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JlaboparopHble MeTOAbI B
nuddepeHIHNAIHLHOH
THATHOCTHKE aHEMHH

Kadenpa ouxosioruu u remaroaoruu [1® PHUMY um H.U.ITuporosa
JJIeKTUB «3HAYEHHUE UCCJICIOBAHUN KPOBU B KIMHUYECKOU MPAKTUKE»

A.M.H., mpoeccop C.A.PymsiH1IeB
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= MNaTojsiormyeckKkoe CocrtrosHue,

XapakTtepu3syrouieecsi yMeHblUeHUeM
coaep>aHuvus remornobvHa n/vnm
KOoJinyecTtBa 3pMTpoLUMTOB B eAnHMLEe
o6bemMa KpoBUu, KOTOpOE NpUBOAMT K
HapyLweHUIo CHab>xeHns TKaHeu

KucnopoaomMm (rmnokcun).
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= aHemua I cteneHm (Nnerkas)
110-90r/n

» aHemwus II cteneHun (cpeaHen
THAXKECTHn)

90-70r/n
= aHemusn III cteneHm (TAXxenasn)

YELEEWA R
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0 AHeMuu BCcieacTBue HapylueHus
SpUTPONO33a

aAepuuntHbie, anjiacTu4dyeckme

0 AHeMuuu BCceancTresme noBbILWLEeHHOro
pa3pyLlieHUs 3pUTpoLmnToB

reMoJimnTndeckKume

0 AHeMuUun BCieacTBmue KpoBonortepwu

nocrremMopparm4yeckme



H TPpOI1033

HeaocrtatTouyHOCTb KOCTHOINO MoO3ra

Annacrnyeckme aHemMuu
Bpor>xkgeHHbIe AN33pUTPONO3TUYECKNEe aHeMnum
3aMeljeHne KOCTHOro Mmo3ra

AHOManNum co3peBaHunsa UMTonsasmbl
(HapyweHue obpa3soBaHusa reMmorsio06umHa)

)XenezogecdpnynrtHoie aHeMunun
CugepobsacTtHbie aHeMUH
TanaccemMmnyeckne CUHAPOMBbI
AHeMHs1 XpOHN4YeCKnx 6osesHen

AHOManuun cos3peBaHua aapa (HapyweHue
cnHTe3a AHK u PHK)

Aepunynt BuTamnHa B,
Adepnunt ¢ponaros



oyinTnye

< HacnepcrBeHHble

» Bpo)xaeHHbIe AepeKTbl MeMbpaHbl 3pUTPOLNTOB
» [ledpbeKTbl pepMeHTHbIX CUCTEM 3PUTPOLINTOB
» CTPYKTYpHbIEe aepeKTbl reMorsi106mHa

$lMNMpuobperteHHble

* UMMYHHbIE

= MexaHn4yeckue

» [lapokcn3aMasibHasi HOYHasi reMors106MHypus

« Jecpnunt ButammHa E

» PazpyuwieHue 3puTpoynToB napasntamMu (Mansapus)



e i

= MUKpOLMTapHble

MCV - meHee 80 bn
= HOpMOUMTapHbIe

MCV - 80-95 cbn

= MaKpouuTapHble
MCV - 6onee 95 dn



= rMnopereHepatopHbie

PeTukynouuTbl MeHee 15°/
(1,5%)

= pereHepaTopHbie
Petukynoumtbl 15-50 °/ . (1,5-5%)
=  runeppereHepatopHbie

PeTukynouutbl 6onee 50 %/ 59%0)

00(
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= FMNOXPOMHbIE

MCH < 27 nr, UIN <0,85

= HOPMOXPOMHbIE

MCH - 27-31 nr, 4N - 0,85-1,0
o rmnepxpoMHbie

MCH > 31 nr,b UM > 1,0
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XXENE3OAEPULINTHBLIE
COCTOSSHUA Y OETEMWN,
NOAPOCTKOB WU
BEPEMEHHbIX )XEHLUH
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BUAbI XEJTESOAEPULINTHDIX
COCTOAHUUA

v NMpenaTeHTHbIN aednuUMT >Kenesa
v JlTaTeHTHbIN gedunumT xenesa

v XXene3opedbununtHaa aHeMus



BUAbl XXEJIESOAE®PULIMTHDbIX
COCTOAHUMN

NMpenareHTHbIN AedpUuLmnT Kenesa:

nomeps xceje3d mojabko u3 deno
2emo02/106uHO08bIll U MPaHCNOPMHBIU POHObI
COXpPAHEeHbl

Kpumepueg duazHOCMuKu Hem

Heé umeem npakmu1ecko2co sHa11eHus




THbIX

COCTOSSHUA

JlaTeHTHbIN aeduumT xenesa:

[ cocmaensem 70% ecex K/C

[l nomeps xncenesza usz deno, mkaHeii u
MpaHcnoOpmHo20 goHOAa
[l 2emo2nob6buHo8bIll hOHO coXpaHeH

[l ¢yHkuuoHanbHOe paccmpoilicmeo

[ Hem xoda no MKB-10



/ BUA4bI )KEJ'IEB;;!CDVILWITHHX

COCTOSIHUMA

JlaTeHTHbIN AedunumT Xxenesa

[l Cudeponenuueckuii cuHOpom

[l Temo2n106uH HOpMAaNbHBLLU



CUAEPONEHUYECKUU C

v/ /Jucmpoguueckue usmeHeHUA KOXCU U ee

npuaamkoe (BbINageHMe BoNoc, TIOMKOCTb HOITeU, KOUNTOHUXUM;

aTpodusa CNN3UCTbIX 000MO4YEK; TMHIUBUT, FMOCCUT, aHTYJIAPHbIN
CTOMAaTHMT)

H3epaweHue exyca u o60HAHUA

Mpuviweunvle 6oau (BBuay aedpvumra Mmorno6uHa)

N\ NN

MviweuHas 2unomoHUsA (B TOM Yncrie MOYEBOro Ny3bIps,

CONpPOBOXAaKLWAACHA HOYHbIM HegepXXaHMeM MO4YU, AHEBHbLIMMU
UMNepaTMBHbLIMU NO3bIBaMU HA MOYeucnycKaHue, HeCroCOOGHOCTbLIO
yAepXuBaTb MOYy NMpu cMexe U Kalune)

v/ H3meHeHus1 HEPpBHOU cuCMeMbl (3ameaneHve TEMNOB

BbIPpabOTKN YCNOBHbIX pedrieKCoB, CHMKEeHMUEe KOHUeHTpauum
BHUMaHMA, yxyaweHue namMmsaTy, 3aaepKKka UHTeNnneKTyarbHOro
pa3BUTUA, U3AMEHEeHNe 3MOLINN)



THbIX

COCTOSSHUW

XenesopedbumumTHaas aHeMuUNA:
[l cocmaensem 30% om ecex K/IC

[l nomepsa ncenesa usz deno, mkaHeti u
mpaHcnopmHoz20 goHIa

[l 2emoz2n106uHOBbIl POHO CHUIMCEH

[l xcenezodepuuumusbiii 3pumponol3

[ camocmosmenvHan HO30J102UYecKan gbopma,

ko0 no MKb-10 D-50



/ BUA4bI )KEJ'IEB;;!CDVILWITHHX

COCTOSIHUMA

XeneszopnedpuvumntHasa aHeMuUs

[l Cudeponenuueckuii cuHOpom

[l AHemuueckuii cuHOpOM



HejslioeekxKk

3,6 mapd. uenosek 6 mupe cmpadarom /I/DK

Omuem BO3 1998 200

PocTt 3aboneBaemMmocTn aHeMuen peten
U noppocTtkoB B Poccumnckon
Pepepaunm

2000

XenesopedpuunTHbIE

aHEeMUU COCTaBNAIOT
BCEeX aHeMUM

AEeTCKOro Bo3pacra

3a6onesaemMocTb (Ha100000 peTeid)
-
(=]
o
S

1992 1993 1994 1995 1996 1997 1998 1999 2000 2001 2002

Fopbl
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Puck pedbumunTta >Kenesa ansa njaoga m
HOBOpPOXXAEeHHOro pebeHka

HApyuwieHue pocmd mMmadccsvl Mmo32ca
HApyuwieHuUe npoueccoe muejquHusauuu

poxcdeHue demeti ¢ HU3KOU Maccol meada

O O 0O 0O

omcmaedHue 6 nCuxomomopHomM paseumuu
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Puck pecdbmunta kenesa ans
AeTen N NoApOCTKOB

[l uacmasa uHgpexkuuonHan 3aboresaemocmo
[l HapyweHue koeHUMUBHbIX PYyHKUUU

[l  cundpom xpoHuueckoili ycmaaocmu
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Puck pedpvumrta kenesa ans
B3POC/bIX

[l cundpom xpoHuueckoli ycmaaocmu

[ 6onee maxcenoe meueHue XxpoHUUECKUX
3abonesaHult

[l paHHas cMepmb npu XpoHU4YeCcKUX

3abonesaHusax



OCHOBHBbIE NMPUYUHDbI XXOA Y AETEN U
noaAPOCTKOB

anrumeHmMapHswili depuuum xncenesa ecaiedcmaeue

Hec6anaHcupo8aHHO20 NUIMAHUSA
deduuum xnceneza npu poxcdeHuu

noeésvlWeHHbLIEe nompeGHocmu opcaHu3mMda e xnceJjiese

ecsiedcmeue 6ypHozo pocma pebeHka

nomepu snceae3sda u3 opcaHuma, npessiwarwue

¢U3UOJIOZU‘16CKU€



Muuiesoe xeneso

YTunmsauwms { : YTmnmzaunms

:

Mnazmeurnin
rpancheppnn —rP
(3 par)

KOCTHLBIM MO3I
{300 rar)

XpaHeHne
wenesa

.

Kposonorepwm




XpoHunyeckasa nocrreMmoppar

aHEMUA

[l oJaumenvHasn no epemeHu u Heboabwan no o6semy
nomepsa Kposu

05

namoczeeHemu4vecku - meﬂesoaegﬁuqumnaﬂ aHemun

05

OCHOBHaA 3adayua: o6HapyxceHue u aukeudauus
uUCmMo4YHuUKa Kkpogonomepu

0 neueHue npenapamamu xnce’je3da

MPpUYUHDI:

*A136€HHbIE KposOomMeueHus, nojaunsl moacmot Kuuwku, H€CTI€1§U¢U‘I€CKU'1
A38€HHbBIU KoJium, aHczuomamos3 KuuuevHuka, mekKkke.Jiee aueepmuxyﬂ, onyxoJjiu
che.ilyaka U Kuwe1Huka, kposeome1eHusa u3 Ze.MOppOllanlele OGPGSOGGHUﬁ

*[OMK, daumensHble u 06unbHble MeHcmpyauuu y 12-15% dceHWuH.




NMoTpebHOCTb B )Xesie3e BO BpeMs

6epemMeHHOCTH

donoJiHumebHble I pumpouuimsl 6epemeHHoO

HCEHWUHDBL 450 M2
HA MKAHU n10da, nyno8uHbl U NlaueHmul 360 me
nomeps Kpoeu 8 podax 200-250 M2

o6b1uHble nomepu ¢ nomom u yepe3 JKKT 1 me 6 deHdb

nomepuc Jlakmaqueii 1 M2 8 0eHb

BCEI'O: 601ee 1000 M2



TUKa

v/ CHuXceHue zemo2106uHa, KoU4Yecmaeda 3 pumpouumoas
v/ «pY4HOU» Memod: CHUXceHue U8emoaeo2o nokasameins,

aHu3ouumos, noukujaiouumos, ygeaudyenue COI

¢/ asemomamuueckuli aHaauzamop: cHuxcenue MCV, MCH,
MCHC, ygeenuuenue RDW

MUKpoyunapHas
runoxpomHas
runopereHepanopHas

aHemusn
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Kputepnu AMarHoCTuku, pekomeHayembie BO3

[ cHuxcenHue ypoeHsa ncenesa cbieopomku < 12 mxmons/n
[ noeviwwenue O)KCC > 69 mxmonw/a
[ HacviweHnue mpanc@peppuna xcenezom < 17%

[ deppumun cvieopomku <12 mxza/n



pobnemMbl npumMme
npenapartoB XeJe3a

6O3MONMHOCIMDb nepeaosupoeku u ompaejleHuii
eciedcmeue He2ubkoz2o aOSUPOGGHUH U naccueHoczlco

HEeKOHMPOAUPYeMO20 6CACHIBAHUS
eé3aumodelicmeue ¢ dpy2umu npenapamamu u nuuwetl

8bIPAXCeHHble MemaiaudecKuli npueKyc u
okpawueaHue 3majnu 3yboe u deceH, uHo20a

cmoukoe

yacmuwlili omkas nauueHmoe om .JieeHun (aO

30-35% om Hauaswux neueHue)



P

PYKTYpa ruApoKcu noJimMasibTO3HOro
KOMIMJIeKCca

[Fe O, (OH), (OH)) ] [(C

n= npuo6I. 260

6 10 5)m]a

m= MPUOII. 7
a= nNpuoII. 17

KoMIuteKkc cogep)>XuT mpuoIM3uTe TbHO aTOMOB
Xeme3a

CopeprxaHue Xeme3a COCTABAsAET



0O =

O O 0

5

a OCHOBe rmapokcup no
KOMMJ1eKca

eévlcokas IPpexkmueHoCMb

eébicokan 6ezonacHocms, Hem puckda
nepedo3uposku, UHMoOKcUKauuu u ompasjeHutl

He memHerom decHbl U 3y6bi
uMerom NpusAMHbIU 8KYC

o6a1adarom omauuHoOu nepeHocumocmbswio, Kkonmopasn
onpeaeﬂﬂem PEeSYAAPHOCING JieeHusn

omcymcmeue é3aumodeticmeun ¢ meoukameHmamu
u npoaykmamu numaHusn

o6sradarom aHmuokcudaHmMHbIMU ceolicmeamu

pa3pabomansl 1ekapcmeeHHble hopmbl 01 8cex
eéo3pacmHblx epynn (kanau, cupon, mabaemxku)



ml TepanMMMaTamu

nKeJjie3da

NMpuHuumn I

TTEPOPAJIbHAS TEPATTUSA TIPETTAPATAMU
XEJIE3A



MpunHuun I1

ANEKBATHOCTb OO3NPOBKU TTPETTAPATOB
XXEJIE3A

Mpernaparsl )Xejie3a pacCYUThIBAIOTCA
KOHKPETHOMY 0OJIbHOMY C Y4€TOM:

» cmeneHu aHemuyecko20 cocmosnusa (LILIII)
»* Maccsbl mea 601bHO20

T mepanesmu'eckKoZo IJIdHa 1I€e9€HUuA



epaneBTnyeckum nnaH H

NEeTCKOM

reMmatosiorum gna nedyenumsa XA

[dekpeTupoBaHHbIe 1 mecsiy ot 3 mecsiua ot 4 mecsiya ot | 6 mecsiueB OT
CPOKU KOHTpPONA Ha4vana Ha4yana Tepanum Ha4vana Ha4vana
nokasarenemn Tepanuum Tepanuum Tepanuum
CTeneHb TSXeCTU
NokasaTtenu
aHemuu (r/n)
Xene3so PeppUTUH PeppUTUH PeppuUTHH
CbIBOPOTKU CbIBOPOTKU CbIBOPOTKHU CbIBOPOTKU

Nerkas (Hb 110-90)

5 Mr/kr/cyTku

3 Mr/Kkr/cyTKu

CpeaHss (Hb
90-70)

5-7 Mr/kr/cyTku

3-5 Mr/kr/cyTkun

3 Mr/Kkr/cyTKu

Tsxkenas (Hb <70)

8 Mr/kr/cyTku

5 Mr/kr/cyTku

3 Mr/Kkr/cyTKun




MpunHuun I1I1
OOCTATOYHASA ONMUTEIIbHOCTD KYPCA
NEYEHWNSA TIPETTAPATAMU XEJNE3A

H3neuenuem om JK/IA cuumaemcs npeodoieHue
mkaHegol cudeponeHuu

numenvHocmsb Kypca cocmasasem om 3-x do 6-mu
Mmecsuees



m

nKeJjie3da

MNMpuHuun IV

KOHTPOJIb 322EKTUBHOCTWN TEPATINA
TIPETTAPATAMWM XEJIE3A

» pemukyaouumapHasn peakuus Ha 7-10 denb om Hauana revyeHus
* noevlweHue ypoeHsa zemoznobuna nocie 4 ned. /leuenus

* UCue3HOBeHUe KAUHU4YeCcKux nposeaeHuli 3aboaeearHus uepes 1-
3 Mec JledueHun

* npeodoJieHue mkaHegol cudeponeHuu 4yepe3 3-6 mec om Hauana
JNeyeHusa (68 3agucumocmu om cimeneHu majcecinu aHemuu)



nKeJjie3da

NMNMpuHuun V

BbISBNEHUE U YCTPAHEHWUE TTPUYHNHBI
AOESNLIUTA XKENE3A

® anumeHmapHbsili depuuum
® XxpoHuueckas Kpogonomeps

@® nosevliweHHble nompeGHocmu



NMAPEHTEPAJIbHbIE NMPENMNAPATDbI )XXEJIE3
BHYTPUBEHHbIE, BH

lMNMoka3zaHuA:

0 npu maxnceavix gpopmax KA (3% 60abHbIX)
[ npuHenepeHOCUMOCMU OPATbLHBIX NPENAPAIMOB Jcee3a

[ npu Hanuuuu a3e8eHHOU 601e3HU u onepauuti Ha JKKT,
daxce 6 aHamHe3e

[ npuHeobxodumocmu 6bicmpozo HacbiwWeHUa op2aHu3mMda
xceye3om

Pacuet no3bl (KypcoBas):

Oo6wmn pecdpmumt xenesa (Mr) = mMacca Tena naumeHta (Kr) X
(>xenaembiit Hb — Hb 6onbHoOro (r/n)) x 0,24 + peno >xene3sa (Mr)

‘acenaemsiii Hb dns 6oabHbix ¢ 6ecom do 35 K2 — 130 2/, deno xcenesa — 15 m2/ke
‘ncenaemwiit Hb dns 6oabHbix c 6ecom 60ee 35 k2 — 150 2/, deno xncene3a — 500 M2

y demeli do 200a cocmasnsem 0KoJo0 25 M2, y demeli ¢ 1 0o 3 1em -
om 25 do 40 M2, cmapuue 3 jem — £0-50 M2.
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XEJNESOAEPULIMTHAA AHEMUA U
NMPUBUNBKHA

IIposedeHue npoguirakmuueckux npuuUBoOK y

demeli c ucene3odepuuumHoli aHemuell He

NpomueonokKda3aHo u He mpebyem

HOoOpMaauauuu 2emoz2106uHa



O4 K PELL I

XXENE3OAEOULIMTHbIX COCTOSIHUN

v/ IEPBUHYHAA IIPOPH/IAKTHKA JK/IC - npasuavHoe,

noJjiHOUeHHOeé numaHue

v" BTOPHYHAA ITPODPH/IAKTHKA JK/IC - akmueHoe
eévisieneHue /1/1)K u JK/IA e npouecce
ducnaHcepu3auuu, MeQUUUHCKUX OCMOMpos, npu

noceweHuu epa4ia
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MEIAJIOBJIACTHDbIE
AHEMWUW



Meranob6snactHbie aHEMUMN - smo 2emepo2eHHasn

no smuaoJjiocuu cpynna ClHC.Mllﬁ, Xapakmepu3yrnouwuxcs
Haruyuem mez2anrobaacmos 8 KOCMHOM Mo032e U

Makpouumoas 6 nepugepuieckoll Kposu.

NMNaTonornyeckune naMeHeHus He orpaHMYUBalOTCA
TOJIbKO KJIETKaM¥y 3pUTPOUAHOIoO paaa — MOryT
HabnwoaaTbca Mmopdonornueckue,
(dyHKLMOHANIbHbIe U BUOXMMUNYECKne naMeHeHus
APYrMX reMono3TU4YeCcKuXx 3J1IeMeHTOB, KJ1IeTOK
Pa3JINYHbIX TKAHEWU, HEKOTOPbIX OPraHOB U CUCTEM



ITH rusi

Bonee uem B 95% cnyvyaeB pa3BuTue MeranaobiacrHom
aHeMMM ABNsieTca pe3ynbtaTtoM aeduvumnTta ponaros u
BMTaMMHa B, , Win BpoXKAEHHOWU aHOManneun nx metabonunsma
B 3aBMCHMMOCTH OT MAaTOT€HEeTUYECKUX MeéXaHMU3MOB, BbI3bIBAIOIIIHNX

pasBuTHe gepuunTa ButamuHa B maum ponaros, Bce

Merajo0/IacTHbIle AHEMHH Pa3AeIAITCa Ha 4 TpyIimbl:

v/6ciliedcimeue CHUXCeHHO20 NocmynjaeHus ¢ nuweti;
v/eciedcmeue HapyweHus abcopbuuu;
v/écjiedcmeue HapyuweHHo20 mpaHcnopma u memab6oausma;

/ecneacmsue noBLIWEHHOZ20 nOmPCGJICHUﬂ.



MuwueBblie
NPOAYKTbI

SHTEepoumT

Knetkn

Pa3JZINYHbIX
TKaHen

Ko6asnaMuH, cBfiI3aHHbIN Cc 6enkaMu

H+\l1

R-binders

Komnnekc
Ko6anaMumH/ranToKoppuH
/‘ MNpoTteassbl
R-binders

\/cba KTOp

KoMmnnekc ko6anaMuH/BHYTPEHHUMA
cdakTop
N |

3axBart XC
peuenTtopa 3 l
MU 4
TpaHcko6anaMuH
l/\/ I1

SHAOLMTO3

Ko6anaMuH

5

KomMmnnekc
ko6anaMuH/TpaHcko6anamuH I1

5
Metunko6anamMuH

1 — napywenue
cekpeuyuu cosisiHou
Kucromsl

2 — HeAocmamoyHocmb
6HymMpeHHe20
¢ghakmopa
(epoxxOeHHasi u
npuobpemeHHasi)

3 — cuHdpom
UmepcnyHO-Ipecbeka

4 — depuyum
mpaHckobanamuHa Il

5 — namosnozus
8HYMPUKIIEMOYHO20
memabosnu3ma



NMuueBblie NcTou

CGELELLLG

Msco, 208a)cbsa neueHb, NOYKU, pblba, Moaoko, atiua

donartbi

IMeuensb (20853CcbA U KypUHAs), NOYKU, ANEJIbCUHOBBIU COK U WNUHAaM.
Y e3pocabix okono 1/ excedHe8HO20 nocmynjieHus hosramoa
ob6ecneuusaemcs 3€pH06bl.Mu Kawamu u xaebom, 1/ - ppyxkmamu u
ogowamu u 1/ — MACOM U pblboli.

® Poaamwl, codeprucawiuecs 8 nuuwiesblx NPodyKmax, 4yecimeumeibHbl
K cgemy U OKUCJ/IeHUI0 U YaCMUY4YHO pa3pywarmcs npu
npuzomosenenuu. /JnumenvHoe kunaueHue npusoduim k nomepe 40%
¢donramoe.

® Aiaumenmaphsiii depuuyum oramoe 3aHumaein mopoe Mecmo no
pacnpocmpaneHHocmu 6 mupe (nocje arumeHmapHoz2o deuuuma
ncenesa) .



KnnHnyeckue npossB

® aHemuueckulli CUHOPOM

@ npusHaku nopaxceHus yHceayodo4HO-
Kuwe4Ho20 mpakmd

@ HeepoJiocuieckas cumnmomMamuka

Y demeti pannezo eo3pacma pazeueaemcs
sunompogun, omcmaeaHue 6 pocme u
passumuu, pa3opaixcumenibHoOCMmb,
XpoHuueckaa duapes, CK1I0HHOCMb K
UHPeKuuam.

Bo3moxcHo pazsumue JsetikoneHuu u
mpombouumoneHuu



\ \ & \

NnnaH obcnego

Ha/INU3bI, IIOATBEPIKAAKININE HA/TUIUEC Merajo0/IacCTHOM aHeMHUH

Kaunuueckuii ananus kposu c o6a3amenbHbivM onpedeneHuem

3pUMpOUUMApPHbLIX UHOEKCO8, KOJU4eCneéd pemukKya0uumos u
MopPoao2uueckoii xapakmepucmukoii Klemok Kpoeu (3pumpouumbi,
Heltmpo@ubl)

buoxumuueckuii aHaius Kpogu, ekarouarowull onpedeyeHue

6unupybuna u ezo ppaxuuti, /I/II, mouesoli kucaomswl, nokazame.Jet

¢yHKuuu neueHu u ob6meHa xncenesa

Muenozpamma
AHA/MU3bI, yTOYHAIOUIVE TPUYUHY PA3BUTHA META/I00/IaCTHON aHeMUH

Onpedenenue koHUeHmMpauuu gumamuHd B e cbisopomike kposu
=2

Onpedenenue koHUeHmMpauuu ho1uegoli KUca0inbl 8 CblIBOPOMKe Kposu

u spumpouumax
AHanuM3bl, yTOUHSAIOUIVE IPUYUHY Pa3BuTHA gepunura GpoimeBoun

KMCJ/JIOTbI MJIMU BUTAMHWHA B12



O6wutll aHanus Kpoeu — CHUXceHue 2emo2106uHa, ebipaxceHHbvll
aHu3onoukuiouumos, Haau4ue mejeu JKonnu u koneu Keboma,
pe3koe yeeauuenue MCV, neiikonenus (0o 1,5x10°/1),
2unepceemeHmauus sidep Helimpogpuaos, mpombouumoneHus
(0o 50x10°/21) ¢ HaMUMUEeM 2u2aHMCcKux opm.

MakpoyunapHas
runopereHepano pHas

aHemus




Muenoepamma — wucio muenokapuouyumos noeéblueHo;
ommeuarmca npudHaku mezanobaacmuozo muna
KpoeemeopeHUs — Kjlemku KpynHbvle, ad0pa 3epHucmbwle,
ucuepueHHble; 20PO pacnoiazaemcs IKCUeHMPU4HO; UMeemcs
duccouuauusa co3pesaHun A0pa U UUMONAA3Mbl;
MHOMCeCMEeHHble, UH020d NamoJlo2uiecKue, Mumos3bl; 0CMamku
sadep, day- u mpexsadepHbole kiemku. Hapywenus umeromces 8o ecex

K/1€MOY4HbIX TUHUAX, OMMe4alomcsa NPpu3Haku HedgPekmueHo20
apumpono33a.




KoHueHTpauusa ButammHa B, B cbiBOpoTKe;
/ Hopma - 200-500 nz/mn

v/ Hu3kas - Huxce 100 n2/mn

¢/ Iloecpanuunaa - 100-200 nz/mn

KoHueHTpauua ¢ponnmeBon KNCNOTbI:

B cvi6opomke

v/ Hopma 6onee 5-6 nz/mn
v/ Hu3kas - menee 3 H2/ma
v/ nozpanuunan - 3-5 nz/mn
B spumpouumax
v/ nopma 74-640 ne/mn

¢/ Hu3kasn - meHnee 70 Hz/mn



ButaMmuH Bu-gegguguTHaﬂ aHeMus
_/_\
[ C npar

[ IlamoeceHemuueckan mepanusn — 8gedeHuUe sUMAMUHA B12'
Jo3upoBKa:

Y demeii do 1 200a - 5 mkz/kz/cym 8/m

ITocne 1 200a - 100-200 mke/cym

ITodpocmku - 200-400 MKT/CyT

BBeneHue 1 pa3 B CYTKHU B Te4E€HHeE 5-10 JHEH, Jajiee Yyepe3 AeHb 0 HOPMaIu3auuu
reMaToJIOTuYeCcKuX MoKa3aresneit. OObIYHO KypC COCTABASET 2-4 Heleu.

Iloanep)xuBalolas Tepanus: eXxeHeJieTbHOe BBeJleHHe MperapaTa B TeueHue 2 MeCsLEeB,
3aTeM 2 pasa B MecsIIl B TeueHHe 6 MecsiiieB, 3aTeM IPU HeOOXOAUMOCTH — 1 pas B MMOJITOJA B
Te4deHHe HeCKOIbKHX JIeT

Ecnu mpuumHa pa3BuTus gepuIiuTa yCTpaHeHA He TOJTHOCTBI0 — €)KeTOJHbIe
nMpopuIaKTHYECKHEe KyPChl BATaMMHA B B cyTo4HOl 03€ yepes feHb B TeYeHHUe 3 Hefleb

[Ipu BpOXKAEHHBIX HAPYIIEHUSIX A0COPOUH, TPAHCIIOPTAa U MeTa00Tn3Ma KOOaTaMUHA
3aMeCTUTe/IbHAsA TePanus NPOBOAUTCS MOXKU3HEHHO — 1000 MKT BUTaMHHAa B 2-3 paza B
HeJie/II0 BHYTPUMBILIEYHO

[ Tpancgysuonnas mepanus - kak npasuno, He mpebyemcs. Ilokazana
npu cHuXceHuu 2emo2106uHa meHee 50 2/1, maxcenvlx UH@Pekyusax,
cepdevyHOCOCYyOQUCMblX HAPYWeHUSAX .



esoaedULIMTHAA aHEMUS

[ Ycmpanenue npuuutsl dedpuuuma (ecau 603M0HCHO)

[l Ilamozenemuueckas mepanus — e6gedeHue hoiuesoll KUcaomul.
Jlo3upoBKa:

Y demeti do 1 200a - 0,25-0,5 m2/cym

IMTocne 1 200a - 1-5 m2/cym

E>xemHEeBHO B Te€YeHHE 3-4 Hee/lb

IepopanbHbIili npuem 3¢ PeKTUBEH JaXKe B CIyUae MaabadcopOouu, 103y
PEKOMEH/yeTCsI YBEeTUYHUTH 10 5-15 MT/CyT

Eciu npuvyrHa pa3BuTHs JepUIUTa yCTpaHEHA He MTOTHOCTHI0 — TTOKU3HEeHHasI
Tepanus 1-2 Mr/cyT

[Ipu Tepanvyi Hac1eACTBEHHOM HEJOCTATOYHOCTH AeTUAPOPOIaT peayKTa3bl

TepaTuIo TPOBOJAT He PporeBoi KUcaIoTou, a N-5-popmunterparugpodonreBoi
KUCJIOTOU.

[Tpu HespPeKTUBHOCTH MEPOPATBHOM, UCIOTB3YIOT CUCTEMHYIO TEPAITHIO.

[ Tpancgyzuonnas mepanusa — kak npasuo, He mpebyemcs.



0 PeTUuKynoumTapHbIN KPU3 — nogblweHUe
KoJlu4ecinea pemuKyjouumoa C 3-4 OHS;
MAKCUMANbHBLU NO0seM HA 6-10 0eHb;
HopMmaausauus — K 20 duro. Cmenensv
pemukKyjouumo3a NponopuuoOHalIbHA cmeneHu
aHemMuu

0 HopmManumsauuna KOCTHOMO3roBoro
KpPpOBEeTBOPEHMS — K 4 OHIO mepanuu

0 Hopmanusauumsa KapTuHbl nepudepunuecKkom
KPOBM — HAYUHAA C 7-10 OHA, NOJIHOE
8occimaHoagJ/ieHue Yepes 4-6 Hedelb

0 YMeHblueHue HEBPOJIOrM4YeCKoOM CMMINTOMAaTUKH
— HAYUHAA ¢ 3 OHA; NOJIHOE 60CCMAHOB/1eHUe Yepe3

HEeCKOJ1bKO MmMeciauea.



AucnaHcepHoe Habsiro

0 Bumamun Bu-aegbuqumnaﬂ aHemMus — Ha CTaJAUH MO eP)XXUBaloleun
Tepanmuy — 1 pa3 B MeCsIl Ha MPOTSHKEeHUH MePBbIX 6 MecsIleB Ha0/II0eHU;
3aTeM - 1 p/3 Mec; IMoc/ie OKOHYAHHUA TePanuu — 1 pa3 B 6 mec. O01uii cpok
HAO/II0IeHUsA TP IPHOOpPeTEeHHbIX POpMax He MeHee 2 JIeT.

[Ipy HEBO3MO)KHOCTH MOTHOCTHIO YCTDAHUTD NPUYHMHY AeduiuTa BUTaMuHa B

b

IMMOKAa3aHO MOCTOSIHHOE JUCIITAHCEPHOE H&6JIIO,Z[EHI/IQ —1Ppa3 B 3 Me€cC.

0 @®oauesodepuuumnas amemus — mMOCjae 3aBeplieHUs Kypca Tepanuu (mpu

yCTpaHEeHUU IPUYHNH pa3BuTus gedpuiura GpormeBoii KUCJIOTHI) — 1 Ppa3 B 3
MecC B Te4eHue 1 roja.

HI)I/I HE€BO3MOXXHOCTH ITOTHOCTHIO YCTPAHUTD INTIPDUYIUHY ,Z[E(l)I/I].[I/ITa ITOKa3aHO
IMMOCTOAHHOE€ TUCIIAHCEPHOE Ha6JIIO,Z[eHI/Ie —1Ppa3 B 3 Me€cC.

J1labopaTopHbIe nccaenoBaHusda

v O6wuii kauHuueckuli ananus kpoeu (c o6s3amenbHbIM onpedeieHuemM
3pumpouumMapHbvIX UHAEKC08, KOJAU4ecmeda pemuKyiouyumos u mopgoiozuieckou

Xapakmepucmukou Kjaemok Kpoeu) npoeodumcs neped Kaicoblm 0CMOMpom
zemamoanoeza.



e i

[eMonnTnyYecKme aHeMmmn y
aeren



/\/

[emonutuveckme aHemum -
3abonesaHua pasnUYHOU 3Tuonorum,
NpU KOTOPLIX NPOUCXOAUT UHTEHCUBHASA
AEeCTPYKLUUA SpUTPOLIUTOB.

AHemus obycnosneHa Tem, u4TO
AEeCTPYKLUA SpUTPOLIUTOB NpeBbIWaeT
NPOAYKUUFO UX B KOCTHOM MO3re



HecocToATEeNNbLHOCTL MEeMOpPaHbI 3PUTPOLUTOB

BcrnencTBuUe:

-BO3AEUCTBUA BHYTPUKIETOYHBLIX (PAKTOPOB:

v AedeKTbI CTPOEHHUsI IPUTPOLUTOB

(MeM6paHonamuu, zeM02ﬂ06uHonamuu, 3H3uM0namuu)

—B03eUCTBUA BHEWHUX (PAKTOPOB:

v/ MMMYHHBIN réMOJIN3
v/ MexXaHu4eCcKne, TepMuiecKue ¥ Ap.paKTopbl



fleMmonunTnyeckne aHeMmm y

He3aBUCMMO OT NIPUYUHBI T€MOJIX3A:
KnuHuueckue npossneHus:
v/ aHeMHU4YeCKUU CUHIPOM
v KelTyxa
NabopaTtopHbie npossneHus:
v AHemus

v/ Perukyironuros

v YBelndeHue HEIPAMOTro OMIMPYOHUHA
v YBenunuenue JI/AT

,Z[pyrne CUMIITOMBI (1mxopaaKa, 00JIH B )KUBOTE, TOYEUIHAA
HeJO0CTaTOYHOCTb, CKeJIeTHbIe aHOMAJINM, rellaToOMerajius,

)Ke TYHOKaMeHHasi 00JIe3Hb 1 Jp.) 3aBUCAT OT XapaKTepa
reMOJIUMTUYECKUX PACCTPOUCTB



HeCcKkKue aHeEMNM

Jlokanusauumsa reMmosimsa

® gHympucocyducmblii 2emous3
@® sHecocyducmbull 2emonu3

TeyeHue reMmosim3a

® ocmpoe
® XxpoHuueckoe
® c xpusamu

Ta)KecTb reMmoszin3a

® KomMneHcupoBaHHbHIU
@ s1eckutl

® ymepeHHbllU

® msaicenwiil



BHyTpucocyaucrteu
remonus

- Free
hemo-
globin

- immune
complex

\< \:' -DIC

d L - nephro-
Y pathy
A - hemo-

Comp|enient

binding Ab = globinuria
/ »

(lgM)

1. Intravascular hemolysis

BHYTpukneTouYHbIN
remonus

Complement
receptol
Comple-
ment

Fc-receptor

Phagocytosis
2. Extravascular hemolysis




oyinTnye

4% HacnepcrBeHHbIe

» Bpo>xkageHHbIe gepeKkTbl MeMbpaHbl 5pUTPOLMNTOB
» lecdbeKTbl pepMeHTHbIX CUCTEM 3PUTPOLNTOB
» CTpYKTYpHbIe gepeKTbl reMorsiobmHa

$lMNpuobperteHHble

* UMMYHHBbIE

» MexaHn4yeckune

» TOkKCnyeckune, JjiekapCcTtBeHHbIe

= [lapokcn3amMasibHasi HOMHasi reMors1i06mMHypus

« JecpnuntT BuTammHa E

= PaspywueHme s3puTpoynToB napasmtamm (Manasapuns)



/Mem6panon%a

lepeKThI CTpOEHUSI CKejIeTa MeMOPaHbI
SPUTPOIUTOB:

v/ Hac/ieaCTBEeHHBII cPpepoInTo3

v/ HaCJIeACTBeHHBIHN J/UINIITOIIUTO3



cl)occl)o- M NMMKOJIMNUAOB U XOoJieCTepuHa, NpoHMU3aHHas
6enkoBbIMM KaHaJsIaMM M peuenTopamMm

MmukodopuH A
L XL L) X Jw
Benok Benok OOl Benox Bernok e (i
nonockl 3 nomnoco! 3 NN DD ] \ nonocel 3 rnosocskl 3 ‘
e SROECE ‘ & ‘ & "AY X f‘)" Y‘rﬁxﬁi 1 Y\

AnpyuvH
b, @; -
B-cnekTpuH 0-CMNEeKTPUH AKTUH ‘ !

TponomMmosuH

BepTukanbHbie CBA3U

rOpM30HTaanble CBA3M




=
[ |

dCTOT4d: 1:5000

Hacnenosanwue:
Y ayTOCOMHO-AOMHUHaHTHOe — 75%,

Y ayTOCOMHO-pelleCCHBHOE + HOBbIe MyTanuu — 25%

MONeKynNApHLIU AedeKT 6enkoB “BepTUKANbHOM
CBA3U" Mexay NMNUAHOU 060N0UYKOU U CKeneToM
MmemMbpaHbI

Yy aHKUpHH U «-ciiekTpuH - 30-60% ci.
Yy OeoK moaocki 3 - 15-40% ci.
Y Ipyrue OelKu - peyKe, ITHUYECKH Pa3IuIHasA 4acToTa



HacneacrteseHHbIU cpepo 3
AePuULUT cKerneTHoro benka
v

notepa membpaHou nunuaos

/\

YMeHbLlueHne COOTHOLUEeHUS YckopeHue Bxoaa v Bbixoaa
NOBEPXHOCTU KNETKU K ee HaTPUSA U3 KITETKU C ee
oobemy (noteps aernaparauuven

NOBEPXHOCTH) /\
U3meHeHuUe CHuXxeHwue BbicTpaa yTunusauus
¢dopmbl E aAedopmupyemoctu —> ATD c ycuneHumem
3pUTpOLMTOB KINEeKTKU npouecca rnvmkonusa

(chpepouuthl) l /

ceKsecTpaumsa 3pUTPOLUTOB B cUCTEMe
MAKpO(aros cersie3eHKu



HacneacrteeHHbIU cpepoLUTOS

® O6wuti aHanus Kpoeu — CHUX3ceHue 2emo2106uHa,
pemuxkynouumo3, MCV na HuxcHel 2paHuuye HOpMbl
(ymeuvwaemca duamemp, He 06sem!!!), MCHC noeviweHna
(decudpamauusa kaemku), aHu30yumMoO3, NOAUXPOMA3UA, HAAUYUE

MuUuKpocgpepouumoe

HopMaJsibHble 3pUTPOLUUNTDI CchepoumnTos



HacneacteeHHbIU cpepo

YmeHbleHue
cpbefHero aAuameTba

ApUTpoumnNToB -

cdesuz kpueoli IIpatic-
/Inconca eneso

CHuXxeHue
OCMOTUYECKOU
pe3uCTeHTHOCTU

sputpouutos (OP3) -

cdeuz Kpueoli 8/1e80

09 08 07 06 05 04 03 02 01 O

KoHueHpaumaMNaCl, %



HacneacTteeHHbIU cpepo
€CKaf KapTuH

* beccumnitomHbIE POPMBI

¢/ Knunuku Hem
v/ HUamenenua OPJ, He6orbwoe cHudceHue cpedHe2o duamempa

e Jlerkas u cpeaHeTsDKenas popma

v Temonus evizviearom nposouupyrowue pakmopwl (uHPekuuu, puszuueckasn
Hazpy3ska, 6epemeHHOCMb U M.O.)

v/ YmMepenHasn cnaieHoMez2anusn

¢/ [emonumuueckuli KpU3 - aHeMUus, Jdceamyxd, peimuKyi0uyumos

*Tsmkenast popma

v/ Cnaenomezanus

v/ JKeamyxa

¢/ TpancgysuonHaa 3agucumocmsnw

¢/ 3adepixcka pazeumusn, KOCIMHble AHOMANAUU

v/ Tpoguueckue a36b1 20J1eHell, XpOHUUECKUU IpumemMamo3Hblli depmamuim
¢/ Pannee pazeumue JXKb

¢/ XapakmepHnvie uamenenus OAK




HacneacteeHHbIU cpepo

Ocno>xHeHuu:

0 FeMosINTUYECKUUN KPU3 - pe3koe ycujleHue Npoueccos

zemoniu3da, Hepedko Ha hoHe uUHPekuuu

0 AnJIacTUMECKMU KPU3 - 06b14HO Nposouupyemcs

napeosupycHoll uH@gexuuel Big

0 Merano6nacromaHbin KpM3 - depuuum ¢poramoe 3a cuem

HANPpAMXMEeHHO20 spumponos3a

0 XXenuyHokaMeHHas 60ne3Hb - ecmpeuaemcs npumepHo 'y
NoJ108UHbI Hejle4eHHbIX 60/1bHbBIX, C 603PACMOM 8ePOAMHOCMb

pa3sumusn nosslwaemecs

0 BTopuuyHasa neperpys3kKa >eJjie30M - pedko, y 0a1umenbHO

TPaHCPY3UPYyeMbIX OOTbHBIX



[ Ilpu3Haku reMmoamn3a — aHemus, yeamyxd,
pemukyaouumos, yeejuieHue Henpamozo buaupybuna,
noeviwenue /1/IT

0 CmieHoMeranusa
[0 Hammuame cheporuroB B OAK, camrxenne MCHC
[0 YMeHbIIEHUe CpegHero suaMeTpa S pUTPOLUTOB

[ cCHMOKeHue OCMOTUYeCKOU Pe3UCTEeHTHOCTH
SPUTPOLIUTOB

[ HeratuBHast mpooOa Kymo6ca

0 Dnekrpodopes 6eTKOB MeMOpPaHbI 3PUTPOIIUTOB —
eblsieneHue dedhekmHozo b6enka



* beccumnitomHbIE POPMBI

v/ /leuenus He mpebyemcs
v’ Y3H koHmpob cocmosHun dceadHvlx nymeii

e Jlerkas m cpegHeTsDKenasa popma

v/ BHe kpu3a - mepanuu He mpebyemcs, Y3H koHmpoas nceauHsvix nymeti, npu
Heob6xodumocmu xcende2oHHAsA mepanus, 8ocnoaHeHue depuuuma onramos
v/ [emoaumuueckuii Kpu3 - mpaHc@py3uu 3p. MaAccbl NPU 3HAHYUMENbHOM nadeHUuU

Hb, ungysuornnas mepanus, honuesan kucaoma
¢/ CnaeHd3kmomua npu Haau4uu nokasaHuil

*Tsmkenast popma

¢/ Tpaucgy3uu sp. maccwvi

v/ Poauesan kuciaoma

v/ Kenuezonnana mepanusa — no nokasaHusiIm

¢/ Konmpoab o6meHa xcenesa - xenramopHas mepanus npu nepezpy3ke
v/ CnaeHsxkmomus 6 nlaHO80M nopsadke



HacneacTteeHHbIU cpepo

oMusd.

0 IIpu GeccHMIITOMHBIX M IeTKUX (pOPMaX He TpeodyeTcs
0 IIpu cpesHeTsHKENBIX U TSHKENBIX POpPMaxX — MPU MOBTOPHBIX
TsDKenbIx Kpu3ax, JKXKb, Tpancdy3smonHoOI 3aBHCUMOCTH,

runepcrjieHu3Me

Ilepes mpoBegeHueM OMepPaTUBHOTO JI€eYeHU A

HEeo6Xo0ANMMO BaKLIMHUPOBATb Gonsnoro

MPOTUB MEHUHIOKOKKOBOM, THEBMOKOKKOBOU U
remodpuirbHOU TN B mHpeKmi

Kax anrsmepHamued cnjieHKkmomuu 'y demeil 0o 571em
ucnoJjib3yemecs penmzenanaoeacxyjmpnaﬂ OKKJ1IO3Uun COC)’aOB
cejie3eHKU



/ﬁepmeu—rrona%

HemocTaTOYHOCTB 3pUTPOLIUTAPHBIX
depMeHTOB:

v/ T/II0K030-6-pocParaerngporenasa
¢/ mUpyBaTKWHa3a
v rmoko3odocdar nzomepasa



HOepuuut rnrokoso-6-goceat AernaporeHass: (-

Kamanusupyem 21ukojiu3 6 npouecce
2eKco30MoHoPochamHoz0 wyHma, memaboausm
2/1I0mamuoHa

CHWMWX>XEHa 3auluinTa OT OKNCJIMTEJIbHOIo CTpecca

® reH - Ha X-XpoMOCOMe - HacJiefoBaHue X-ClelIeHHOe, 00IeI0T
MA/IBYUKU; PEJKO J€BOYKH -TOMO3UTBI
/1eBOYKH-reTepo3UuroTsl UMEIT ABe MOMY/ISIIUA SPUTPOLIUTOB:

HOPpMAaJIbHbI€ KIIETKHA U ,Z[E(l)I/II_H/ITHbIe, COOTHOIIE€HMNE UX BapI/Ia6eJII)HOE
® - 400 MJIH. 9€JI0OBE€K B MHUpe€ C IIaTOJIOTNY€CKUM r€HOM

® vacras maronorusi cpeiju HAPOAOB 3aKaBKa3bsia, CpeguzeMHOMOPBDS,
IOro-Bocrounoii u I0ro-3anagnoii A3uu, Appukwu.

cJIaBsiHE - 0,5%



Hepuuut rnokoso-6-gpocear Aerman

~— | BOJAPIIMHCTBO MALMEHTOB C aedpururom I-6-P/1
BHE KpHi3a HEe UMEeIT KaKUX-TH00 KIIMHUYECKHUX

MPU3HAKOB

oCTpad remosimTnyecCkanda aHemMmma

Pa3BUBAETCA CIYCTSA HECKOJBKO YaCOB WIM JHEeU OT Havajia

npueMa JieKapCTB, KOHTaKTa ¢ HAPTATMHOM, Pa3BUTHSA
nH}EKIUU, UCITO/Ib30BaHUS B MUY KOHCKUX 0000B (paBu3m)

Y pe3Kas aHeMus, peTHKYIouTo3 (Ha 4-6 n1eHb), Teabia leitHiia
JKeJITyxa

HeT CIJIEHOMeTrajinu

TeMHasA(4epHas) Mo4a

yBeIN4eHHe HeIPSIMOTo OVIMPYOrHA, CBOOOZHOTO reMOoT/IO0OnHA
TIa3MbI

MPH TSHKEJTOM Kpu3e BO3MOXXHO pa3Butue OITH

N NN \\



Hepuuur r

®opMa c XpPOHUYIECKUM IreMOJIN30M BCTPEeYaeTCs PeSKO

[emonmu3 ycyryoasieTcss IpueMoM JIEKapCTB VI
JINXOPAJZKOU

v aHeMM sl pa3TMYHOM CTeleH!, PeTUKY/IOLIUTO3
v/ BBIPO)KEeHHas XXeNTYIIHOCTb KOXXH U CKJIED
v/ rernarocIiIeHOMerajinus

v TUTIepOINPyOHEMUS



ocPpaTt AernaporeHasbr

fleMmon3 nNnpu BCcex feMmosinsa MoXxxet He 6bITb
BapuMaHTax MyTauumn

NPUMAaXUH, XUHUH, XUHAKPUH napaneTamMmosa, aCMupuH
HUTPOYypPaHHI, TPUMETONMPUM
Ty6asuz, ruBasug, [IACK V30HUA3UT
HA/IMJUKCOBAsA K-Ta PeHaueTnH
HadTaIuH ACKOPOMHOBAA KUC/JI0Ta
nejaarvi BUTaMHUH K
cyrbpaHUIAMUATBI P-aMmrnHOO€eH30¥HasA KUC/IO0TA
MeTUJIEHOBBI CHHUM L-moda
v v
Ha3Ha4deHue Ha3Ha4€Hune C

nMpoTUBONOKa3aHoO OCTOPOXHOCTbIO



Hepuuur r

OvnarHocruka:

v/ Ilpu3HaKu BHYTPUCOCYAHUCTOTO T€eMOIN3A —
yBe/IMIeHHe HelpaAMoro onrupyouHa, JI/T,
CBOOOTHOTO reMOI/IOOMHA IJIa3MBbl,
CHIDKEeHMe ranTorioonHa

v/ AHemus, peTUKYJIOLUTO3, Teabla [eiiHIIa

v CamxkeHue aktTuBHOCTH I-6-P/1 B
3PUTPOILIUTAX



Hepuuur r

JleueHue:

¢/ yCTpaHeHHUe MpoBoLHpYOIero pakropa

v/ uHPy3MOHHAasA Tepanusa, KOHTPOJIb PYHKITUUN
MmovyeK

v/ TpaHc}y3UHU IP. MACCHI — TOJTHKO B
UCKJTIOYUTETbHBIX CTydassX

KpU3 HOCUT CAMOOTIPAHUYUBAIOLWMIUCA XAPAKTEpP, TAK Kak
6b1cTpO NosBRAlOWMECS PETUKYIOLMTEL UMeOT
HOPMASIbHYHO (PEpPMEHTATUBHYHO GKTUBHOCTb U YCTOUYUBLI
K remonusy




FemornobuHonatTuu

KadecrBeHHBIE

v

AaHOMAJIbHBIE
reMOIJIOOMHBI

Tanaccemus -

KomudyecrBeHHBIE

v

TAd/IdCCEMHNUN

l

no cospemeHHOU

Knaccugukaumum
OTHOCATCA K GHEeMUAM C
HapylueHuem co3peBaHUs

He reMmonuTUYyeckKkasa aHemMus, a 6orne3Hb KOCTHOro moa3ra!
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oGycnoaneHHbe 3abonesaHUU, CBA3AHHLIX C
yMeHblUeHUeM UM OTCYTCTBUEM CUHTe3a OAHOU Unu
HeCKOMbKUX rnobuHOBLIX Lenew

O-Ta/IacCeMU s B-Tramaccemust
a/a+I/IJII/IOB/B Y/Y 8/8 0(/0( B/ﬁ-I_HHHOY/Y 8/8
o(/o( o/

) 2 2 2 I O N N
Mm

N{& Y 74

HbA| HbH HbF| HbA | HbA| HbFT HbA 1




B-T

BriepBbIe oncaHa aMepUKAHCKHUMH MeJuaTpaMu
Kynu u J/Iu (Cooley, Lee) B 1925 roay

PacnpocTpaHeHHOCTb:

v CpeaunzemHOMOpCKOe
nmooepexbe

v 3akKkaBKa3be

v Cpenusisa Asust

B AzepoaiimkaHe 10 10%,

=

B OT,I[C]II)H])IX peI'I/IOHaX [ ] Tanaccemun [] CepnoBugHokneTo4yHble [ Hb C ZZ Hb D ZZZ Ht; E

ST CUHOPOMbI

Hranum no 30% B
TMOIY/ISIIIA A



B-Ta

Bnokaga cuHTe3sa

YBenuueHne < —————  H30BITOK Ot
crHTe3a § U Y- neneun
nemnem *
d N CHIDKEHIe IIpenunuranus
THbA2 TI‘IJ)F cvrrresa HbA M30bITKA LleTeil
YBenueHnue /
cpoactBa Hb k Iemonus
i‘ 02
Ve aMYene \’ HesdPpexTuBHbIM
DPUTPONMOITUHA A HHeMMS < IPUTPOIIOI3
BropuyHas IJKCTpamMeay/IsipHOe
neperpyska KpOBE€TBOpC€HHUE
™~ Tpancdysun \

Fe CniaeHomeraaimsa



B-Tan

NS SN SN

N\

XpoHU4YeCcKHuM reMoains,
JKeJTyXa

TenmarociuieHoOMeraaus,
runepCcrjieHnu3smM

JKKb

CkenerHbie gedpopmanum,
00JIM B KOCTSAX M CyCTaBaX,
MaTOJIOTUYeCKHe MepeIOMbI

JKCTpaMeay1IsipHbIA
reMonos3

Ileperpyska Fe -
OCJIO)KHEHUS CO CTOPOHBI
cepaua, IerKux, Novek,
SHAOKPUWHHBIX )Ke/le3 U T.J,. ,
NMUTMEeHTAL s KOXHU

v/ 3agepikka pocrta
1 II0JIOBOTO
pasBUTHUSA

v’ MoHroxoungHoe
JINIIO,
dopmupoBanue
Oyrpos uepemna




B-Tana

v

N\

N SN S

JlaboparopHo:

MukpouuTrapHas runioXpomMHas
aHeMUus

JPUTPOLUTO3,
He3HAYUTEe/JAbHBIN

PETHKY/JIOIUTO3, HOPMOO/IACTHI
B mepudepuiecKkoilt KpoBU

MuineHeBUAHbIE KJIE€TKU
IToBpimenue HbA2 u HbF

YBe1mmuyenne oCMOTHYECKOM
PEe3UCTEeHTHOCTHU SPUTPOLUTOB

Oo6wmeH Fe - yBetnueHnue
ceiBopoTouHOro Fe, cHmKkeHue

O)KXCC, moBpmmienue HT)K,
yBenmueHue pepuTuHa

v’ MoryT ObITh MpU3HAKH
reMoJin3a — YBeTuUYeHH e
HemnpsiMoro ownupyowuHa, JI/IT



B-T

* Manasa ¢popma

Moixcem 6bimb 6eccumnmomHoli, yposeHb Hb 8 Hopme, Heboabwasn
uKmepu4HoCms cKjaep, 2unoxpomusn u makpouumos e OAK,
pacwupernue 3pumpoudHozo pocmka 6 KM, yeeauueHue ceneseHku
peodko, 603moxcHo pazeumue XKb

e TTpomexyTouHas popma

3HauumenvHasn 2emepo2eHHOCMb, 8bIPANCEH 2eMOaU3 — aHeMUs,
nceamyxa, cnieHomezanus, JKKb, pemuxkynrouumos. Hb o6wv1uHo 6
npedenax 9o-100 2/1. BoamoiceH nepexod 6 mpaHcgphy3uoHHO-
3asucumytro popmy

* bonbwaa popma

TunuuHnaa kAuHUYeCcKan KapmuHa



B-Tramaccemus

O Ilo>)kn3HeHHas 3aMeCcTUTE/IbHAaA TEPAIIUA IP.

Tepanus: . i
Maccou - peryasipabie TpaHcPy3um!!!
0 XenmaropHas tepanusn
Bonblias
cdopma 0 Cnoaensakromus
0 TpaHcmIaHTayUs KOCTHOTO MO3ra (ajloreHHas )
0 ®donueBast KUC/IOTA, )KeTIeTOHHbBIE ITPernaparbl
0 Tpaucdysuu o Mepe HEOOXOZUMOCTH
MpomexyTouyHas 0 XemaropHas repanus
dopma
0 CruteH3KTOMUA — IO MOKa3aHUAM
0 Huaaykropsl cuHTe3a HbF - ruapokcnmoueBrHa -
JKCIepUMEeHTa/TbHasA TePANH
Manas 0 /ImHamMu4yecKkoe HaOa0geHue

dopma 0 doauneBas Kuciora




o-TaJIaCC HacneapoBaHnue:
o Thalassaemia o Thalassasmia

I X
HOpMa [ [

-
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| Hormal 0" Thalagzasmia o~ Thalassazmia HEH diseass

at-Tanaccemus

(Hemoe
‘ HOCUTENIbCTBO)

| | | |
‘ — a®-tanaccemusn -
(MMHMMaNbHbIE | |

NpoABNeHNs) remorno6uHonaTms TIeMOrno6uH

| [ H (B,) Bart’s (v,) -

CUHAPOM BOASIHKM
naoaa




O-TaJlad

Knnan4yeckass KapTuHa

Hemoe HOCHTENBCTBO — PeHOTUITNYECKH TPYAHO OTIUINUMBI OT
3m0poBbIX AeTeii. MCV 06bruyHO B ipegenax 78-8o ¢pa. Bee
Apyrue reMaTojoru4eckue rnapaMeTrpsl COOTBETCTBYIOT HOpMe.

Hakonmienue
CHuxeHue CBOOOIHBIX Y H [3- [MoBbIIeHHE
CUHTe3a a-ueneu > 7
L Hemneu c cpoacTBa K 02
oOpa3zoBaHUEM
TeTpaMepoOB
pamepoBy B,

\ I'mnmokcus

I'emonus



-TaJ1acceMusa

Tepanus:

0 Hemoe HOCHTEIBCTBO — TepANTMU HE TPeOyeTCs

0 MuHHNManbHBIE IPOABIEHHUA — aHAJIOTHYIHO
Masou ¢popme B-TasmacceMun

0 TIemormoomHonarus H - aHamorn4Ho 00IbIION
dopme B-Tanmaccemun

0 Boasuka miozacremorioomHom Bart’s -
MepTBOPOXK/IeHHe N Pe0eHOK Morudaetr
BCKOPeE MocJjie POXXIAeHUs



S N KXY

obuHo

AHOMAa/IMY TEPBUIHOM CTPYKTYPbI MOJIEKY/IbI
reMOIJIOOMHA

3aMeHa aMMHOKHUCJIOT B O MU [3-1enu
IIOOWHA

~

OOGOpa3oBaHue reMOrJIOOMHA C HOBBIMU
CBOMUCTBAMHU

CepnmoBUAHO-K/JIETOYHAS aHEMHUSA

Tomosurorusie remornoonuonaruu (CC, EE u ap.)
[eMOrT100MHBI C HAPYIIEHHO#M CITOCOOHOCTHIO
nepenocutsh O (M-rpynna)

HecTaOunbHbIE reMOT/IOOMHBI — TeMOTUTHYECKHE
aHeMHU

Apyrue



CeproBUAHO-KNETOUHas aHeMus

TOYEYHAA MYTALIUA B 6 KOAOHE B-r"iOBMHOBOIO reHA
(SAMEHA BAJIUHA HA TNMIOTAMMNUHOBYIO KUCJI0TY)

HDS Polymer

po
Triplet
cocon
4

GAG —= |16 Glu —= oi'®

MbE HbLS
aolutian POy mer

1 -
=
g . NO™, NO Synthase

Oxygonaied Oeooxygeorated ‘

0 \ ArQining ——— N0

- “&
‘// Frginase — l \
N l
HoS cell ™ ’ Ornithine Citruline

Cenl
betsrogenesity

v/ HbS umeer Go/b1Inii oTpUIlaTe TILHBIN 3apAJ,

v /[leokcudpopma HbS menee pacrBopuma, nocie nepenaun O nmonmmepusyercs,
n3MeHsasa popmMy 3pUTPOLUTOB (B BUe cepma); mpouecc monumepusamuu Hb S
YaCTUIHO OOPAaTUM

v/ «CepnioBUAHBIE» SPUTPOLUTHI CJIAUDKUPYIOTCSA, aAT€3UPYIOTCS K IOBEPXHOCTH
SHI0TE/INA COCYAOB — PAa3BUTHE Ba30OKK/IIO3UBHBIX KPU30B, MHCYJIBTOB ; OBICTPO
Pa3pylIalTCcs — pa3BUTHE reMOoInu3a



CepnosuAHO-KNeTo4Has

deCKast KapTUHA

Nonhemorrhanic - :} Pulrmonary
MPOABIAETC Mociae 6 mec Stroks W Hyperlonsion
lTemouTHYecKHe KpuUssblI (C

03HOOOM M reMOT/IOOMHYpPHUeii)

Chcelithessis ——4

bone3HeHHOCTh 1 OTEYHOCTH
CyCTaBOB (peBMaTOUAHbBIE KPHU3HI)

3a/iep>KKa Gpu3nIecKoro Priapsm = ™ Osteonecrosis
pa3BUTHUSA, 00Opa3oBaHUE
TPpOPUIECKHX A3B

-— 0

acenTU4eCKU HEeKPO3 roJI0OBOK | Utcorabor,
OeIpeHHBIX U TJIeYeBbIX KOCTEH,
WHQPAPKTHI JIETKUX, IeYeHH,

CE€/I€3€HKMU, ITOYECK A AP.

bonbHbIE MMEIOT XapaKTepHbIA BHELIHUM BU/J,:
ATMHHBIE TOHKNE KOHEYHOCTH, «OalIeHHBIN»
yepern, HepeAKO UCKPUBJIE€HV e I0O3BOHOYHHUKA



S e —

Ba300KK/I103uBHbII (00/1€BOIT) KPU3 - CAMO€ YaCToe
MPOSIB/IEHHE

» Jlakmuaum (cuHdpom pyk-Hoz) 1 §
» KocmHbie \ T4

» A6JdomuHanbHble (onosacvlearowuti CUHOpPOMm)

Jlezounwiii (ocmpbiii 2pyoHol cuHOpom)

Ipuanu3m

IMoueunwie (zemamypus)
ITHC kpu3wi

CekBecTpantuoOHHbIE KPU3bI

ITemonuTnyeckue Kpu3bl
AnnacTnyeckue Kpu3bl

Merano6/1acTougHbIE KPU3BI

SN

XonecTa3, HeKpO3 MNeYeHu



CepnosuAHO-KNeTo4Has

v OAK

= HopmouumapHas aHemusn
= Pemuxkyaouumos

= (Cepnosudusble kaemku (npu ypoeHe
HbS>60%)

B nepuod kpu3sa - yeeauuenue
aetikoyumos, CO3

IIpo6a Ha cepmIOBUAHOCTH -
MOJIOYKUTE/IbHas

IIpo6a Ha pacTBOPUMOCTSH -
MOJIOYKUTE/IbHas

buoxumusa KpoBu - IpU3HAKU
reMo/in3a

S N S XK

JnekTpodopes reMorIooOMHa —
ooHapyxenue HbS




AN

AN

CepnosuAHO-KNeTo4Has

Nndy3nonHas Trepanusi, aHaTbreTUKHU

Tpaucdy3noHHas Tepanus — MOaAbKO no nokazaHusam (c
ocmopoxcHocmuio!!!, 603M0ONCHO ygenuueHue 813K0Cmu Kpoeu u
ycunenue zemonusa). Boamoncno uacmuunoe «3amerHnoe»
nepeausaHue

Xe/maTopHas Tepanusa
PonmeBast KUC/IOTA, YXeTYerOHHAas Tepanusi

I'mapokcumodeBuHA - cmumyasamop cunmesa HbF — cuuxceHnue
ypoeus HbS u npenamcmaeue e2co éHympukjiemo4Hotl
nojaumepusauuu

BakunuHauus - pyHKUUOHANbHAA AcCNleHUA
X01enyuCcTaKTOMHUA — N0 NOKA3AHUAM

TpaHncniaHTaMsE KOCTHOTO MO3ra



AHOMANbHbLIE HecTabunbHbIe remor HbI

rpynna HacneacrBeHHbIX HecdepoumTapHbix lMA,

06YyC/IOBJIEHHbIX HAJINYNEM CTPYKTYPHO aHOMAJIbHOro
BapumaHTa remornobumHa

~ 200 BapuaHTOB Hb, cBA3aHHBIX ¢ HECTAOMIBHOCTHIO
HacnezoBanue ayToOCOMHO JOMUHAHTHOE, ~ 1/3 — CIIOHTAaHHBIE
MYTALUU

Yame 3-umemnb; omMCcaHbI AJIS - M Y-LleTHh

JPUTPOIUTHI coepiKaT npenunuraTsl Hb,
He CIIOCOOHBI U3BMEHATH (POPMY, TETKO
Pa3pylIAOTCS B KOCTHOM MO3re U
cejie3eHKe U YaCTUYHO B COCyAax



AHOMANbHbLIE HecTabunbHbIe remor

WYyeCcKass KapTUHA

BapuabenbHOCTb NO TSXKECTU U XapaKTepy TeYeHUs

0 OO0bIYHO Ipe3eHTaNMA MOCTE 6 MeC, C FTeMOJIMTHYeCKOTO KpHu3a

0 IIpn3Haku reMOIUTAYECKOM AaHEMHUH; YaCTO MPOBOLMPYETCS
nHPeKIuell U MPUEMOM JTeKapCTB, XPOHUIECKOEe TeUeHHU e PeIKO

OCOBEHHOCTM!:

0 MoskeT OBITh THIIOXPOMHUA 3PpUTPOIUTOB (BhImagenue Hb B ocamok);

0 PeTuKyIOIMTO3 He BCEraa COOTBETCTBYET TSHKeCTH reMosin3a (eciu +
HapyllleHHOoe CPoaCcTBO K 02)

0 Haauune TeMHOI MOYH (3KCKpeLHs JUITHPPOIOB, 00PA3YIOUIUXCA U3
CBOOOAHOTO reMa wiu teaern leiiHna)

0 Mosker ObITh IITMAHOTHYIHBI OTTEHOK KOXKH (€C/TH + HapylIeHHOe
cpoacTBo K O2 M HaTMYre MeTTeMOTIO0nHA )

0 xakmpaBuiao, HeT 3pdeKTa OT CIUIEHIKTOMUH



AHOMAnNbHbIE

AI'HOCTHU KA

OAK - Hb u RBC HopManbHBIE WIH
cHmKeHbl, MCV Kak npaBui1o HOpMa;
MCH o06s19H0 cHKeHo. Tenbia
T'eifHIIQ MOABIAIOTCS ITOCIE

CIVIEHOKTOMMNH

OnekTpodopes reMOrioOoOMHA — MOYKET

onpeAensiThCA KaK JONMOTHUTE TbHAS
bpakmus

[Ipo6a Ha HeCTAOMIBPHOCTD -

IMOJIOXKMUTE/IbHAasA

MonekyasipHO-reHeTU4eCKHue
WCC/Ie,OBaHUs — ONIpeJeeHue

MYyTalluWH, AMMWHOKHCJIOTHOM 3aMeHbI




AHOMANbHbLIE HecTabunbHbIe remor

v llpenmyniecTBeHHO KOHCEepBAaTUBHOE:
CUMIITOMAaTUYECKasA U 3aMeCTUTEe/IbHasl
Tepalnusi Mo NOKa3aHUuAM

v DoameBass KMCJIOTA

CnieH3KTOMMS KaK NpaBuiIo HeddPpeKTuBHa,
COTIPSKEHA C PUCKOM PA3BUTHS
SPUTPOIUTO3a U TPOMOO30B



e i

NMpunobperteHHble
reMmoJimTuyeckKume
aHeMum



MMMyHHbIE remonuTtudeckue a

V cemoaumuyeckasn 6os1e3Hb HOBOPOMCaBHHle

¢/ mpaHc@y3sus Hecoemecmumbsbix no zpynne u/uiu Rh-gpakmopy
KOMNOHEHIMO08 KPosu

® TpancummyHHBIE

v/ NpoHUKHOBeHUe 8 KPO8b N10Ja aHMumeJl u3 op2aHu3ma mamepu,
cmpadaroweii AUTA

® IerepoumMMmyHHBIE

v/ anmumena k 1uyxcepoOHOMy aHMuU2eHy Hd NO8EePXHOCMU IPUMpPoOUUMOE
(nexapcmea, eupycwvt u m.d.)

® AyrouMMyHHBbIE

/ C HeNOJIHbIMU MmenjiosbiMu azcjiomuHuHaAmu
/ C NOJIHLIMU X0J10008bIMU A22AI0OMUHUHAMU

v/ NapokcuzmanbHas xoa0006asa zemoz2aobunypus (AHUIA c deyxdasztbvimu
2emoausuHamu)

/ C menjioévimMmu cemojausuHamu



MMMyHHbIE remonuTtudeckue a

- HTUTEéNa
TennosBble Xonoposble
Ceasviearom Ceasvigarom  =—
apumpouumbl apumpouumbl
npu T 36°C npu T < 26°C

)
‘ Fc-mediated
phagocytosis

) *37°C

Warm antibodies = IgG, rarely IgM, IgA

Spleen
Macrophage

AByxdasHbie
Cesa3bviearom pumpouuimsbsl 6
XOJIan, d ébl3blearom cemoaus
— 6 menjie

Intravascular
hemolysis or

+4°( +20°C
Cold antibodies
= |gM, rarely IgG

s Erythrocyte binding

P Ve
<\_/) < C3-receptor-
b ol mediated

Kupffer cell phagocytosis

X, Complement
ctivity

Ab binding

U



MOJiHbIE

MMMyHHbIE remonuTtudeckue a

AHTMTEnNna

/

ArrnrOTUHUHDLI
Toavko
aczcinromuHauusn
pumpouumos

&~

IgM-Ab:
agglutination
in suspension =
complete Ab

No agglutination
incomplete Ab (1gG)
or complement only

+ Coombs —|
serum

Agglutination
by anti-IgG

Agglutination
by anti-C3

HEenoJiHble

~

feMo/In3unHbI
Axmueauus
KoMMnjiemeHmMa u au3uc
apumpouumos



3pUTPOLMTDbI + aHTUTENa

— ~

Knupenc cucmemoti Akmusauus
¢pazoyumupyrowux KoMnjaemeHma u Jqu3uc
makpogpazoe apumpouumos
cejie3eéHKUuU
BHYTPUKJ/IETOUYHbIN BHYTPUCOCYANUCTbIN

remoszin3 remosin3



MMMyHHbIE remonuTtudeckue a

Nnaunonarnuyeckue
0 BTopu4Hble

= Hngexuuu

= HmmyHodedpuuyumHble CUHOPOMDL

=  AymoummyHHble 3a601eeaHus

= Jlumgponponugpepamuenvie cunopomuol (XJLI, rum@pombui)
=  Onyxoau

= Jlexapcmea

APC Infections Drugs CH3
— Myco- —C—CH>—C —COOH
plasms =
- Viruses NH>
o-methyldopa-type

Clonal
transformation
- Hodgkin’s disease

CLL, NHL T-helper I Regulatory T cell

Plasmocytoma

y = Alteration of T-cell requlation:
Collagen — lymphoproliferative disease
S (AILD)
2 —thymoma

vascular disease

— SLE




Bo3mo)xHbIe MeXaHU3MBI JIEKAPCTBEHHO-
WHAYULPOBAHHOIO reMOoJ/In3a

| Binding to erythrd‘lcyte membrane

E.g., penicillin

0-CH, R | —» ¢ S-0-CH,-R —»
1. Hapten type

_mmm—

HO—CH —R N\

E.g., . Gt k/( } JHO-CH R
quinidine, \ < N

HO -CH - R

stibophen, etc.
2. Innocent bystander type

CH; Regulatory T cell T-helper 3 cell Auto-Ab production

HE=CH=C “CODH e 5 : A, v .,,..\‘\ /&;‘.

NH, [

3. a-Methyldopa type




MMMYHI—II:IC remonamnmtTuveckKkme a U

AyTonMMyHHBIe TeMonuTu4Yeckue anemuu (AHIA)
MMMYHOOTIOCPEeAOBAHHASA JeCTPYKIHS
SPUTPOLHUTOB B pe3y/Ibrare MPOAYKIINHA

AYyTOAHTHUTEJI MPOTUB AaHTUTEHOB MEeMOPAHHI .

v Y agereii 80% ciydyaeB AUT'A remonus
o0yc1oBjieH oopa3zoBanueM AT mpoTHB OHOTO
n3 Rh- aHTHTEeHOB >pUTPOIIUTA, OTHOCAIIMXCS
K Kinaccy IgG, akruBabix ipu t 37° C



Nunarno3 AUTA noKymeHTHPYeTCs MOJIOXKUTETbHON MPAMOi MPO0Ooii
KymGca (mpsaMoit aHTUT/IOOYITMHOBBIM TECT)

v/ Hcnonv3zosanue 8 peakuuu Kym6ca aumumen npomus IgG, IgM u C3d
noseosisem onpedeaums U3omun aHmumeJ U hukcauuro KomniemeHma

RBCs _ & Test erythrocytes
sensitized | 9 A S o with known
> gt | o with Ab or Lo Q. » antigen profile
\ 4 Immunization | S ™ complement ;
=2 with human serum . & Y 4 S Pationt
; Y Y serum
+ Coombs
serum

+ Coombs
serum

Polyspeofl_c Coomb§ ‘ , N : ; Keieiliin
serum: a'nt|—|gG, anti- ‘ ) e . tination
IgM, anti -complement e m . i,

1. Production of

Coombs serum | 2. Direct Coombs test 3. Indirect Coombs test

v/ Henpamasa npo6a Kymb6ca, evissnaowue aumuspumpouumapHbsle
aHmumeina 6 cb1860pomkKe Kpoeu He umeerm OMmHOWeHUs K

duazHo3zy AHUTA



MMMyHHbIE remonuTtudeckue a

AVWUTA Cc HenoJZIHbIMM TENJIOBbIMU arrmMOTUHUHAMM

» caman yacmasn opmay 83pocavix u demeu

* yaue écezo uduonamuyieckads; Mmopu4Hdas npu
ummyHodedpuuumax u CKB

L IgG aHmume.Jjda, He cnoco6Hbl cea3bleamMb
KOMNMJ1eMEeHIN, Hacmo npomue Kkomnjiekcda Rh-
aHmucZzeHoe

» 2emonu3 o6bL1YHO GHymPUKJlemO‘lelﬁ, uHoz20a npu
msaxcejiblX Kpusdx + BHymPUCOC)’alICmblﬁ



MMMyHHbIE remonuTtudeckue a

AVWUTA Cc HenoJZIHbIMM TENJIOBbIMU arrmMOTUHUHAMM

- AHEMU.ﬂ, pemuxKyjiouumos (6 nepevie OHU — CHUMCeHUue

pemuxKyjiouumos u3-3a 6blcmpoeo KJlupeHcad pemukKyjiouumoe
aHmumenamu u 3ana3ovléaHusn 2unepm1a3uu)

= Funep6uﬂupy6unemwl (6 OCHOBHOM, Henpsamozo. Iloeéviuwenue

npsamozo 6unupybuna xapakmepHo 01 MACCUBHOZ0 2emMOaAU3a U cuHopoma
ceyweHus yceaqu. Y ManeHbKux u3-3a omHocumenbHoz20 npeobaradanus
Maccobl yHKUUOHANHbHOU NeUeHOYHOU NapeHXUuMbl Ha0 Maccol
UUPKYAUPYIOWUX 3PUMPOUUIMO06 nosviweHun bunupybuna moxncem He 6v1ims
dajice Npu 8bIPaANCEHHOM 2emou3e)

» CnaeHomezanusn

= boau e xcueome u NosiCHUUe (npu enympucocyducmom
2emonuse)



MMMyHHbIE remonuTtudeckue a

A C HenosIHbiIMM1 TenNJIOBbIMU arrifOTUHUHaAMMU

F.JUOKOKOPmUKOuabl (Cmapmoeaﬂ do3a npedHU30/10HA

cocmaseasem 2 me/ke. /lo Hopmaruzauuu ypoeHsa cemoz2no06uHa,
pemukyaouumo3sa u 6unupybuna, Ho He meHee 0dHO20 mecaua. ITocne
HopMmanausauuu 2emo2106uHaA u pemuKya0uumMos, 01aue20ca, No KpalHeli
Mepe, 2 Hedelu, MONCHO NPUCIYNAMb K CHUXCEeHU10 003bl NpedHU30J10Hd.
OcmopoxcHo, N00 KOHMpOoJaemM pemuKyaouyuimos )

B/B UMM)’HOZJIOG)’JIUH (3—5 2/Ke; Moxcem ucnoib308amMbCa '’y

MaleHbKux demeli ¢ NOCMUHPEeKUUOHHOU Unu «<nocmeakuyuHanbHoli» AUTA
C HemAMceblM MevyeHuem )

HUKJIO¢OC¢(IMU6 (npu pedppakmeprocmu. 400 m2/M> é/6 1 pas e 2-3
Hedenu , 3-4 Kypca); asadmuonpuH u ap

CnaenHsaxkmomus (e mancenvix cayuasx, npu pefopakmepHocmu K
KOHCepeamueHol mepanuu)



MMMYHHbIE remonuTtuyeckue aHe

HbIMM XO0N10A40
(xonopoBasn arrnrOTUHNMHOBAA 6051e3Hb)

y demetli pedko; Hacmo cesa3aHa ¢ supycHoli uHgexuyueli (cenamum,
UH@PeKUUOHHbIU MOHOHYKJ/1€03, napomuin u dp.)

8 6o1bWIUHCIMBE CTyHae8 aHMmumea HanpaeJjeHvl NPoINue y21e800HbIX
demepmunanm komniekca I/i nogepxnHocmu sapumpouumoas

ApKUll BHyMpPUCOCyduUCMblli 2eMOU3 A68A1emCA pedKoCmblo, a KAUpeHC
«CeHcubunu3uposaHHbIX» Ipumpouumos onocpedyemcs 4epe3 C3d
peuenmopbsl Makpo@pazoe neveHu U, 8 MeHbWell cimeneHu, cene3eHKu

npoeokayuel 2eMoAUMU4YeCcK020 Kpu3d 4acimo cayxcum
nepeoxaaxcdetHue . Henepenocumocms xon100a - 6enerom KoHUUKU
nanvyes, JucCmManbHbll YUAHO3, X010008an KpanueHuua, 6ou e
KOHeuyHocmsx, cuHdpom Petino u dp.

Hyacmo noaocmpblii xapakmep cemojiu3a

npo6a Kym6ca npu amoti popme HeecamueHa 8 peakuuu ¢ aumu-IgG, Ho
nosoxcumensHa 6 peakuuu ¢ anmu-C3d. TunuyHa apkasa cnoHMAaHHan
az21lmMuHauus 3pumpouuinos Ha cmek.Je.



MmmyHHbIe remonutudveckue a

AWUT A Cc NOZIHBIMU XON10AOBbIMU ArrMlOTUHUHaAMMU
(xonogoBas arrntrOTMHMHOBAaA 601e3Hb)

= Inroxkokopmukoudsl , uukaogpocpar, uHmep@pepoH-«
UCNO/b3yI0MCcA, HO HeAOCMAMo4HO 3P PHekmueHbvl

= ,Zlesazpezaumbl u cpeacmea, yaydwarnuwue
MUKPpOUUDKYAAUUKO

= Ma6mepa (MOoHOKOHAMbHBbIEe aHmumena k anmuzeny CD2o;

sKcnepumeHmanvbHas mepanusa); A3AMUONPUH U ap

» JamecmumebHasn mepanus (e majiceabix cay4asnx, no
HCU3HEHHbIM NOKA3AHUAM, JelikoPuabmpauus 3p.Maccovl)

» CnaeHIKMoOMUSA — nesPpexmuena



MMMYHHbIE remonuTtuyeckue aHe

adaJibHaA Xon104

anmumeana knacca IgG, ceaszviearowueca c spumpouumamu npu HU3KoU
memnepamype u akmusupyrowumu KomniemeHm npu memnepamype
meaa

Y demeti IIXT uawe eécezo onocpedosaHa anmumeaamu aHmu-P-
cneuyugduuHocmu

ocmpetliwiuli BHympucocyoucmaiii 2emoJiu3 ¢ ocmpoii 2cemo2n06unypueti
u nopaxceHuem nouek enjoms do OITH

6o.1u 6 ncusome, auxopadka, 6aedHocmb ¢ omxoxcdeHuUemM Mo4u ugema
«8uwWHeB8o20 cupona» . [Ipu cmosHuu mouu Ha 8o3dyxe ob6pa3zyromcs
YyepHble XJ10NbA.

Hepedko pa3zsusaemcs mpombouumoneHus nompebaeHus

npo6a Kym6ca npu smotii popme HeecamueHa 6 peakuuu ¢ aHmu-IgG, Ho
nosioxcumensHa 6 peakuuu ¢ aHmu-C3d. Tunuuna apkas cnoHmMaHHan
azeIloMuUHAUUa 3pumpouumos Ha cmekJe.



NmmyHHbIe

NMapokcu3aMasibHasa XosioAoBas reMornobunHypums

= FJllOKOKOmeKOllabl - He 3¢hhekmuesHbl
= HH¢)’3UOHHGH mepdanus eo epemsa kpusa
» He donyckamb nepeoxaancdeHus

» JamecmumebHasn mepanus (sp. macca doaxcna 6sims
o6s3amenvHo nodozpema do 37°C)

» CamooepaHuuusarowuilica CuHOpoOm

(camocmosimenvHo paspewaemcs 8 meyeHue HECKOAbKUX
Hedelb/HeCKONbKUX Mecauea )



\ N

MexaHuueckue remonuUTUueckue
aHemMu

NMpuobpereHHble BHYTPUCOCYAUCTbIE
remMoJIMTUMECKMe aHeMuUmn BcJsieacreme
TpaBMaTU4yeckou bparMeHTaLmMm 3puUTpPpoOLIMTOB

Tpomb6omuueckue MmukpoaHzuonamu4eckue
cemoaumuyeckue avemuu (TMAIA)

ABC
TIemoaumuxo-ypemuueckutii cundpom (I'YC) - cundpom Iaccepa

Tpom6omuueckas mpom6ouumonenuueckas nypnypa (TTII) -
cuHdpom Mowkosuua

IToepexncdeHue knananHoe cepdua u KpynHvblx cOCyo0o8

Mapweeaﬂ ZCMOZJIOGUHYPU.H uaHemus cnopmcmMeHoe



TpoMboTueckne MMKpoaHrmonaTmyeckKkume

[IpyrunHBI pparMeHTANH SPUTPOIUTOB:

JanprepanynoHHbIe U3MEHEHUS COCYIOB
Ornannaue TpomMOOB

JoGpa3oBanne puOPHUHOBBIX HUTEMH, «pa3pe3aloluXx» IPUTPOILTATHI

Knuauka:

OYacTo remonn3 Ha poHe OCHOBHOTO 3a001eBaHuA vau passurusa [IBC
OAnemus, )xenryxa, reMoOpparun4ecKuii CAHIPOM

OMopdonorust 3puTpotuTOB: AHU30IUTO3, MOWKMUJIOHUTO3, IIN30IUTHI,
MUKPOCPEPOLUTHI, IINTIOBUHBIE, IIEMOBUAHbIE KI€TKHA

OIllpsimas mpo6a KymGca orpuniareibHas

OHapymenus remocTtasa, xapakrepHusbie aisa [IBC



[emonNUTUKO - ypemuyeckum cu

OnucaH B 1949 roay Naccepom B Buae covyeTaHus:
[ Iemoanumuueckana aHemusn
[0 Tpom6ouumoneHnus

0 Ocmpaa no4ye4yHasn HedoCmamoyHOCMb

® 3a60/1eBaeMoOCTh 0,2-3,4 Ha 100000 AETEM B roji

® 3a6oseBaHMe 3aPUKCHPOBAHO BO BCeX
CTpPaHax MUpa

® Onmucanusbl Benopiuku I'YC
® OnucaHbl ceMeHbIE CIy4aun



[emonNUTUKO - ypemuyeckum cu

® B 1983 1. BeigenneHn BeporokcuH Echerichii Coli O157:H7
(Vero cytotoxin E coli — VTEC), Kak mpuYnHa pa3BUTHSA
I'yC.

® Pacnpocrpanennocts VIEC-uHpekum 12,1 Ha 100000
JIIOZIeM B TO/.

® Ha 14 - 19 crygyaeB VTEC-undexkuuu pa3BuBaercs 1
cayqau I'YC.

@® IlpeoGiazaroT AeTH MOIOXKeE 5 JIeT.

® 3abosieBaeMOCTh HANOOIee BHICOKA B IETHUI MEPHUO]
(mo 80% cayuaeB).

® Yzaercst BHIABUTH OOIIHE MIPOJYKTHI MUTAHUS
(roBssignMHa, COKH, TaMOyprepsl).

M



[emonNUTUKO - ypemuyeckum cu M

NMonunaTumonornuyeckoe 3abonesaHume

MukpoObil:
Shigella dysenteria
Salmonella typhi
Campylobacter jejuni
Streptococcus pneumoniae
[THe8MOKOKK
Knocmpuduu

Bupychil:

Coksackiae
Influenzae
Epstein-Barr
AdeHosupychbl
IHMeposuUpPyChbI



[emonNUTUKO - ypemuyeckum cu

w\\

/{OBPE}K/IQHI/IQ AKTHUBanusa OO6pa3oBanue
SHIOTENUA  |—3p| BHYTPHCOCYAUCTOTO |3 MHKPOCTYCTKOB U
(ocobGenHO CBepThIBAHUS OT/IO)KE€HHE UX B
KJIy0OOYKOB MHUKPOIUHPKYIATOPHOM

MoYeK) / pycie
TMATA Himemus n
NMaToMmopdonorus TP
YpoBeHBb MOpakeHus: OT OCTPOTO OpTaHOB

rmoMepyioHedpuTa 50 HeKpP0o3a KOPKOBOTO
BeleCcTBa.

I'mcronornyeckoe uccaes0BaHUE BbIABISIET:
® Tpom0603 NIPUHOCAIIUX COCYAOB.
® Ouaru Hekpo3a.
® KpoBousnusiHus.
® Hexkpo3bl CTeHKU KallUuISAPOB.
® Jucrpodpudeckrie U3MEeHEHUS YHIOTETHA.




[emonNUTUKO - ypemuyeckum cu M

KinuHuka

v J/luxopagka.

HenMMyHHas reMOIUTHYECKAsA aHEMUS
(MexaHHMYecKas).

4

v HeuMmyHHas TpoMOOIUTONNEHUYECKAs
myprnypa (rmorpeojaeHus).

v OcTpas noyeyHass HeJOCTATOYHOCTb.

4

IloparkeHue eHTpajibHOU HEPBHOU
CUCTEMBI.



[emonNUTUKO - ypemuyeckum cu
puu nabopartopHou guar

v/  AHemus, pemukKya0uumos, Haau4ue
3puUmMpoUUmMo8 usMeHeHHOU opmbl
(«wnemoeudnsvle» ), mpombouumoneHus.

/ Iloswvlwwenue c60600HO20 2emo2106uHa 6

cbleopomke, Henpsimoco 6UJIUP)’6UHCI,
JIT.

v/ Ilosaenenue c60600H020 2em02/106uUHa 8 MOUE, S3PUMPOUUMOSE,
¢pubpuHOBbLIX C2ycmKO08, Nelikouumos, UuiuHdpos, benka.

v/ IloeviweHue Mo4e8UHbI U KpeamuHuHd.

v/ Hzmenenusa KIIC - auudos ¢ pazeumuem sunepmeH3uu, 0ineKos,
3adepixcku nuodkocmu

v/ Ompuuamenvnuasn npo6a Kym6ea

v/ H3ameHeHusa Ha sHUepanrozpamme - yeHemeHue NOMeHUUa108

6blCmpOﬁ aKkmueHocmu, HapacmaHue MeO1eHHbIX 80J1H



[emonNUTUKO - ypemuyeckum cu

3aBUCUT OT nepuoaa 3aboneBaHnsa n THKECTHU
nopa>keHus rnoyvex.

B npoapomMaibHOM niepuoae NpoOBOJASAT:

v/ pecudpauuoHHy0 mepanuio,
v/ Koppekuuro 600HO-21eKMPOJIUMHO20 06MeHa.

B mepuoe pasrapa 601e3HH MPOBOJAT:

v/ un@ysuonnyro mepanuio, hopcupoeatmswlii duypes.
v/ 2emoduanus, nepumoHeanbHbslli duaius.

B Nnepruoac BbI3TOPOBJICHUA ITPOBOJAT.

v AuHaMHU4YecKoe HaOmomeHnue (meguarp, Hepposior).



[emonNUTUKO - ypemuyeckum cu

UcxoAabl

v Bwizdopoeaenue.

Pe3udyanvbHble peHA1bHble CUMNIMOMbl C
HOPpMAalbHOU (PyHKUUeElU Nno4ex.

Ymepennasa HedocmamoyHOCMb pyHKUUU NOUKU.

XPOHU‘ICCKCIH noyeyHas HedoCmMamoyHOCNb.

NN XN X

TepmuHanvHas cmadusn XpOHUYeCcKOoU No4Ye4Hou
HedoCcMAamMo4YyHoCcmu.



[emonNUTUKO - ypemuyeckum cu

OrHoO3

v 64 -85% demeli, 60abHblx I'YC noaHocmwio
eévlzdopasausarom.

v/ Cmepmnocmsb 6 ocmpotii ¢haze 3aboneearHus om 5 do
0
10%.

v/ Ocmamounsble npoaeaerHusn (2unepmeH3us,
npomeuHypus, ymepeHHasn azomemus) COXpaHaomcs
y 15% 60abHbIX.

v/ Koneunas cmadus xpoHuueckotii noyeuyHolu
Hedocmamoy1Hocmu pa3zseusaemcs y 10% 60oabHbIX.



