 3aboreBanHmns;

— HopmouuTapHble aHemum (MCV-HopMa):ocTpasi KpoBOMNnoTeps,
reMonnTn4eckas aHeMmsa BHE Kpm3a, XpoHU4Yeckmne 3aboneBaHus;

— MakpouuTtapHbie aHeMum (MCV-3aBblILLEH):001E€3HM NEYEHH,
anfactnyeckasd aHeMus.

* [eTeporeHHble aHemMumn (RDW-3aBbILLEHO):
— MukpouunTtapHbie aHeMmun (MCV-3aHMXKeH): AeduumnT XKenesa;

— HopmouunTapHble aHemun (MCV-HopMa):aeduumnT Xernesa,
remornoomnHonaTusa

— MakpouunTapHble aHemum (MCV-3aBblLLEH): AednUNT POonmneBon

KNCIOTbl U BUTaMWHa Blz’ reMosinTn4eCKnn Kpmua



yKenesooedmuumtHaga aHeMUS

[TpUYnHbLI:

* HapyLleHne noTpebneHuns xenesa
(HecooTBeTCTBME NOTPEDNSAEMOro C NMULLIEN
)Kereaa u ero pacxoga B opraHu3me)

* HapyLleHMe BcacbiBaHUA XKene3a B
opraHu3me (3aboneBaHu4a Xenyaka,
TOHKOIo KMLWEYHKKA)

* XPOHMYECKME KpOoBOMoTEPU (XKenygo4Ho-
KULWEeYHble, MaTOYHble KpOBOTEeYEeHUA 1 ap.)



[ pynnbl pucka XXOA

Monoable Nau (YCUneHHbIU PocCT);
bepeMeHHbIE;
XXEHLLMHbI, KopMsALLKME pebeHKa rpyablo;

nauneHTbl ¢ 3aboneBaHUAMHU KernyakKa,
TOHKOIO KNWEe4YHWKa, Ne4HYeHN;,

NnauueHTbl, CTpagaloLLme XpOHNYECKNMU
KPOBOTEYEHUSMM.



[laToreHe3 XA

e YXene3o BXoAUT B COCTaB KOMMIEKCHbIX
COoeIMHEHUN N pacnpeneneHo B opraHU3me
criegyrowmm obpasom:

 [eMoBOe xene3o — 70%:;

e eno xenesa — 18% (BHYTPUKNETOYHOE
HakonneHne B dopme peppuUTnHa
n remocumgepuHa);

* PYHKLMOHMpYIoLee xene3o — 12%
(MMOrnMobuH 1 cogepXxallme Xerneso 3H3NMbI);

* TpaHcnopTupyemoe xeneso — 0,1% (keneso,
CBSAA3aHHOE C TpaHCdEepPPUHOM).






[laToreHe3 XA

[lepBOHaYanbHO YMeEHbLLLAKTCA 3anachl XXenesa B
neyeHu, cerneseHke, KOCTHOM MO3re, YTo nony4yaer
OTpaXXeHne B CHMXEHNN YPOBHA deppuUTMHA B KPOBMW.
Ha atoun ctagum nponcxoguTt KOMNEHcaTopHoe
yCUrneHue BcacbliBaHUA Xenesa B KULEeYHNKe U
NOBbILLEHNE YPOBHSA MYKO3HOIO U Nf1a3MeHHOro
TpaHcdepuHa. CoagepxaHne CbIBOPOTOYHOrO XKereasa
eLle HE CHMXKEHO, aHeMun HeT. OgHaKo B AanbHEULLEM
NCTOLLEHHBLIE OEMO XKere3a y>Ke He CrOCOOHbI
obecneunTb 3PUTPONOITUYECKYHO PYHKLIMKO KOCTHOIO
MO3ra 1, HECMOTPA Ha COXPaHAKLLNNCA BbICOKUN
YPOBEHbL TpaHCEepPUHa B KPOBU, 3HAYUTENBLHO
CHMXAKOTCHA coaepXXaHue Xeresa B KpoBU
(TPAHCNOPTHOE Xeres30), CUHTE3 reMornobunHa,
pa3BMBalOTCA aHeMUA U Nocneayrlne TKaHeBble
HapyLUeHUs.



yKenesogedunumTHaa aHEMUS

* AHEMUYECKUN CMHOPOM: Br1eaHOCTb,
CYXOCTb KOXU N CIIN3UCTbIX 0D0NOYeEK,;
crnabocCTb, YTOMMNSEMOCTb, COHSINBOCTb;
rOfI0BOKPYXeHNE, OOMOPOKU; CHUXKEHUEM
anneTurta, Taxmkapans, CUCTONNYECKNN
LLIYM Ha BepXYyLLKe cepaLua



CunaeponeHn4YeCcKknm CUHOPOM

* U3BPaLLeHMe BKyca (noeaaHune rpasu,
Mena, nbaa) n 00OHAHUSA (NPUATEH 3anax
beH3nHa, HadpTanunHa);

* TMNEpPeMMs, LLenyLeHne 1 nosiBrieHne
TpeLmH B 0bnacTtu KpacHon Kaumebl ryo;

* AUCTPOOUA HOITEWU, MTOMKOCTb BOMNOC.



[lnarHocTuka

* C NOMOLLbIO aHannsa, BbIMOSIHEHHOIO PYYHbIM
MEeTOOOM:

. CHMmxeHne remornodouHa

HOpMarnbHOE UIN CHUYKEHHOE KONUYEeCTBO
SPUTPOLINTOB

. CHMXXeHune uBeToBOro rnokasarengd

. HopmanbHoe nnu cnerka noBblLLEHHOE
KONMMYeCcTBO PETUKYNOLUTOB

. AHM30UUNTO3(XapaKkTepuH MUKPOLNTO3) U
NOUKMNIOUUNTO3



[lnarHocTuka

2. ABTOMaTU4eCcKnun aHanmsaTtop

 [loBblleHME RDW ( cTeneHb
BblpaXXeHHOCTWN aHM30LMTOo3a)

* CHMmxeHne MCV(cHmxeHne cpegHero
obbemMa S3pUTPOLIUTOB)

* CHMXeHune cpegHero cogepkaHust He B
aputpoumnte MCH n cpegHen
KoHUeHTpauun HB B saputpounte MCHC



[lnarHocTunka

3. bnoxnmmyeckmmn aHanm3s
e CHMXeHue xenesa

 [1loBbiweHne OXXCC, JIXKCC
* CHWXeHMe ypoBHS peppuUTnHa



[lnarHocTunka

e AHAMHe3
e OIAC
 KonoHockonus

* KOHCyJ'IbTaLI,I/IFI TMHEKOJ10ra



JleyeHne

 [lpenapartbl Xxenesa
1.OHTepanbHbIe

A) conesble ( akTudpeppuH, copbudep,
TOTEMA, dheponsiekc)

B) F'mapokcmna-nonnmansTo3HbIM KOMMEKC
(MansTodoep un peppym-nek)

2. [NlapeHTepanbHble



[ loka3aHu4a K napeHTeparnbHbIM

npenaparamM XXeJrie3a
* Taxkenasa dpopma XOA

« HenepeHoCMMOCTb oparbHbIX NpenapaToB
Xernesa

« Hannume 3abonesaHum XXKT

« HeobxoamMmocTb 6bICTPOro HacbILLEHUS
opraHnM3ma »Xenesom



[103a npenapaTtoB

 Jlerkas 5 mr\krl mecsu, 3atem 3mMecsua B
N03€e 3 MI\Kr

* CpegHsia 5-7 mr\Kr 1 mecsu, 3aTem 5 Mr\kr 3
Mecsaua n 3 Mr\Kr ewue 1 mec

o Taxxkenasa -8 Mr\kr 1 mecsiy, 3atemMm 5 Mr\kr3
Mecsua U 3 MM\Kr ewie 2 mecsua



KOHTpONb 3Q0MEKTUBHOCTU
Tepanun

* PeTnkynouutapHas peakums Ha 7-10 OeHb
Tepanumu

 [loBblleHne remornoduHa Ha 10 r\s K
KOHLY 4 Hegenu Tepanunm

* /lcue3HOBEHNE KNNHUKMK yepes 2 Mmecqdua
redeHund

 Hopmanusauua qoepputnHa Yepes 6
MecaLleB




MeranobnacTtHble aHeMUn

* Nedomumnt B12

» ledonunTt BUTammHa B9



Hedpnumnt ButammHa B 12

* MnweBaa HegocTaToYHOCTb BUTaMuHa B12

* HapyLweHne abcopbunmn ButammHa B12



MexaHn3m BcacbiBaHUSA BUTaAMUHA
B12

* ButamuH B12, noctynaroLmm B OpraHn3m c
nuLlen - "BHELWHUN oaKkTop»

» [lapueTanbHble KNeTKN Xenyaka
CUHTE3NPYIOT TEPMOSIabUIbHbIN
LLiIenoYyeyCcTon4mMBbIN dpaKkTop (ero
0003Ha4aloT Kak "BHYTPEHHUN paKkTop"
KacTna),

« Komnnekc BuTamMmHa 1 rmmkonpoTenHa
CBSA3bIBAETCS CO cneundpnyeckumm
peuenTopamMu KINeToK Crm3ncTomn obonoykm
cpegHen N HMXXHEW YacTun NoaB3a0LLHON
KULLKN U ganee nocTtynaeT B KPOBb.



HapyLweHune abcopbuun BuTammHa
B12

* YMEHbLUEHNA NN NpekpaLleHna CUHTe3a
BHYTPEHHero paktopa Kactna (xupyprudeckoe
BMeLLaTeNnbCTBO Ha Xenyake, NnepHnUmno3Has
aHeMu4)

* HapyLleHnsa BcacbiBaHMA KOMMNIiekca "BuTaMumH
B12 + rmnukonpoTtenH" B NoAB340LLHON KULLIKE (
3aboneBaHUa Nog4XXenyao4Hon Xerneabl,
3aboneBaHua NoAB340LHON KULLKK, HApYyLLIEHNE
CUHTE3a (PePMEHTOB, Y4aCTBYIOLLUX B NepeHoce);

* MOBbILLUEHHOIO pacxogoBaHUA BUTaMUHA;
"KOHKYpP€EeHTHOro" ncnonb3osaHn4a ButammHa B12 B
KULWeYyHnKe napasntamm nnm MMKpoopraHn3amMamu.



[laToreHes

* HApYyLLUEHNE CUHTE3a HYKINENHOBBLIX KUCIOT
B 3puUTpoOKapuoumTax, a TaKkke oomeHa
XXUPHbIX KNCMOT B HUX U KNETKaxX Apyrux

TKaHeW.
 ButamuH B12 nmeet aBe KOPEPMEHTHbIE

doopMbl: MeETUNKODANaAaMUH U 5 -
ne3okcunageHo3unnkobanammH.



* KnnuHuka:

AHEeMN4eCcKknn CUHOPOM

CuHapom gedouumta BUT B12:

1. Ha4yanbHble NpuU3Haku
-MeranobnacTtHas aHeEMUS
-[NapecTe3nn

- KpacHbIn «naknmpoBaHHbIN» A3bIK
- [loTepsa Beca



Pa3BepHyTasa KNMHN4Yeckas kKapTuHa

* XXenTyLWHOCTb KOXWU

* [MNnepnurMmeHTauna, BUTUNUIO

* [ noccut

» TowHOTa, pBOTA, Anapes, 601 B XKNBOTE
* Pa3Butume nepedepmnieckon HemponaTtmu

* MPU3HAKN PYHUKYNAPHOro Mnenosa
(LuaTkasa noxogka, napecresnun, bonesble
OoLlyLLEeHNs, OHeMeHNEe KOHEYHOCTEN 1 ap.).



[TpnYnHbI geurumTa onneBon
KWCMOThI

* HepgocTtaTto4yHOE NOCTynNeHne
1. Cnocobbl NPUroToBrieHNE NMULLN
2. BckapmnmBaHue KO3bMM MOMOKOM
3. Ouetbl npn OKY

* HapyLwleHne BcackiBaHUS



Hedpnunt BuTammHa B9

* HepocTtaTto4yHOCTb ONMMEBOU KUCOTDI
oOycroBnMBaEeT HapyLLUeHNE CUHTE3a U
cTpykTypbl [1IHK , 4TO conpoBoXaaeTcH
nepexonom HopmMmobrnacTnyeckoro Tuna
KPOBETBOPEHNA HA Meranobnactn4eckun.



Hednunt ButammHa B9

[1IpoaBneHuns

B O0onbLUMHCTBE CBOEM TaKuUe Xe, KakK
npu ButamuH B12 - pedpmnumntHon. OgHako
Npun 3TOM OTCYTCTBYIOT
raCTPOIHTEPOKONMUTUYECKNIN U
HeBpPOIorM4eckum CMHOPOMbI



[lnarHocTuka

e [ToBbilweHne MCV n RDW

« DaszodunbHas NyHKTaUMSA LMTOMMNa3Mbl
SPUTPOLMTOB

* [loBbIlLEHME UBETOBOIO Noka3arensd

* Tenbua XXonnu v konbua Kebdota

* JlekoneHuns, TPOMOOLIMTONEHUS

* [MnepcermeHTauua aaep HENTPOMPUIIOB

« Munenorpamma: meranobnacTHbIN TUM
KPOBETBOPEHUSA: KNETKU KPYNHble, aapa
3epHUCTbIE, OCTaTKM 51 Oep






e JleueHne:

« HasHayeHune ButammHa B12 — 25-100 mr B
TeYyeHun 7-14m gHewn, oanee ogHoOKpaTHO
OOWH pas B mecdl, no 1000 Mr B mecau

* HasHayeHune dponmeBoun KMcnoTbl 100-200
M — B TEYEHUN HECKOSTbKNX MeCALIEB



f[emonutuyeckmue aHemuun -
3abonesaHua pasnUYHOU 3TUonorum,
NpU KOTOPLIX NPOUCXOAUT UHTEHCUBHAS
AeCTPYKLUUS SpUTPOLIUTOB.

AHemus obycnosneHa Tem, u4TO
AEeCTPYKLUA SpUTPOLUTOB nNpeBbIWaeT
NPOAYKUUFO UX B KOCTHOM MO3re



FfeMoZiIMTUYECKNE aHEeMUM Y AeTem

HecocTosfiTenbHOCTHL MeMOpaHbl 3PUTPOLIUTOB
BCreacTBuUe:

BOBACD‘ICTBMSI BHYTPMKJ'ICTO'-IHbIX CpClKTOpOBi
v lEl,eC'DeKTbI CTPpOEeHUA 3pnuTpoLunNTOB
(MembpaHonamuu, 2emo2s106UHONamMuu, 3H3uMornamuu)
BO3AEUCTBUSA BHELWHUX (PAKTOPOB:

¢/ MMMYHHbIN reMmonus3
v/ MexaHun4yeckue, TepMmmyeckme u ap.hakropbl



FeMmonnTnyecKkue aHeMum y aAeTem

He3aBMCUMO OT NPUYUHLI FreMonu3aa:
KnuHuyeckue nposisneHus:
¢ aHeMn4yeCKMu CUHAPOM
¢/ XenTtyxa
NabopatopHbie npossreHus:
v/ AHemus
v/ Petukynouutos
v YBenuyeHune HenpsaAMoro ounupyouHa
v YBenunuyeHue JIAI
,U,pyme CUMNOTOMDbI (nuxopanka, 6onu B X1MBoTe, noyeyHas

Hea4OCTaTO4YHOCTb, CKeJieTHble aHOMaJriMu, renatTomMmerarnus, xen4yHoKamMmeHHas

Gonezub u ap.) 3ABUCHAT OT XapaKTepa reMosiMTUYeCKnX
pPacCTPOUCTB




FfeMoZiIMTUYECKNE aHEeMUM Y AeTem
Jlokanusauumsa reMmosim3a

* @Hympucocyoucmsbilu 2eMOJi1u3
e g@Hecocyducmbil 2eMosiu3

TeyeHMe reMmosinsa

* ocmpoe
* XPOHUYecKoe
* C Kpusamu

TsXXeCcTb reMmoJsim3a

°* KOMIMEeHCUpPOBaHHbLIU
e JlecKuu

* YMePEeHHbIU

* msixesnbiu
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PUCOCYOUCON 2eMatu3e HeRomopoe Koaudecmao Hb dgnasmpremes & noukax ( finmp g Kaybourex nponyexaen
maeryani < 60-70 kda, Hb wueem Mt oxoqo 64 kJa). B novewnnix anaisyax snavumeastioe Koaaecmeso Hb
NOOBEPLGEMCH IHOOUINOZY U MOJCEM 6HI36ANTE UX 2eMOCHIepos, a wacms Hb swmdersemen ¢ mowoit. Ocnosuas
MACCA OCEOHOICAAIOUELOCH NPU BV WPUCOCYOUCHTOM SEMONZE PEMOLTODUNA CORIVBACHICH 2QNNA2TA0TUIOM, KOM-
NACKE PIMUAUSUPYEMCs & ceaesenne, nevenn. Yacnm canvodnoco Hb nakanusaemes g maise 0 06panimo OKuCIn-
emes do memeenoeiotuna (geppueemociomu. & konopon Fe'™ ). Hpu pacnade Hb do cema w erobuia cex pac-
LYENIRENTCR WA CENIBIBUCNICH CHEYUPUICCKUN DCAKOM SEMONCKCUHOM WA WHOYMUIHOM, KoMiaekes 3ames mak
HCE, KAK 2AnmMO2A00UN, YOUIUIUPVIONCH REHCIBI0,



» Bpo>xkageHHbIe gepeKTbl MeMbpaHbl SpUTPOLMNTOB
= lecdbeKTbl hepMeHTHbIX CUCTEM 3PUTPOLNTOB
= CTPYKTYpPHbIEe gedekrbl reMors1obmnHa

= UMMYHHBbIE

= MexaHn4yeckune

» TOKCnyeckmne, JjiekapCcrtBeHHble

= [lapokcu3amMasibHasi HOMHasi reMors1I06mMHypusi

= Jecpbnyuynt ButammHa E

= PaszpyLwueHuve s3puTpoynmToB napasmrtamm (Manspuns)



Mem6bpaHonatum
OedeKkTbl CTpOEeHUA cKkeneta meMopaHbl
IPUTPOLIUTOB:

v/ HacneacTBeHHbIN cchepoLuTos

v/ HacneacTBeHHbIV 3NNMNTOLUTO3



MeM6pa|-|a ApUTPOLIUTOB - aByxcsioMHaa obonouka us

docdho- M NMUKONNNNAOB U XOoNleCTepuHa, NpoHn3aHHas
6enkoBbIMM KaHaslaMM M pelyenTopamMm

Y\ Mukodopux C

eeececcoeeercr
Benok :

nonocel 3

B-cnekTpuH

TponomogynuH

Fopu30OHTanNbHbIE CBA3N R ma_




HacneacteeHHbIU cpepoumTOs

YacTtoTra: 1:5000

HacnenoBaHue:
Yy ayTOCOMHO-A4OMWHAHTHOe — 75%,

Yy ayTOCOMHO-peLecCUBHOE + HOBble MyTauum — 25%

MONeKyNApHLIUA AeeKT 6enkos “BepTUKANIbHOU
CBA3U" MeXAay NUNUAHOU 060NMOYKOU U CKeneToM
MmemMbpaHsbI

Y/ aHKUPWH 1 a-cnekTpuH - 30-60% cn.
y Oenok nonocbl 3-15-40% cn.
Y Apyrue 0enku — pexe, 3aTHUYECKU pa3fiuyHas 4yactora



HacneacteeHHbIU cpepoumTOs

AePuULUT cKerneTHoro benka

<

notepa membpaHou nunuaos

/\

YMeHbLUeHe COOTHOLeHUsA YckopeHue Bxoaa v Bbixoaa
NOBEPXHOCTU KIEeTKU K ee HaTPUA U3 KINEeTKU C ee
ob6bemy (noteps aerngparauuven
NOBEPXHOCTM) /\
U3meHeHuUe CHMXxeHwune BbbicTpasa yTunusauma
¢opmbl E aedopmupyemoctu —> ATOD c ycuneHnem
3puUTpoOLMTOB KINEeKTKU npouecca rimkonusa

(cchepouuThl) l /

ceKsecTpaumsa 3pUTPOLUTOB B cUCTEMe
MAKpOParose ceseseHKu



HacneacteeHHbIU cpepoumnTos

® O6wuil aHanu3 Kpoeu — CHUxXceHue 2emo2106uHa,
pemuxkyaouumo3d, MCV na HuxcHel 2paHuuye HOpMbl
(ymeuvwaemca duamemp, He 06wsem!!!), MCHC noeviweHna
(decudpamauusa kaemxku), RDW noeviweno, aHuzouumos,
nojauxpomasus, Haau4due mukpocgdepouumos




CHuXxeHue

OCMOTUYECKOU
pe3uCTeHTHOCTU
aputpouutos (OP3) 1
1
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HacneacTtseHHbIW cpepoumTos
KnnHnyeckasa KapTuHa:

* beccumnTomMmHBIE POPMBI

¢/ Knunuku Hem
v/ Uamenenua OPJ, He6o1bwoe cHudceHue cpedHe2o duamempa

e lerkas m cpegHeTsDKenasa popma

v’ Femonu3s ebi3bigarom ripoeoyupyroujue gpakmopsbi (UHGhekyuu, gpusudeckas
Hazpy3ka, 6epemeHHOCMb U M.O.)

v/ YmepeHHas crinieHoMez2anus

v’ Femoniumu4ecKkul KpU3 - aHeMusl, xesimyxa, pemuKysioyumos3s

*Tsmokemasn popma

v’ CnneHomezanus

v/ XKenmyxa

v’ TpaHcghy3UuoOHHasi 3agsucUMOCMb

v/ 3adepixKa pazeumusi, KOCMHbIe aHOMasiuu

v’ Tpoghuyeckue si3ebl 20J1eHel, XpPOHUYeCKUl apumemMamo3HbIiU depmamum
v/ PaHHee pazsumue XXKb

v’ XapakmepHsbie usmeHeHusi OAK



HacneacteeHHbIU cpepoumTOs

Ocno>xHeHuN:

0 FeMonuTU4Yeckum Kpus — pe3Koe ycujleHue npoueccos

zemoniu3da, Hepedko Ha hoHe uHPekuuu

0 AnnacTUYEeCKMU KPWU3 - 06b1uHO nposouupyemcs

napeosupycHoll uH@pexuuelt Big

0 Merano6nacromaHbin KpM3 - dedpuuum ¢poramoe 3a cuem

HANPpAMEeHHO20 Spumponos3da

0 XXenuyHokaMeHHas 60ne3Hb - gcmpeuaemcs npumepHo 'y
N0J108UHbI HejleueHHbIX 60J/1bHbBIX, C 603PACMOM 8€POAMHOCMb

pa3sumus nosslwaemecs

0 BTopuuyHasa neperpys3kKa >eJje30M - pedko, y 0a1umenbHO

TPaHCPY3UPYEeMbIX OOTbHBIX



HacneacTtseHHbIW cpepoumTos

OAvuarHocruka:

1

O O OO a3

[Mpu3HaKkn remonunsa — aHemMusi, Xxesimyxa,
pemuKyioyumoa3s, yeesiudeHue HernpsiMmo20
6unupybuHa, nosebiweHue Jigr

CnneHomeranusa
Hannuue cepountoB B OAK
YMeHbLIeHue cpeaHero auamMeTpa IpuTpoumToB

CHMXXeHMUe OCMOTNYECKOW Pe3UCTEHTHOCTMU
3PUTPOLINTOB

[ HeraTuBHasa npoba Kymbca

0 Anektpodope3 6enkoB MeMOpaHbl IPUTPOLINTOB —

ebisiesieHue deghekmHo20 b6esika



HacneacTtseHHbIW cpepoumTos
JleueHme:

* beccumnTomMmHBIE POPMBI

v/ /leuenus He mpebyemcs
v’ Y3H koHmpob cocmosHus dcea4Hvlx nymeii

e lerkas m cpegHeTsDKenasa popma

v/ BHe kpu3a - mepanuu He mpebyemcs, Y3 KOHMposib Xen4YHbIX nymeu, npu
HeobxodumMocmu xen4ye20HHasi meparusi, eocriosiHeHue deguyuma ¢phosiamos

v/ FemMonumu4eckuu Kpnu3 - mpaHcy3uu 3p. Macchbl Npu 3Ha4umesibHOM
nadeHuu Hb, uHpy3uoHHas1 mepanus, ¢gposiuesasl Kucsoma

v’ CrinieH3kKmomusi Npu Hasiu4uu rnokKasaHuu

*Tsmokemasn popma

v’ TpaHcgby3uu 3p. Macchbl

v’ Ponueesasi Kucsioma

v’ XKenye2oHHass mepanusi — no rnoKka3aHUsIM

v’ KoHmposb o6MeHa xxesie3a — xeslamopHas mepanusi npu rnepezpy3ke
v’ CrisieHaKmMomusi 8 rnyiaHo8oM rnopsioke



HacneacTtseHHbIW cpepoumTos
CnneHakTOMMA:

0 [MMpn 6eccMmMnTOMHBLIX N Nerknx cpopmax He TpebyeTtcs
0 [Mpu cpeoHeTsKeNbIX N TAXeNbIX hOopMax — NPU NOBTOPHbLIX
TsKenbIxX Kpusax, XKKb, TpaHcchy3noHHOM 3aBUCUMOCTM,

rmnepcnsieHn3me

Nepen npoBeaeHneM onepaTUuBHOrO fieYeHUs

HEeo06Xo0AMMO BaKLIMHUPOBATb 6onkHoro

NPOTUB MEHMHIOKOKKOBON, MTHEBMOKOKKOBOU U
remocdunbHon Tun B nHhekunn



PepmeHTONATUU

HepocTaTOYHOCTbL 3pUTPOLUTAPHbIX
doepMeHTOB:

v/ rMKo30-6-chochaTtaerngporeHasa
¢/ nupyBaTKMHa3a
v/ rnokKo3odocdart naomepasa



Oepuuut rnrokoso-6-gocear aernaporeHassr (M-6-21)

Kamanusupyem 21ukojiu3 6 npouecce
2eKCco30MOoHOoPochamHoz0 wyHma, memaboausm

cJiromamuoHa
CHMNX>XEHa 3aluiunTa OT OKNCJIMTEJIbHOIo CTpecca

* reH - Ha X-xpomocome — HacnegoBaHue X-cuenrneHHoe, boneroT

MalibviUKHM; peako AeBOYKUN -rOMO3uUrbl
D,eBO‘-IKVI-reTepOZ!I/II'OTbI UMMEeLoT ABe nonynAaumMmn 3puTpouunToB:
HOPMaAJibHbI€ KINeTKN N ,qe(*WILI,VITHbIe, COOTHOWEeHUne Uux

BapuabenbHoe

e ~ 400 MIH. YenoBeK B Mupe Cc NnaTosiorn4yeCKkMm reHom

° 4acTaf natonorus cpeau HapoaoB 3aKaBKa3bsfl, CpeanseMHOMOpPLS,
IOro-BoctouHoun u FOro-3anagHoun Asuun, Adpuku.
cnaBsHe - 0,5%



N NNN\\

Oepuuut rnrokoso-6-gocear aernaporeHassr (M-6-21)

bonpmmHCTBO ManueHTOB ¢ Aedunurom I-6-P /1
BHE KpHi3a He UMeIT KaKHUX-TH0O0 KIIMHUYECKHUX
NMPU3HAKOB

oCcTpad remojimtTnyecCkasd aHemMmus

pPpa3BuUBaeTCA CNyCcTA HECKOJIbKO 4aCoOB UIun AHEen OoT Ha4yana

npnema riekKapcTB, KOHTaKTa ¢ HadpTariIMHOM, pa3BUTUA
UHdeKuuUu, UCNorib30BaHUA B NULLY KOHCKNX 60608 (haBuam)

pe3Kasa aHeMus, peTUKynoumTos (Ha 4-6 aeHb), Tenbua NenHua
XenTtyxa

HeT cnneHomMmeranuu

TeMHasi(4epHasd) mMo4a

yBerindieHne HenpsamMoro ounmpyomHa, cBo6ogHOro remornoouHa
nnasmbl

NpU TAXXeNoM Kpuse BO3MOXHo passutue OlNH



Hepuuut rnrokoso-6-gocepar aermaporeHassr (I-6-2[1)

Popma C XPOHUYECKUM reMOJTIU30M
BCTpeyaeTcs peako

emonus ycyryonsierca npuemMom nekapcTB
NN NNXOPaaKoM

v aHEMUS Pa3INYHOWN CTENEHN, PETUKYNOLMNTO3
v/ BblpaXk€HHAas XENTYLLUHOCTb KOXW N CKIep
v renarocnrneHomeranus

v rmneponnnpybmnHemms



Hepuuut rnrokoso-6-gocepar aermaporeHassr (I-6-2[1)

fleMmon3 nNnpu BCcex feMmonn3sa MoXxxet He 6bITb
BapuaHTax MyTauumm
NMPUMaxvH, XMHUH, XUHAKPWUH napaueTtamon, acnnpwH
HUTpodypaHbl, TpUMmeTonpum
Ty6a3ung, pTuBasung, U3oHMa3ng
HanuaukcoBas K-Ta PeHaUueTuH
HacTanuH acKopOunHoBast KUCIIOTa
aenarun BUTaMuH K
cynbgaHnnamuabl P-amnHobOeH30MHaA Kucnora
MEeTUINeHOBbIU CUHUMN L-godha
Ha3Ha4dYeHune Ha3Ha4YeHue C

nMpoTnNBONOKa3aHO OCTOPOXHOCTbIO



Hepuuut rnrokoso-6-gocepar aermaporeHassr (I-6-38[]

OAvuarHocruka:

v/ Ilpu3HaKu BHYTPUCOCYAHUCTOTO FeMOIN3A —
yBeJIMIeHHe HelpaAMoro onrnpyouHa, JIT,
CBOOOTHOTO reMOI/IOOMHA IJIa3MBbl,
CHIDKEHMeE TranTorioonHa

v/ AHeMusi, peTUKY/IOLUTO3

v CHmKenue aktTuBHOCTHU I-6-P/1 B
SPUTPOLIUTAX



Hepuuut rnrokoso-6-gocepar aermaporeHassr (I-6-2[1)

JleueHuMe:

¢/ yCTpaHeHHe IMpoBoLHupyomero gakropa

v/ uHPy3MOHHAasA Tepanus, KOHTPOIAb (PYHKITUU
nmovyeK

v/ TpaHc}y3UHU IP. MACCHI — TOJTHKO B
U CKJTIOYUTETbHBIX CTydasiX

KpU3 HOCUT CAMOOTrPAHUYUBAIOLMIUCA XAPAKTEp, TAK Kak
6bIcTpO NosBRAlOWMECS PETUKYIOLMTEL UMeOT
HOPMASIbHYHO (PEPMEHTATUBHYHO GKTUBHOCTb U YCTOUYUBLI
K remonusy



FemornobuHonatTuum

KadyecTBeHHBIE KommnmyecrBeHHBIE
aHOMAalnbHbIE TanacceMmum
reMornooOuHbI l

no cospemeHHOU

Knaccugukaumum
OTHOCATCA K GHEeMUsSM C
HapylleHuem cO3peBaHus

Tanaccemus -
He reMonuTU4YeckKkas aHemMus, a 6one3Hb KOCTHOro moa3ra!



Monekyna
reMmorniobuHa

eHbl,
KOHTpoOAupyowme
CUHTEe3 rnobuHos

Chromosome 16 Chromosome 11
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B-Tramaccemus

BriepBbIe oncaHa aMepUKAHCKHUMHY MeJHaTpaMu
Kynu u J/Iu (Cooley, Lee) B 1925 roay

PacnpocTpaHeHHOCTb:

v/ CpeanszemHomMopcKoe
nodepexbe

v 3aKkaBKa3be

v CpepHsasa A3us

B AsepbanaxaHe go 10%,

B oTOoenbHbIX permoHax
Utanum no 30% B
nonynsauuu

[ ] Tanaccemun [] CepnoBugHokneToyHsle [ Hb C ZZHb D ZZ4 Hb E
CUHAPOMBI



B-Tanmaccemus

Bnokaaa cuHTe3a

YBenrmdeHue B-ueneil H30pITOK -
crHTe3a § U Y- neneun
nemneu i *
d N CHIDKEHILe IIpenunuranus
THbA2 THbF cvrrresa HbA M30bITKA LeTeil
YBenunvyeHue /
cpoactBa Hb k ITemonus
‘l‘ . /
YBenuueHue \ Hea¢pexTuBHbIi
DPUTPOMOITHHA A HeMMS < IPUTPOIIOI3
BropuyHas IJKCTpaMeay/UISIpHOe
K BE€TB HHN
meperpyska POBETBOpEHUE
=~ Tpancdysun \

Fe CnireHomeraaimsa



B-Tramaccemus

Knnan4veckass KapruHa

v’ XPOHWUYECKUI reMornus,
Xentyxa

v/ TlenaTocnneHomMmeranus,
rmnepcnneHnsm

v XKB

v/ CkeneTHble gedopmauuu, v/ 3apepxkKa pocTa
GONK B KOCTSAIX U cycTaBax, U NONoBOro
naTtonornyeckue rnepernomMsil pa3BUTUS

v/  JKcTpamenynnspHbIn v’ MoHronougHoe
remMonoa3s nuuo,

v Teperpy3ka Fe - dopmupoBaHue

OCJIOXXHEHUSA CO CTOPOHBI OyrpoB 4yepena
cepaua, Nnerkux, noyek,
3HOOKPUHHBIX Xerne3 n T.4a.,

MUrMeHTauuns KOXxxu



B-Tamaccemus
JlaboparopHo:

v MukpouutapHas runoxpomHas o'
aHeMus 60 - o

ApUTPOLUTOS,

He3HaYuTesbHbIU
PeTUKYIIoLUTO3, HOPpMOOacTbl 2
B nepucepuyeckKkon KpoBu

N\

v MuweHeBUAHbLIE KNEeTKU

v MNoBbiweHue HbA2 n HbF

v YBenuuyeHue oCMOTUYECKOM
PE3UCTEHTHOCTN IPUTPOLMTOB /' MoryT GbITh NPU3HAKM

v/ O6MeH Fe — yBenuyeHue remonusa - yBefiuyeHue
CbIBOPOTOYHOrO Fe, CHMXEHUe Henpamoro ounupyouHa, JIAr

OXCC, yBennyeHue cheputnHa



B-Ttanmaccemust

Manas ¢popma

Moixcem 6bimb 6eccumnmomHoli, ypoeeHb Hb 8 Hopme, Heboabwan
uKmMepu“¥HOCMsb cKaep, 2unoxpomusn u mukpouumos e OAK,
pacwupernue 3pumpoudHozo pocmka 6 KM, yeeauueHue ceneseHku

peodko, 603moxncHo pazeumue JXKb

TTpomexyTtouHaa cpopma

3HauumenbHasn cemepo2eHHOCMb, 8bIPANCEH 2eMOaU3 — aHemMus,
aceamyxa, cnieHomezanus, JKKb, pemuxkynrouumos. Hb o6wvi1uHo 6

npedenax 9o-100 2/1a. Boamoxcen nepexod 8 mpancgpysuoHHO-

zasucumyro popmy

bonbwaa popma

TunuuHnaa kAuHUYeckKan KapmuHa



B-Tramaccemus

0 [Moxu3HeHHaa 3aMmecTUTeNbHas Tepanusa ap.

Tepanusn: N
P Maccom - perynsipHblie TpaHchysun!!!
0 XenaropHas Tepanus
bonbliasn
cdopma 0 CnneHakToMuUA
0 TpaHcnnaHTauus KOCTHOro mo3sra (annoreHHas)
0 donueBas KUCIOTA, XKerlYeroHHble npenaparbl
0 TpaHcdy3um no mepe HeOOXOAUMOCTHU
MpomexyTo4Has 0 XenaTtopHaa Tepanus
dopma
0 CnneH3KTOMMUSA — MO NOKa3aHUAM
0 WuaykTopbl cuHTEe3a HbF — ruapokcumMoyeBUHA —
3KCnepuMeHTanbHasa Tepanus
Manas 0 [AuHamuyeckoe HabnwgeHue

cdopma 0 donueBasn KucnorTa




HacinepoBanmue:

o Thalassaemia o Thalassasmia
HopMa
,"x-'ﬂ'_\._\ 5
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Hormal 0" Thalagsaemia o™ Thalassazmia HBH disesse
at-tanaccemusn
(Hemoe
HOCMUTENIbCTBO)
a®-Tranaccemusn = = = =
(MUHUMaNbHbIE

NpoABNeHns) remorno6uHonaTms TIeMOrno6uH
H(B,) Bart's (v,) -
CUHAPOM BOASIHKM
naoaa



o-TajiacceMus

Kinnanyeckass KapTuHa

Hemoe HOCHUTENBCTBO - PEeHOTUNHNYECKHU TPYFHO OTIUINUMBI OT
3m0poBbIX Aeteii. MCV 06br4yHO B ipegenax 78-8o ¢pa. Bee
Apyrue reMaTojoru4eckue rnapaMeTrpsl COOTBETCTBYIOT HOpMe.

Hakomieaue
CHunxeHue CBOOOIHBIX V U B-
( 3 7, yup IToBpIIEHUE

CUHTe3a a-Lenewn 7
H nermneu ¢ cpoacTBa K 02
oOpa3oBaHUEM

TerpamepoBy, [,

AHeMHUs
— I'unoxcusi

I'emou3s



o-TajiacceMmus

Tepanus:
0 Hemoe HOCUTENLCTBO — Tepanuu He TpebyeTca
0 MuHumanbHbIe NPOABNEHNUA — aHaNOrM4yHo
manou chopme 3-tanaccemum
0 lemorno6buHonatna H-aHanorn4yHo 6onbLUION
dopme B-Ttanaccemum
0 BoasiHKa nnopa c remorrnobmMHom Bart’s —

MepTBOpOXAeHne Unu pedeHokK norndaet
BCKOpe nocrie poXxaeHus



KauecTteeHHbIe remornobuHonatum

S S KXY

AHOManuu NnepBUYHOM CTPYKTYPbI MOSEKYNbl
remMornoouHa

3aMeHa aMMHOKMUCNOT B O Unu B-uenu
rmobuHa

~

OObpa3oBaHue remornoouHa ¢ HOBbIMMU
cBOUCTBaMu

CepnoBuaHoO-KneTo4yHasa aHeMus

Fomo3uroTHble remornob6uHonatuu (CC, EE u ap.)
femorno6uHbI ¢ HapyLWEeHHOU COCOOHOCTbLIO
nepeHocutb O, (M-rpynna)

HecTtabunbHble reMornoounHbI — reMosiuTU4eckKkue
aHeMumn

Lpyrue



CepnosuaHO-KNeTouHas aHemus

TOYEYHAA MYTALIUA B 6 KOAOHE B-r"iObMHOBOIO r'EHA
(SAMEHA BAJIMUHA HA TMIOTAMMNUHOBYIO KUCJI0TY)

HBLS Polymer
o
Triplet
codon
v
GAG —= |16 Glu —= oi'®
HMbE HbLS

aolutian pobyrmer

Sl
I
PRIREEES
\

Oxygoenaieod Oeooxygorated

‘//' (9 \ . n.m“_’mmmc_. NG
HoS cell\\’ Ornithine Citruline
Cesl
bhetsrogensity

v HbS umeeT GonbLUNN OTpULUaTESNbHbIN 3apaa,

v/ [Heokcucopma HbS meHee pacTBopuMa, nocre nepeaayn O, nonumepusyercs,
n3MeHss popmMmy apuTpoLUTOB (B BUAe cepna); npouecc nonumepusaumm Hb S
YacTUYHO obOpaTuUM

v «CepnoBuaHblie» 3pUTPOLUTBLI CNaNgXKUPYIOTCH, aare3npyroTcs K NOBePXHOCTHU
3HOO0TENNA COCyaoB — pa3BUTUE Ba30OKKITHO3UBHbIX KPU30B, MUHCYJILTOB ;

ObICTPO pa3pyLialoTca — pa3BUTUE reMonusa



Kinnmanyeckass KapTuHa

v/ nposaBnseTcd nocrie 6 mec

v [emonutnyeckue Kpusbl (C
O3HOOOM M reMornoouHypmuen)

v/ BbonesHeHHOCTb Y OTEYHOCTb
CyCTaBOB (peBMaTOMAHbLIE
Kpu3bl)

v/ 3agepxkKa chmaunyeckoro
pa3BuTusa, oopasoBaHue
Tpohpn4eCckux siaB

¢/ acenTUYeCKUMN HEeKPO3 rorioBOK
OeApeHHbIX U NJieYeBbIX KOCTEWN,

UH(APKTbI NErknx, NeYeHu,
cene3eHKU, NoYeK 1 ap.

CepnosuaHO-KNeTouHas aHemus

Nonhemosthanic '6','; Pulrronary

Siroka ) !-’;’.;;'c_‘.r'-',);_ul

Sactenmia - |LBg

Licorabor,

BornbHblIe UMEKT XapaKTepPHbIN BHELWWHUU BUA:
ONMNHHbIE TOHKMEe KOHeYHOCTH, «0alleHHbIN»
yepen, HepeaKo UCKPUBNEeHUe NO3BOHOYHUKA



Cep nosuAHO-KNeTouHaa aHemusa

Kpussl

¢ Ba300KKn3nBHbLIN (0ONEBOU) KpU3 - camMoe YacToe
nposiBneHue

=  [akmunum (CUHOPOM PyK-HO2)
= KocmHsbie \

= A60oMuHasnbHbIe (onosicbisarou,uli CUHOPOM)

Jle2o4HbIl (Ocmpbil 2pyOHOU CUHOPOM)
lMoye4yHble (2cemamypusi)

LHC kpu3bi
CekBeCTpaLUUOHHbIEe KpU3bl
femonutTnyeckue Kpusbl
Annactunyeckue Kpusbl
Merano6nactongHble KpU3bl

LN N N N N

UHcynbT



CepnosuaHO-KNeTouHas aHemus

ArnarHocruka

v

OAK

HopmouyumapHasi aHeMusi
Pemukynoyumos

CepriogudHble Kriemku (npu ypoeHe
HbS>60%)

B nepuod Kkpu3a - yeenu4yeHue
neukoyumos, CO3

NMpob6a Ha cepnoOBUAHOCTbL —
NosioXuTenbHas

Bunoxnmus KpoBU — NPU3HAKU
remMosryin3a

Anektpodcdope3 remornoobmHa —
oOHapyxeHue HbS



CepnosuaHO-KNeTouHas aHemus

Tepanus
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UHdy3nMoHHasa Tepanus, aHanbreTuku

TpaHcdy3mMoHHasa Tepanus — moJsibKO o rnokKkasaHusiMm (¢
OCMOPOXHOCMbHIO!!!, BO3MOXXHO y8esiu4eHuUe 813Kocmu Kpoeu u
ycurneHue 2emosiu3a). Bo3aMOXXHO Yacmu4HOe «3aMeHHOoe»
nepesiusaHue

XenatopHasa Tepanus
donneBast KNCNOTA, XXef4YeroHHasa Tepanus

f'mapokcuMmoyeBUHA — cmumysnissmop cuHmesa HbF — CHU)KeHue
ypoO8HSs1 HbS u npensimcmeue e20 8HymMpUuK/1emo4yHou
nosiumepusayuu

TpaHcnnaHTaumMa KOCTHOro Mmo3ra



NMpunobperteHHble
reMmoJimTuyeckKume
aHeMun



MMMYHHbIe remonuutTuvieckme aHemum

NanonaTtnueckue
BTOpU4YHbIE

Hugpexuuu

HmmyHnoOdegpuuumHbvie cCuHOPOMbL

AymoummyHHble 3abonesanusn
JTum@ponpoaugpepamustsvie cundpomui (X1, aum@pomoi)
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MMMYHHI:IC remonutTuviecKkme aHemmu

AyTOMMMYHHbIE reMofIuTU4YeckKkue
aHemuun (AUT'A) nmmyHooOnocpeaoBaHHas
AeCTPYKUUA IPUTPOLMTOB B pe3ynbraTte
NnpoAyKUuUn ayToaHTUTEN NPOTUB
aHTUreHOoB MeMOpaHblI .

v Y neteun 80% cny4yaeB AUI'A remonus
obycnoBneH obpaszoBaHmem AT npoTtuB
oAHOro u3 Rh- aHTUreHoOB IPUTPOLIUTA,

OTHOCSALLUXCA K Knaccy IgG, akTUBHbIX nNpu t 37°
C



MMMYHI-IbIe remonuutTuvieckme aHemum

AunarHo3 AUI'A pokymMeHTUpyeTCs NONOXUTENbLHOU NPSAMOU Npooon
KymbGca (npsimon aHTUIrNMOOYNMHOBbLIN TECT)
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Polyspecific Coombs
serum: anti-1gG, anti-
IgM, anti -complement

v/ Henpsmas npoba Kymb6ca, ebissensrowue
aHmuapumpouyumapHbie aHmumersia 8 CbI8OPOMKe Kpo8uU He
umMeem omHouweHus1 Kk duazHo3y AUTA



MMMYHI-II:IZ remonuutTuvieckme aHemum

» AHemMusi, pemukKysoyumo3

» [unepbunupybuHemusi

» CrisieHoMez2anus

= bosiu 8 xxusome u nosicHUUe



MMMYHI-II:IZ remonuutTuvieckme aHemum

= [JTIOKOK opmuKou o] N| ( Cmapmoeasi 003a npedHU30/I0Ha

cocmaesissem 2 me/ke. [Jo Hopmanusayuu ypoeHsi 2eMo2s/106UHa,
pemukynoyumo3sa u bunupybuHa, Ho He MeHee 00HO20 Mecsiya. lMocne
HopMmasiuszayuu 2emMoas106uHa u pemukysioyumoes, Os1s1ue20cs, no KpatHeu
Mepe, 2 HedeJslu, MOXXHO ripucmynams K CHU)XeHUI O03bl NpPeOHU30JIOHaA.
OcmopoiKkHO, M00 KOHMpPOJIEM pemuKysioyumos )

' B/ e UMMYHOeJ1 O6yﬂ UH ( 3-5 2/K2; MOXKem UCMosb308aMmbCs Y

MaJsieHbKux demeli ¢ NocmuH@eKyUuoHHOU usnu «nocmeakyuHasnbHol» AUTA ¢
Hemsi>KesibIM me4YyeHUem )

o Ll UKJ1 Od)oc d)a Muo (npu pechpakmepHocmu. 400 m2/M? /8 1 pa3 e
2-3 Hedenu, 3-4 kypca); A3aMUOIMNPUH U dp.

= CrniyieH3aKmomusi (8 msKenbIX cryYasx, npu peghpakmepHOCmMU K

KOHcepeamueHoU mepanuu)



[ eMOonnTnYeCcKnin Kpus

o [1e3anHTOKCUKaUMOHHAas Tepanus
« 3amMecTuTenbHaa Tepanms

* [ NtOKOKOpTUKOCTEPOUALI ( NpeaHN30N0OH B
003€e 2 Mr\Kr)



AnnacTtnyeckmne aHemMmmm

 [TaHUMTONEHNA PA3NNYHON TAXKECTU NPU
CHUXXEHHOU KNETOYHOCTU KOCTHOIO MO3ra,
He conpoBoOXaatoLlencs
renatocnfieHomMmeranueun, Npn oTCyTCTBUA
Mmnenodmndposa, OCTPOro NenKosa u
MuenogmcnnacTM4eckoro cuHapoma

* BpoxOeHHble
 [lpnobpeTeHHbIE



BpoXxaeHHble annacTuyeckue
aHeMunn

* TpexpoCTKOBbIE annacTuyeckme aHeMuu:
-AHeMUNA PaHKOHU

-BpoxaeHHbI auckepartos

_PeTtukynapHbin gucreHes

 [TapumnanbHaga KpacHokneTo4yHaa annasugd
-AHemna [lanmoHga-bnakdpaHa



[TaTodpusmnonorna AP

* CHMXEHHOE KOMmMM4ecTBO U HU3KUN
nponndpepaTtuBHbLIX NOTEHLMAN
reMo3TUYeCKuX npeallecTBeHHNKOB



AHemna ®aHKOHW

* AyTOCOMHO-peLieccuBHoe 3aboreBaHne
« UacToTa 1:360000

 Manb4ymkn: neBodkn = 1,1:1

OO6nuK 6ornbHOrO:

* Hn3knm pocTt

* Mukpouedanus

e CMYIMbIN OTTEHOK KOXN

« BlNP



AHemna ®aHKOHU

* TpexpocTKkoBaga annasus

* AHEMUSI HOPMOXPOMHAas!, HOpMoLUMTapHas
* YBenuyeHne petanbHOro remorriobnHa

* CHMXeHMe KonnnyecTea PETUKYNOLUTOB
* [TonoxutenbHbin Ob TecT



JleyeHne

e TpaHcnnaHTaumna KOCTHOIMo Mo3ra



AHemuna lanemoHpa-bnekdaHa

» YacToTa 4-10 Ha MUNMUOH POAUBLLMNXCS
 Manbunkn:neBoYkn=1:1

* AYTOCOMHO-AOMWUHAHTHbLIN TUM
HacnegoBaHNA 1 ayTOCOMHO-PELIECCUBHbIN
TN HacnegoBaHU4

[TpnymnHa:

25-30% MyTaumsa reHa pubocomarnbHOro
npoTenHa S19



[lnarHocTnyeckmne Kputepumn

« HopMoxpomHas, 4acTo MakpoLmuTapHas
aHeMuS

* [Nybokas peTuKkynoumToneHns

* HOPMOKNETOYHBLIN KOCTHbIN MO3T C
N30NMPOBAHHbLIM CHUXXEHUEM
9pPUTPOUOHBLIX NpeaLlecTBEHHNKOB

« HopmanbHoOe Konnm4yecTBo TPOMOOLIMTOB U
PETUKYNOLUTOB



JleyeHune

* [1peaAHN30MOH B J03€ 2 MI\KT

« Yepes 2 HHegenu peTukynouuTapHbIn
OTBET

 [lanee nogbupaetca go3a npeaHn30roHa,
4YTOOBLI YPOBEHb reMornobunHa gep>kancs B
panioHe 90 r\n



Knaccupukauus

* lpnonatmnyeckue annacTtnyeckme aHemMmn
* BTopu4Hble annacudeckne aHemMum

-MenukameHTo3Hble (HINBC, npenapathbl
3010Ta, TUpeoCcTaTUKW,
NpoTUBOINENTUYECKME N ap.)

- [locTBUpPYCHbIE(renaTuT, BUpYyC SOLUTENH-
Bapp, BUY)



[MaTtodomnsnonorusa AA.

[ToBpexxaeHne reMono3TUYECKNX CTBOSOBBIX KITETOK
BUpYycaMu, NekapCTBEHHbLIMU Nnpenaparamm UM TOKCUHaMm C
aKkcnpeccmnen nNnbdo BUPYCHbIX, NMOO HEOAHTUTEHOB.

AKTMBaLIMA KOCTHOMO3IOBbIX dHTUTeHNPEe3eHTUPYLLUNX
KNeTokK, B3anmoaencTesyroLinx ¢ HaMBHbIMU T-J'II/IMCbOLI,I/ITaMI/I C
O6pa3OBaHI/IeM aHTI/IFeHCI'IeLI,I/ICbI/I‘-IeCKI/IX LNTOTOKCUYECKUNX

9P PEKTOPOB.

CeKkpeuuns ULMTOTOKCUYECKUMU adpdoekTopamMun Y-nHTepdepoHa
N TNF-Q, KOTOpbl€ BbI3bIBAOT UHOYKLUIO SKCNpeccumn Fas-
aHTUreHa Ha NoBEePXHOCTW CTBOJSIOBLIX KINETOK, a TakxXe
NHIMOMPYIOT Nponudepaumno KOMMUTTUPOBAHHbLIX
npeawecTBeHHUKOB.

Cekpeuunst UUTOTOKCUYECKUMU adpdoekTopamu Fas-nuraHga v
NHOYKUMA MAacCUBHOIO anonTosa B Mnyne reMonoaTuyecknx
npealwecTBEHHUKOB, pe3ynsLTaToM Yero ABMnAeTCA CHUXEeHUe
KOonn4yecTBa nocriegHnx 4o Takoro YpoBHSA, KOTOPLIN He
cnocobeH nogaepkmBaTb afeKkBaTHY NPOAYKLNIO 3peEnbIX
KIETOYHbIX 311IEMEHTOB Nepudeprnyeckomn KpoBu.



[TaTodpunsmnonorna AA

\

TNF
receptor
IFMN-~
receptor
Fas
receptor

Toxicity for
other cells




KnnHuka

* CMMNTOMbI annacTM4eCcKkou aHeEMUN
HanNpPAMYI CBA3aHbl CO CTEMEHbLIO
CHWXXEHUSA TPEX BaXKHENLLNX NOKa3aTeneu
nepudepunveckomn KpoBu — reMmornodunHa,
TPOMBOLNTOB U HENTPOUIOB.



[lnarHocTuka

Cepusa aHann3oB KPOBU HA aBTOMaTUYECKOM
aHanmaartope ¢ obsizaTtenbHbIM onpeaeneHnem
PETUKYINOLUNTO3a U PYYHbIM NOACHETOM
nenkouuTapHou doopmynbl

buoxnmmnyeckmn aHanms KpoBu c onpegeneHmem
aMUHOTpPaHcdepas, nakrartaermaporeHassbl,
ounnpybunHa, MoYeBUHbI, KpeaTUHUHA

Mwnenorpamma 13 Tpex aHaTOMUYECKN Pa3nUYHbIX
TOYeK

TpenaHobrnoncusa KOCTHOro Mo3ara

[Tpoba Ha rmnepYyBCTBUTENBHOCTb NTIMMJAOLINTOB K
ON3NoKCnbyTaHy



JleyeHne

* IMMyHOCYynpeccBHas Tepanus

e TpaHcnnaHTaumna KOCTHOro Mo3ra



