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[CeMmorumuyeckue aHemMmuu

- hoBbluweHHoe paspyueHue
apumpoyumo



[Todx00bl K KAAcCUPpuUKayuu

Bponcoetrsie «—— [TpuodpemeHHole

MUMMYHHbIE - » HeumMMyHHeole

BHympucocyoucmole - - BHecocyoucmeole




Haunbonee yacTto BCTpevarowmeca popmbl
reMOJSIUTUYECKOU aHeMuu:

HacneacteeHHble (BpoXAeHHbIE) (POPMBI FreMOSIUTUYECKOU aHeMUu:
Memb6paHonatum 3puTpouuToB (HapyleHue CTpoeHUs 3pUTpoLMUTOB):
MUKpOCEepoLmTapHas,
OBANOLMUTAPHAS,
aKaHTOLMTapHas.

SH3MMoneHun4ecKkue (qDepMCHTOFICHM‘-IeCKMe) — aHeMuu, ced3aHHbIE C HeXBATKOW Kakoro-nubo
_é EPMEHTa.

CBA3AHHbBIE C AePULIUTOM (PepMeHTOB NeHTO30-POoCEAaTHOro paaa,
CBA3AHHbIE C Ae(PULUTOM (PEPMeHTOB FTMKONU3a,

CBA3AHHbIE C Ae(PULUNTOM (PEPMEHTOB, YYacTBYHOWUX B 06pA30BAHUU, OKUCTIEHUU U
BOCCTAHOBJIEHUU TNYTATUOHA

FemornobuHonatuu:
remornobuHonaTum kadvecteeHHbIe (CepnoBUAHO-K1eTOUHAs aHemms )
Tanaccemus (HapylweHue CUHTe3a 0AHOU U3 4 MONeKynapHBIX Lienei remornobuHa).



http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82
http://ru.wikipedia.org/wiki/%D0%A1%D0%B5%D1%80%D0%BF%D0%BE%D0%B2%D0%B8%D0%B4%D0%BD%D0%BE-%D0%BA%D0%BB%D0%B5%D1%82%D0%BE%D1%87%D0%BD%D0%B0%D1%8F_%D0%B0%D0%BD%D0%B5%D0%BC%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A2%D0%B0%D0%BB%D0%B0%D1%81%D1%81%D0%B5%D0%BC%D0%B8%D1%8F

Knaccugpukauma remonmutudeckux aHemumm
B 3adBUCUMOCTU OT TUNA AeeKTa

BpoxaeHHbl e
HegekT membpaHLT 3puTpoLUTOB

BPOXAEHHLIN CPpepoLmnTO3,
3NMNCOUUTO3

Hepekt metabonusma

pepuuut -6-0T°
NUPYBATKMUHA3LI
FemornobuHonarum
Tanaccemms
CepnoOBUAHOKNETOYHAS aHeMus U np.



-AHemus ¢ npusHakamu gepuumnta &K, ocobbrie mopponormuveckue

NPU3HAKU, NEenKouUTo3, yckopeHue CO3

- YBenuyeHue KonuyecTea peTUKynoumTos U Hopmobnactoe B
pe3ynbTate rmrnoKCUU U NOBLIWEHUS YPOBHS 3pUTPONO3TUHA

- PazapaxeHue 3puTponossa B KOCTHOM MO3re U nossneHue
meranobnactonaHocTu B pesynbtate gepuumta &K

- YBenuuyeHue Henpamoro bunupybuHa, xentyxa JTMMOHHOIO LUBeTa

- nosbIweHue J1AI

YBsenuueHue pasmepos
cene3eHku ( U nNeyeHU)

YBenuuyeHue obpasosaHUs
npamoro bunupybuHa u
KOHLEHTPAaLMU XKeJTYHbIX
nurmeHTos B neyveHu ( KKB)

YBenuueHue KoHUeHTpauum
CTepKkobUnUHa B Kane u
ypobunuHa B moue ( moua
KOpUYHeBOro LBeTa)

CHUXeHWe ypoBHSA cBO6OAHOTO
ranTornobuHa CbIBOPOTKU

TToBbIlWeHWe ypoBHS cBO6OAHOTO
remornobuHa cbIBOPOTKMU

meTremanbbymmHemums
FfemocuaepuH- u remornobuHypus

( moua YepHoro LBeTa)

BeHo3HbIE U apTepuanbHbIe
Tpomboser, [1BC

OTTH
KOA



PeTukynouutos npu remonuse:
PeTUKYNApHLIXN maTepuan
(npeuunutuposaHHas PHK) B kneTtkax.
Oxpacka mMeTUneHoBbLIM CUHUM U no Mumsa



BHYTpUCOCYAUCTbIV remonuns

BHecocyaucTbivi remonus

I TpaBmaTtnueckum remonus ( onyxonm,
3/10Ka4yecTBeHHaa rmnepTeH3na u np.)
1 Aedpnumut red[

[JMUMmmyHHbI1 remonus ( ABO-
HEeCoBMeCTUMOCTb, aHTUuTena Donath-
Landsteiner)

LIAHT

[IUHeKuum ( TokcuH Clostridium
perfringens, manapua v np.)

[ JAyTOMMMYHHbIe reMmouTu4YecKme
aHeMum

[1AedeKTbl MembpaHbl 3pUTPOLUTOB
JWnopoKkneTtoyHana aHemus (
3aboneBaHuA neuveHu,
abetanunonportenHemums)

[]AedeKTbl meTabonnama spuTpoLuUTOB
( nupyBaTkMHa3sHbIV aedpuuut, TaKenan
runodpocparemuma, nMPpUMUNAUH-5-
HYKN1eoTuaasHbiv aednumnt
[IHectabunbHble remornob6mHbI
remorno6uH ¥eHesa)




[logxoa K NnOCTaHOBKe AMArHo3a

(] PervoH npoKnBaHusa, HaLMOHA/NbHOCTb
J JINuHBbIU M cemeHbIM aHaMHe3

J Nposouupytowme pakropbl ( NeKapcTBa, nepeoxnakaeHue)

] O6beKkTuBHO: aHEeMUYEeCKUii cMHapOM

i YKenTyxa

: yBennueHue ceneseHKM, NneyeHu
D A3Bbl HA KOXXe KOHeYHocTel

D KaMHM B KeNUHOM ny3bipe

- nameHeHnAa Cckeneta



rpynna 3aboneBaHuin KpOBM, XapaKTepU3YHLLMXCS
NOHWMXXEHHBLIM CUHTE30M OAHOro UM ABYX TUMOB
nonunenTuaHbIX uenen (a nnu ), dopMuUpyroLLmMX
HOpMarnbHY MOJIEKYSY reMorriobnHa B3poCnoro YerioBeka
(HbA, a2[32), pe3yrnsraTtoM KOTOPOro ABMAAETCHA CHUXEHNE
YPOBHS1 HANONMHEHNS 3PUTPOLMUTOB reMOorinodbMHOM U aHEMUS

2emMoe10buHornamuu TanaccemMusi B OCHOBHOM pacrnpocTpaHeHa B panoHax,
9HOEMUYHbIX N0 Manspun. 3Ha4YUTENbHasA YacToTa TanacceMmum HabngaeTcs Ha
nobepexbe CpeamnsemHoro mops, B KOxxHon EBpone, CeBepHon Adpuke, KOXXHOM K
KOro-BocTtouyHon Asunun. Mimetotca odarm Tanaccemun B Asepbangkade, B

NADLIIALILILIV MAIAALIAY UATANAFA FAOTANASIAFATLIA A KQTQ_TQI'IQI‘I‘QI\AIAG LIQKI'ILI\I'IQQT(‘G \/



http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D0%B3%D0%BB%D0%BE%D0%B1%D0%B8%D0%BD%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%9C%D0%B0%D0%BB%D1%8F%D1%80%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A1%D1%80%D0%B5%D0%B4%D0%B8%D0%B7%D0%B5%D0%BC%D0%BD%D0%BE%D0%B5_%D0%BC%D0%BE%D1%80%D0%B5
http://ru.wikipedia.org/wiki/%D0%AE%D0%B6%D0%BD%D0%B0%D1%8F_%D0%95%D0%B2%D1%80%D0%BE%D0%BF%D0%B0
http://ru.wikipedia.org/wiki/%D0%90%D1%84%D1%80%D0%B8%D0%BA%D0%B0
http://ru.wikipedia.org/wiki/%D0%90%D0%B7%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%90%D0%B7%D0%B5%D1%80%D0%B1%D0%B0%D0%B9%D0%B4%D0%B6%D0%B0%D0%BD

Tanaccemun npeacTaBnaT cCODOW reTePOreHHy rpynny HapyLweHu remornobuHa,
Npu KOTOPOWN B

pesynbrarte HapyLleHHOro CMHTe3a ogHoM unmn bonee rmobuHOBbLIX Lienen YacTUYHO
NI NOMHOCTbIO

yrHeTaeTcsd npoayumnpoBaHmne HopmMalsibHOro remorrnodbuHa. bbinn onmncaxsbl
HECKOJTbKO TUIMOB

TanaccemMun, KOTopble Nony4Ymnu HasBaHMe B COOTBETCTBUE C MOPaXXEeHHOM
rMoOMHOBOW LENbIO.

Hanbonee pacnpocTpaHeHHbIMU N KITMHUYECKN BaXKHbIMU TUNamu sBnstoTes -, BO-
1 a-Tanaccemum,
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remornobuHa:

50

KPpOBETBOPHbIE
opraHbl ,
3MbpuoHa, nnoaa

30

N B3pOCNOro THR U n v

Cpok 6epeMeHHOCTH, HeR BoapacT, Hel
PoxpaeHve

rnobuHosbIM knactep anbga ( (- u a- rnobuHoeele Uenu) - 16
Xpomocoma
rnobuHoebIMn knactep 6eta (rnobuHosblie Lenu €, p, y u 0)- 11
Xpomocoma



Tanaccemus

Knaccugukauyusi
marsiaccemuu.

B-tanaccemus:

bBonbwaga Tanaccemus (aHeMus
Kynun, romo3urotHas 3-
Tanaccemus)

[IpomexxyTouHas TanaccemMmud
Managa Tanaccemus
( reTepo3uroTHas B-tanaccemus)

a-TajfiaccemMuns

[OMO 1 reTepo3nroTHasd

Unaffected
"Carrier"
Mother

Unaffected
"Carrier"
Father

N
@0 TOO
O @

@O @0
@ O

Affected
1in 4 chance

Unaffected "Carrier"
2in 4 chance

Unaffected
1in 4 chance


http://upload.wikimedia.org/wikipedia/commons/3/3e/Autorecessive.svg

Hopma:
Hb F - 1-2% - dpeTanbHbIn
reMmorsrioduH

Hb A, — 2% - manbll KOMNOHEHT

«B3pOCnoro»
remornobuHa - HbA2 (0202) -
B3pOCHbIN reMorfioounH

Hb A - 96-97% (a,,B,)

bornbwas manaccemusi ( 20Mo):

Hb F - 98%
Hb A, — 2%
Hb A — oTcytcTBYyeT

[lpomexxymoyHas marnaccemusi:

Hb F - 70-80% - 100%
Hb A, — BapnabernbHO
Hb A - 10-20%

Manas manaccemusi ( 2emepo):

TTpu Tanaccemuum remornobuH
A, CBOUCTBEHHBLIN B3POCSbIM, HA
50—90 % 3ameHseTcs
(PETAsIbHLIM FemMornobuHoOm
HbF. OH obnapaet 6onbwmm
CPOACTBOM K KUC10POAY, OAHAKO
OTAAYA ero TKaHIM 3aTpyAHeHaq,
UYTO NPUBOAUT K TUMOKCUU.
YcuneHue 3putponosza Moxet
BbI3bIBATbL YCUSIEHUe BCACbIBAHUS
Xenesa, YTo NpUBOAUT K
cuaeposy opraHos . Y
AQHOMQIbHBIX 3pUTPOLINTOB
cokpaliaetcs
NPOAOIIKUTENbHOCTb XU3HU,
yBesnIMYnBAeTCS UHTEHCUBHOCTb
remonusa.



http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D0%B3%D0%BB%D0%BE%D0%B1%D0%B8%D0%BD_F
http://ru.wikipedia.org/wiki/%D0%9A%D0%B8%D1%81%D0%BB%D0%BE%D1%80%D0%BE%D0%B4
http://ru.wikipedia.org/wiki/%D0%A2%D0%BA%D0%B0%D0%BD%D1%8C_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)
http://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%BE%D0%BA%D1%81%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%AD%D1%80%D0%B8%D1%82%D1%80%D0%BE%D0%BF%D0%BE%D1%8D%D0%B7
http://ru.wikipedia.org/wiki/%D0%96%D0%B5%D0%BB%D0%B5%D0%B7%D0%BE
http://ru.wikipedia.org/wiki/%D0%AD%D1%80%D0%B8%D1%82%D1%80%D0%BE%D1%86%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D0%BB%D0%B8%D0%B7

SPPeKTbI NOBLIWEHHOU NpoAYKLMU
rNobuHOBLIX Lenen anbmda

— oy, | | ",;
UanuwHue ceoboaHblie — R
a-rnobuHosbie Lenu SS— Y [enarypauus DopmMupoBaHmKe rema u
: =~ - - reMmuxpomos
*. Q 9 [erpapauus

OnocpeaosanHasn
KEneaom TOKCUMHOCTb

HEQ®OEKTUBHbLIV
APUTPOINO33

CBA3bIBAHWE
[CRTNOX I 1\ aneHne NOBPEXAEHHbIX
3PUTPOLMTOB

NOBbLIWEHHbIN MoHuxeHHasn
CUHTES3 i ey

SPUTPOMO3TUHA D P
TKAHEn

AHEMUA

IPUTPONIHAR MNoskilweHHasn

IKCMAHCHA
KOCTHOIO
oot abcopbumn
xenesa

N.Oliveru NEJM 1999



Taxenaa aHemus

Hesgp@geKTuBHLIU 3pUTPONO33 C runepnnasvev 3puTponoasa

B KOCTHOM MO3re U 3KCTPAMeAYNSAPHLIM FemOno330M
Bo3smoxHbI natonoruveckue nepenomer

TTpusHaku neperpysku xenesom: runepnuUrmeHTaums
OTKPLITLIX YYACTKOB KOXWU, MpeApacrnonoXeHHOCTb K
WH(PeKLUUAM, 3a4epXKa MONMOBOro pasBuUTUS, HU3KOPOCNOCTb,

nopaxeHuwe noaxenyaouvHou xenessr (COM np.

XpoHUYecKue renatmUTel B pesynbTate TPAHCPY3UU KPOBU



HuarHocTtuka Tanaccemum

-

e  KAMHWYECKNIN aHaNN3 KPOBMU:

MNOXPOMHbIE, MUKPOLMTAPHbIE U :

MULLIEHEBUAHbIE . 3

3pUTPOUUTBI , HOpMOHAACTbI, TENbLA :

[erMHua

e [unepnna3una spUTPOUAHOIO POCTKA B

KOCTHOM MO3re

®* MPU3HAKMN BHECOCYAUCTOrO reMonmnsa,

peTnkynoymntos 2-8%

e [Ipu3HAKWN NepPErpysKun Kenesom

e  OnpepenerHune TMna remornobmHa : Hannunme romo3nrotTHom beta-Ttanaccemmun -
nccnepoBaHue coaeprkaHua ¢etanbHOro remornobuHa B spuTpoumnTax

(ysennyeHo oo 20—90%) n remornobuHa A,. inarHo3 retepo3nMrotTHon berta —

Tanaccemmu - NOBblWEHNE coaepKaHua GpaKkumm

remornobuHa A, ( anektpodopes Ha aueTaTuennonose).

e CemenHbl aHaMHe3

e [lpeHaTanbHadA ANArHOCTUKA: aHANM3 KPOoBU ( onpeaeneHmne CKOPOCTU CUHTe3a Lenemn

rnobuHa), amHuoueHTe /brnoncms BOpCUHOK XxopuoHa ( aHanus AHK,NUP, rubpuamsaums

C HYK/1eOTUAHbIMM 30HAAMM U Np.)



HA uto cneayer obpatuth
BHUMAHue?

carousel 1 Pos. )

CemeUHbIN aHGMHe3

KnuHudyecku aHanus kposu:
FMNOXPOMHbBIE, MUKPOLUTAPHLEIE U
MUllleHeBUAHLIE 3PUTPOLIUTHL |,
HopmobnacTer, Tenbua NevHua

NpU3HAKKU BHECOCYAUCTOro
remonusa (Henpamas
6unupybuHemusa, cnneHomeranus,
nosuiweHuwe NAOIN)

peTukynouutos 2-8% l
TTpusHaku neperpysku xenesom

OnpepeneHue TMNA FreMOrNOBUHA oo e 1 pos.
nosbIileHue COACP)KGHMQ q)pal(ulﬂl/l Homep obpasua: 3 Rara: 2311012014
remornobuHa A2 ( KanUNNApHLIN

T Q3072014

Fracthoms

1D : Seidov G.

Fractions

1

2

Hb A

Hb F

Hb A2

KommenTapuit :

Rel. %

004

% Ref. %

33
i } LI
299 0-1

2 AL

Modnuce



TToka3zaHUa K nepenuBaHUO 0beaHeHHOW
NenKoUUTAMU 3pUTPOLIMTAPHOU MACCHI

1) TToaTBEpx*AEHHBLIN NAbOPATOPHLIN ANArHO3
bonblow Tanaccemum.
2) IlabopaTopHbie kpuTepuu:

Hb meHbwe 7r/an B 2 onpeaeneHnax, UHTEPBAN MexAay
onpegeneHuamu bonee 2 Hepenb (UCkNkOYaa BCe Apyrue
npeapacnonararolme pakTopsl, Takue, Kak UHPeKLUUmn) unm

3) JlabopaTopHbIE U KNUHUYeCcKue Kputepuu:
Hb > 7 r/pn, Ho oTmeuaroTcs:

- U3MeHeHUa nuua;

- 30[epXxKa pocTa;

- Tlepenomer

- 3KCTpameAynnspHbLIA remMonoss

Kaxable ABe - NATb HeAesnb, ANA nogaepXaHua npetpaHcdy3nOHHOro
ypOBHSA remorno6uHa soiwe 9-10,5 r/an - 10-15 mn/kr npoBoanTcA B
TeyeHue 3-44acoB



JleyeHUe Tanaccemuum

« TlepenusaHue 3pUTPOLUTAPHOU MACCHI

« JleyeHue neperpysku xenesom

( Aecpepasuporc, [egepunpoH,
Hecmpepacuporc (Axkcuaxaan) -B KaxAoU
AOHOPCKOU eaAuHULIe KpOBU COAepXUTCS
200 mr xenesa

« CnneHaktomus ( He nposoauTca Ao 5 ner
U3-3a NOBLIWEHHOrO pUCKa
reHepanMsMpoBaHHOroO cencuca npu
nposefeHUn CNIIeH3KTOMUU

*  PekomM6UHAHTHBLIU 3pUTPONOSTUH
« TrCKK v nynosuHHOU kpoBu

*  AHTUOKcuAaHTHI ( BUTaMuH E,
aueTunuucTeuH)

. Tepa nestTuvyeckas CTtumynauua

« etanbHoro rnobuHa HbF -
rMApOKCcUMoYeBuHa, 5-asaumtnavH

« TpaHcpeKkuua BeKTopa HOpMANbHOrO reHa
uenu rnobuHa B ayTOnoOruyHsle
CTBOSIOBbIE KNEeTKU




Llo mex nop, noka He 6yOoym ripedomepauw,eHa usu ceedeHa
00 MUHUMYMa 8epPOSIMHOCMb POXOEHUS NMopPaKeHHbIX
bore3Hbo Oemedu, Oaxke camble nyHuwiue obHo8MeHHbIe

rnpozpamMmbl JieHeHUS, 8 KOHEYHOM UMo_ae, nomeprism Kpax,

b6yOy4u HecrnocobHbIMU NMPOMUBOCMOsIMb MOCMOSAHHOMY
yeeriu4eHuUr Koru4decmaea
OO0JIbHbIX.

[laHoc SHane3oc (Panos Englezos)
[lpe3udeHm MOT



CepnoBUAHOKNETOYHAS aHeMuUs

percent of
population

that has the
sickle-cell allele
(Hetrmoglokin =)

B i+ [ gs
N 12-14 -45
10412

"

remornobuHonatua SS - cBs3aHa ¢ obpa3oBaHMEM
aHOMarnbHbIX reMornobMHOB BCNeacTeMe MyTaumn reHoB
rmobuHa ( KayecTBeHHasi remornobuHonaTus)




CepnosugHokrietTodHas bonesHb (CKB) — rpynna coctosiHum
00yCnoBMNEHHbIX HANMMYNEM creundnyeckux mytauum B 6eta-rnobrMHOBOM
reHe, NPMBOAALMX K USMEHEHUIO DUINKOXUMUYECKUX CBOUCTB reMornobuHa
(nonumepusauma B oeokcu-opme, HapyLleHne cpoacTea K Kucnopoay).

K CKB oTHOCKUTCS cepnoBMaOHOKNETOMHAs aHEMUS (TOMO3UTOTHOCTb MO
aHomarnbHoMy remornobunHy S(HbSS; pesynsrat 3ameHbl B 6 no3vummn beta-
rmobuHa BanuHa Ha rfTaMuH) U gpyrme COCTOSIHUS, pa3BMBLUMECS
BCNeACcTBMe coHacrneanoBaHusa aHomarieHoro HbS ¢ gpyrumm nonomkamm
6eTa-rnobmMHOBOro reHa, NPUBOASALLUMMN K KONUYECTBEHHOMY YMEHbLLIEHMIO
HopManbHoro 6eta-rnobuHa (beta-tanaccemus)(S-p-Tanaccemma) nnu
OPYromy Ka4ecTBeHHOMY HapyLleHuto beta-rnobuHa (Hanpumep, HbE, HbC,
HbDPunjab, HbOArab) (HbSE, HbSC, HbSD, HbSO, HbCC, HbCO, HbCD).



B-Globin gene
(sixth codon)

=
v

GAG ——> GTG
(glutamic acid) {valine)

Hemoglobin S  Hemoglobin S
solution polymer

Oxygenated Deoxygenated

' =
‘\\.
Hemoglobin S
cell

Sickled
cells

fTamoghu3uosiocusi
CKA

femornobuH S obpasyerca B pe3ynbTaTe 3aMeHbl
rMYTaMUHOBOM KUCNOTbl Ha BaJIMH B NOJIOXXeHUU 6 B-
uenu rnobuHa ( Bcheacrtsme 3ameHbl aileHO3MHA Ha
TUMUAUH). Mpu cHuxkeHum pO, , remornobuH S
HepacTBOopumMm U popmupyet NnoAIMMepbl , Bbi3biBas
obpasoBaHue cepnoBUAHbIX POPM 3PUTPOLUTOB U
nospexaeHme membpaHbl. HekoTopble cepnoBUgHble
KNEeTKU aaresupyloT K SHA0TeNUI0, NPUBOAA K

OKK/1IO3UMN cocyaos.



HbS nonnmepunsyetca B neokcudopme, Tepsisi pacTBOPUMOCTb. Nonnmepusauus
reMmorriobnHa 3aBMCUT OT KOHUEHTpaunn HbS BHYTpM apuUTpPOLNTOB, CTENEHN
aeokcureHauum remornonbHa, pH 1 BHYTpUKNETOMHOW KOHUeHTpaunn HbF. MNonumepsl
HbS B3aMmMogencTByOT C 3pUTpoUNTapHON MeEMBpaHON, MEHSIA BHELLHUA BUA
3PUTPOLINTOB Ha CeprnoBUaHbIE.

CepnoBunaHblie 3pUTPOLNTBI OKKITO3UPYIOT MUKPOLMPKYIIAPOHOE pYyCcno, NpuBoas K
NOBPEXOEHMIO cocyaa, MHapKTam opraHoB, 60MEBLIM KpM3am 1 ApyrmMm CUMNTOMaM,
accounmpoBaHHbiM ¢ CKb

NMpu CKB ogHOBpeMeHHO npoTeKaeT ABa NaToNorM4Yeckux npotuecca: reMmosms u
Ba30OKKNIO3MS.

- Ffemonn3 NpuBOANT K aHEMUMN U dDYHKLIMOHANbHOMY AeduLmMTy okcuaa asoTa, YTo B
CBOI o4yepeab NPUBOAMUT K MOBPEXAEHUIO 3HAOTENNS COCYA0B, Pa3BUTUIO
nponudepaTUBHOW 3HOOTENMONATUM U TAKUX OCINOXHEHUI KaK NerodHas runepTeHsus,
npuannam U UHCYMbT.

- Ba3o0oKknto3u1s BbI3bIBAET OCTPYIO U XPOHUYECKYIO ULLEMUIO TKAHEN, YTO
NposiBNsieTcs ocTpon 6onbio (bonesor Kpu3) 1 Bbi3bIBAET NOBPEXAEHNE OPraHoB.



) Normal red blood cells

Normal
red blood
cell (RBC)

RBCs flow freely
within blood vessel

Abnormal, sickled, red blood cells
(sickle cells)
Sickle cells
blocking
blood flow

Sticky sickle cells




OcHoBHble kKnnHn4Yeckue nposisneHna CKb y geten
N NOOPOCTKOB.

OcTtprie nposeneHus XpoHuyeckue nposeneHus

 bakTepuanbHbIM cencuc unu * AHemus
MEHUHIUT™> « Kentyxa
« OcrTpbiv 6onesont kpu3s (AAKTUNUT, * CnneHomeranms
« KocTHO-mbIWwecHas 6onb unu 6onb  * @yHKUMOHANbHAS acnneHus

B XMBOTE) « Kapavomeranusa u

 CeKBeCTPALMOHHBIW KpU3 B (PYHKLIMOHASbHbIE LLYMbI
cene3eHke™ « TunocTteHypusa u saHypes

*  Annactuyeckuu Kpus* « TTpoTeuHypus

«  OCTpLIU rPyAHOU CUHAPOM™ « Xonenutuas

* WHcynbt*  PectpukTusHoe 3abonesaHue

« TTpuanusm nerkux®

« [emartypus, Bknroyas » JleroyHas runepteHsua™
NAanUNAAPHLIN HeKpo3 * ABACKYNSpHBIN HEeKpo3

« TIponugepaTusHas peTMHoONaTUs

« Tpompuyeckue a3Bbl HUKHUX
KOHeuYHoCTeun

« TTocTTpaHCPpy3nOHHas neperpysKka
xenesom™®



KnuHuJyeckas

KapTUHQ
CKA

XpOHUYecKaa remonuTUYyeckas aHemms ¢ AeTckoro BospacTa ( vale ¢ 6 mec
npu cHuxeHun ypoeHa HbF) ¢ Hb 60-80 r/n BHe kpu3oB, nerkas xentyxa

Bonesble KpU3bI NpU CTPECCOBBIX CUTYALUAX, MPU MOHUNKEHHOM
KUCNOPOAHOM AasneHun ( BLICOKOropbe xerne3onepuuutHas aHemus):
noBLILIEHWE TemnepaTypsl, cHuxeHue Hb, yeenuueHune neueHu, xentyxa,
KITMHUKa TpOMb0308B

AnNnactuyeckue, remoniuTuYeckme, CexBeCTpaLMOHHbIE KpPU3bL

Tpom603bI NOYeYHbIX, LepebpanibHbIX, fIerOYHbIX COCYAOB, MPUANU3M
OTcTaBaHWe B pasBUTUU, ACTEHUYECKOe TeNOCNOoXeHue, CHUXeHUe Macchl Tena
TTpucoeanHeHue XKb

TTaTonoruyeckue nameHeHua ckeneta



Tabnuuya 3. OcTpas u xpoHuyeckas 6onb n ocnoxuenuns CKB.

CuHapom ocTpon 6onm CMHAPOM XpOHUYecKon 6onu

OcTpbin rpyaHoin cusapom (OrC) ApTpuT

Xoneuucrur ApTponaTua

CUHAPOM pyK-HOT AcenTuyecknin (aBaCKyNAPHbLIN) HEKPO3
bonesbie KpU3bl Tpoduyeckune A3Bbl HUIKHUX KOHEYHOCTEN
Mpuanusam KoMnpeccuoHHbIN Nnepenom no3sBoHKa
CUHAPOM NPaBOro BEPXHero KBaapaHTa

CuKBECTpauuma B CeneseHke




NuarHoctuka CKA

® [IpeHaTtanbHaA AMArHOCTUKA

® JnekTpodopes remornobmHa Ha aueTaTe Lennonosbi/
araposHom rene

® [lpob6a Ha cepnoBuAHOCTb ( rMNOKcHA + metabucynodar)

identification

As 5.6%
AS
Ss
AC
AE
SC
AS

-

AD

origin
A ‘ non-haem protein
SorD A, CorE




JleyeHume CKA

« Papmakonoruyeckaa ctumynaums cuHresa HbF (A):
ruapokcukapbamua. - 15 - 35 mr/kr/cyr exepHeBHO MOCTOSHHO; Yy
AeTeu craplse 2-X fneT Npyu Hanuuum Taxensix 6onesbIx Kpu3os,
Tpebyrowmx rocnutanusaumm 3 u 6onee pas B roa, 2 unu 6onee

3NU30AAG OCTPOro rPpyAHOro CUHAPOMA
« TpaHcnNaHTAaUUA remono3TUYeCKUX CTBOSOBLIX KIeTOK
« TpaHcPpy3um 3pUTPOLIMTAPHOU MACCHT
« XenatopHas Tepanus

* Peruapatauus, obesbonusaHue, nepenusaHue KpoBU, Ae3arperaHTbI
U GHTUKOArynsaHTLL , aHTUbaKTepuanbHaa Tepanus U BakUUHaums,

ponmeBas KUcnora



» B 6onbwumHcTBe cnyvaes 3abonesaHue
HacneayeTca ayTOCOMHO-AOMUHAHTHO

. PaCl'IOpOCTBGHeHHOCTb ero coctasnset 1 Ha
1000-4500

* Y poacteeHHUuKoe 20% 60nbHbIX
remartonoruyeckue HapyleHus
OTCYTCTBYIOT, YTO yKasbiBaeT nmbo Ha
AyTOCOMHO-pelLieccusHoOe HacnenosaHue,
NMbo Ha CNOHTAHHYO MYTALMUIO
(HabnropaeTca cpaBHUTENbHO peAKo)



TTaTopusmonorus copepoumTosa

f-cnekTpuH

Tponomogyi

M30HTaJIbHbie CBA3K -

T MembpaHa 3puTpoiinuTos.
HacnencTtBeHHbIM MUKpOCcdepoumTo3( BEpTUKATIbHbIE CBA3N)
YacToTa MyTauUW:
6enok nonockl 3 - 3-20%

AHKMPUH — 45%
B-cnekTpuH — 30%




BpoXXaeHHbin chepoumntos

KAnHukKa

OT 6ecCcMMNTOMHOrO remosin3a Ao TAXKE/I0U
TPaHCPY3UOHHO3ABUCMMOUN reMOSIMTUYECKOU aHEMMUU, YaLle OT
NNEerKoun Ao cpeaHen cteneHu

BnaepgHocTb, cnaboctb, n3pepKa xKentyxay 50% Ha poHe
BUPYCHOUN MHPEKUnun

CnneHomeranua y 60nblLIMHCTBA CTapLUIMX AeTein U B3pOCabIX
A3Bbl Ha KOXKe rosieHen

nayneHTbl MOyt umetb CMMNTOMDI TAXKENI0U
HEKOMHEHCMPOBaHHOﬁ dHeMUU, BKN04aAa oTCtaBaHUe B pocCTe,
3aAepPiKKa NnonoBoro cospeBaHUA, SKCTpameaynnapHbie
«onyxonaum», aMuo TaiacceMumn. MHorue 13 sTux naymMeHToB
3daBUCUMDI OT NepeinBaHuUA 3pMTpOLI,MTapHOVI MacCcCbl



Bpo)XaeHHbIU chepoumnTos
OcnoXXHeHuA

® Xonenutuas c passutTmem MeXaHU4YeCKoU
KEentyxm, xoneuncCtmuta U XonaHrnTa

® [emoOIUTUYECKUI , annacTUYeCcKnin( napsosupyc
B19) u meranobnactHbiv Kpus ( Ha poHe
nosbileHHOU noTpebHocTn B PK: 6epemeHHOCTD,
POCT, NOXXW/Ible NaLUNeHTbl)

®  AnnacTUYECKUU KPU3 MOXKeET NPUBOAUTDL K
pa3suTuio Taxkenom aHemumn, CH n cmepru.



BpoxkaeHHbIK chepoumnTos: ANarHos

CemenHbIM aHaMHe3
Tect Kymbca — HeraTUBHbIN

YBenunueHmne MCHC ( cpeaHAa KapnycKynAapHaa KOHUEeHTpaLuma
remornobuHa) s npegenax 35% - 38% B pe3yabrarte
OTHOCUTENIbHOW KNEeTOYHOU aernapatauimm 3SpUTPOLUTOB Y
50% nauueHTOB

ayToremo/IN3UHOBbIN TECT, FTMNePTOHUYECKUI .
KpMoremo/ZiusMHOBbIW TeCT, NOAKUCNAEHHbIA TNNLEpPONOBbIN
TECT - HU3KO cneuyudPuuUHbl U LULMPOKO HEe UCNO/b3YIOTCA

NPOTOYHAA ULUTOPOTOMETPUA: 303UH-5-Manemmmnaom
CBA3bIBAIOLWMUMICA C 3PUTPOLUTAMMN - OTPAXKaeT OTHOCUTENIbHOEe
Konnuectso Rh- cBA3aHHbIX MHTErpanbHbIX MeMbpaHHbIX
6enx€g U Nonocbl 3 - UCNONb3YeTCA KaK CKPUHUHIOBbIN TecT
ana BC.

cneyuanmusMpoBaHHble TecTbl ( KOAMYeCTBEHHAA OUEHKa
MeMbpPaHHbIX NPOTEMHOB, IKTALMTOMETPUA U FEHETUYECKUN
aHa/Nn3) — He UCNO/Ib3YIOTCA B PYTUHHOM NpPaKTUKe



- CNJIeH3KTOMMSA - HOPMann3yeTcs BPeMS KNU3HU SpUTPOLIUTOB,
YMEHbLLAeTCs 3aBUCMMOCTbbOT TpaHcdy3uii U YacToTa Xonenutmasa
KonnyecTtBo peTUKYNoLuUTOB HOPpMarnbHOE UMK NoYTU HopMarbHoe,
coxpaHsieTcs cdhepoLmMTO3 U NOHMXKEHHAss OCMOTMYECKast CTOMKOCTb
SPUTPOLINTOB.

* nanapocKomnu4yeckasl CnreH3KTOMUSA B HacToslLLiee BpeMs ABMSETCS
METOZ0M BblOOpa, Aaxe Npu 3HAYMTENbHbIX pa3Mepax Cere3eHkKu.

* napumarnbHasi CNeH3KTOMUA NOCPeACcTBOM flanapocKonun rnokasaHa
HOBOPOXAEHHbIM U MarieHbKUM OETAM NPU TAXKeNowu, TpaHCdy3NOHHO-
3aBMCMON aHEMUN

[Toka3aHUs K CMNEHIKTOMUM:
d  Tspkenbin cpepounTos

Q  TaXKenble CMMNTOMbI U NPU3HAKN aHEMUU, BKITOMas OTCTaBaHWE B POCTE,
N3MEHEHUs1 CKeneTa, A3Bbl FoNeHen, aKkcTpaMeaynnspHblie reMono3aTU4eckne
OMyXOrn, COCYANCTbIE OCITOXXHEHWNS CO CTOPOHbI BUTAlbHbIX OPraHoB




['ntoko3o-6-qocepar AermaporeHasa (M62M; G6PD) —

@ epMeHT, BXOAALWMU B MeHTO030¢ OC$ aTHbIA NyTb,
MeTabonmMyeckuii nyTb, o6ecneqMBa|-ou.|,MM obpaszosaHue
knetouHoro HAL®-H, koTopbin Heobxoaum Ang NoaAepXaHUs
YPOBHS BOCCTAHOBSIEHHOTO F1yTATUOHA B KileTke, CUHTe3a
XUPHBLIX KNCNOT . Y YenoBeka HacneacTBeHHoe HapylueHue
akTuBHOCTU 6@ [], NN HepOCTATOYHOCTb MNHOKO30-6-

POCEPATACTUAPOTreHasbI, NPUBOAUT K FreMOSIUTUYECKOM
Hec¢ epoLNTApHOU aHemuu.

Oeopuuut IM-6-8 — peueccusHo Hacneayemoe 3aboresaHue,
cuenneHHoe ¢ X-XpOMOCOMOU U XapakTepusyrolleecs
pasBUTUEM remonusa nocne rnpuema JiekapcTs Unum
ynoTtpebreHusa B nuLLy KOHckux 606os. boneroT B8 ocHoBHOM
MYXUYUHBIL.



http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82
http://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D0%BD%D1%82%D0%BE%D0%B7%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82%D0%BD%D1%8B%D0%B9_%D0%BF%D1%83%D1%82%D1%8C
http://ru.wikipedia.org/wiki/%D0%9D%D0%B8%D0%BA%D0%BE%D1%82%D0%B8%D0%BD%D0%B0%D0%BC%D0%B8%D0%B4%D0%B0%D0%B4%D0%B5%D0%BD%D0%B8%D0%BD%D0%B4%D0%B8%D0%BD%D1%83%D0%BA%D0%BB%D0%B5%D0%BE%D1%82%D0%B8%D0%B4%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
http://ru.wikipedia.org/wiki/%D0%93%D0%BB%D1%83%D1%82%D0%B0%D1%82%D0%B8%D0%BE%D0%BD
http://ru.wikipedia.org/wiki/%D0%96%D0%B8%D1%80%D0%BD%D1%8B%D0%B5_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D1%8B
http://ru.wikipedia.org/w/index.php?title=%D0%93%D0%B5%D0%BC%D0%BE%D0%BB%D0%B8%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D0%BD%D0%B5%D1%81%D1%84%D0%B5%D1%80%D0%BE%D1%86%D0%B8%D1%82%D0%B0%D1%80%D0%BD%D0%B0%D1%8F_%D0%B0%D0%BD%D0%B5%D0%BC%D0%B8%D1%8F&action=edit&redlink=1

dTuonorus U naroreHes aepuuuta M-6-30r

Hednunt I-6-OLI B sputpountax npuBOAUT K HAPYLLEHMIO NPOLLECCOB
BOCCTAHOBJIEHUA IyTaTUOHa Npu BO3OeNCTBUM BELWECTB, obragaroLmx
BbICOKOW OKUCITNTENBbHOW CNOCOOHOCTLIO.

HacnegyeTcs no peuecCcMBHOMY TUMY, reH OTNM4aeTcsa NoNMMopdPU3IMOoMm;
caMble YyacTble BapuaHTbl: B — HOpMarsibHbIN YPOBEHb (PepPMEHTa,
BapuaHT A — akTuBHOCTb 10-60% HOpMbI

[Tpn HN3KOW aKTUBHOCTM DEPMEHTA B 3pUTPOLMTaX HapyLLaKTCS
NpoLEeCCbl BOCCTAaHOBIIEHNS HUKOTUHAMWNA-ANHYKNeoTuadocdarta
(HAL®) n npeBpalLleHnsi OKUCNEHHOrO roTaTMoOHa B BOCCTAHOBIEHHbIN,
KOTOPbIN NpegoxpaHaeT 3puTpounT OT AENCTBUA reMOSTUTUYECKNX
areHToB-OKUcnnTenemn

AKTUBHOCTbL [-6-P[I[" CHMXKaeTcs No Mepe CTapeHUs 3pUTpPoLNTOB

[emonn3 Npu nx BO3AENCTBMN pa3BUBAETCHA BHYTPM COCYOO0B MO TUMy
Kpn3a



KnuHuyeckaa kapTuHa

nposoLMpyeTcs NpOTUBOMANAPUNHBIMU
npenapatamm, CynbPaHUNaMUAAMM,
aHANbreTUKAMU, HUTPOPYpPAHAMMU,
pacTuTenbHbIMU nNpoayktamum (606ebr Vicia fava,
CTPYUYKOBbIEC), ANAbeTUYECKUM KeTOaLUA030M,
UHPEKLUUIMMU

HacTynaeT Yepes 2-3 AHS nocsie UxX npuema:
NOBLIWAETCA Temnepatypa, NoABMAFOTCS pe3Kas
cnabocTb, 605U B XUBOTE, MHOTOKpPATHAA PBOTA

MOYa TEMHOI0 UMM Aaxe YepHOro LBeTa, MoxeT
pa3sueutbca OTTH

XKenTtyxa, onpenenarotca renato- U
cnneHomeranua

NpoOAOJIKUTESIbBHOCTb KPpU3a OKOJ10 Heaeu



AuarHocTtuka u nevyeHue gepuuuta [-6- O

* OnpepeneHue * YcTpaHeHue
YPOBHS (pepMeHTa B nposouupyroLero
IpUTPOLIUTAX PaKTopa

» TTepenueaHue
3pUTPOLINTAPHOU
MACCbI

» TTpoopunaktuka OTTH
NpyU MacCUBHOM
BHYTPUCOCYAUCTOM
remonuse



TTpuobpeteHHbIe popMbI
remonuTUuYecKkou aHemum

NmmyHoremonutuyeckue aHemuu:
QY TOUMMYHHBIW Femonus
remosnn3, UHAYLMPOBAHHBIU S1eKapcTBAMMU
N3OUMMYHHBIN U ANSIOUMMYHHBIU FeMonn3
( HeoHaTaNbHLIN U FreMoNUTUYECKUE TPAHCPY3UOHHbIE peaKkLum)
TTpuobpeteHHbIe MembpaHonaTUu:
NApOKCU3MarbHas HoYHas remornobunypus (TTHT)
LUNOPOKNETOYHAs aHemMms
CBA3aHHbIE C MeXAHUYEeCKUM NoBpexaeHuem 3pUTpoLmTOB:

mapluesas remornobuHypus, 6onesH» Mowkosuua
(MUKpoaHruonatuyeckas remonuTudeckas aHemus), MNYC,

NpoTe3bl KNanaHos cepAaLla
Tokcuveckume

remonmTuYyeckmne aHemum npu npueme NeKapCTBeHHbIX CpeacTe U
remosimTuYecCKnx 44008

NHpekumnm
3HAOTOKCUHBI NpU 6AKTEPUATTbHBIX UHPEKLUAX

napasutapHbIe uHgpekumn: manspus (Plasmodium), Bartonella
bacilliformis ( nuxopaaka Oroya)

Opyrve remonutuyeckme aHemuu



http://ru.wikipedia.org/wiki/%D0%98%D0%BC%D0%BC%D1%83%D0%BD%D0%BE%D0%B3%D0%B5%D0%BC%D0%BE%D0%BB%D0%B8%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B5_%D0%B0%D0%BD%D0%B5%D0%BC%D0%B8%D0%B8

Knaccuopukauma reMonmtuyeckux aHemmm B
pe3ysibTaTe UMMYHHOIO noBpexaeHUs

I. Tennosble aHTUTENA ( MGKCUMASTbHO AKTUBHBI NpU
Temnepatype Tena 37) - 80-90% Bcero remonusa y B3pocbIxX

A. TlepsuyHaa uauonatuyeckaa Tennosas
remonutuyeckaa aHemusa (AHA)

B. BropuuHas AHA:

1. accoumuporaHHas ¢ JITT3 (Hanp. J1X)

2. aCCOUUUPOBAHHASA C
peBMmartmyeckumm 3abonesaHuamm, ocobeHHo CKB

3. acCOUUUPOBAHHASA C
HeNMM@OUAHBIMU HOBOOHPA30BAHUAMM (ONYXONU AUYHUKOB,
Xenyaka v np.)

4. accounmnpoBaHHaAs ¢ NpUemom
NeKapCTBeHHLIX NpenapaTtos (Hanp. meTunaona)



IT. Xonoposble aHTUTeNd (QGHTUTENa ONTUMASIbHO GKTUBHbI
npu Temneparype meHee 37 ).

A. onocpeAoBaHHOEe XOMNOAOBLIMU ArrAFOTUHUHAMU

1. namonatnyeckas (nepsuyHasa) 60ne3Hb X0NOA0BOU
arrnoTUHauum (06bI4HO acCoUMMPOBAHA C KNOHANbHOW B-knetouHou
nponugepalmen)

2. BTOpUYHaa I'A ¢ xonoaoBLIMU arrnFOTUHUHAMU

‘nocne uHgekUUn (UHPEKLUUNOHHLIU MOHOHYKeo3,
MUKONMA3Ma NHEBMOHUW)

* aCCOLUMUPOBAHHAs ¢ AobpokavyecTBeHHbIMU B-
KneTouHbImm J1TT3
b. OnocpenosaHHaa XONOAOBLIMU FEeMOSTUIUHAMU
1. nanonatuyeckaa (nNepsuYHAS) NAPOKCU3MASbHAS
xonoposas remornobuHypus (oyeHb peako)
2. BropuuHas:

a. A [loHata-JlaHAawTevHepa, 06bI4HO ACCOLMUPOBAHHAA C C OCTPbIM
BUPYCHLIM CUHAPOMOM Y AeTelt (OTHOCUTEesbHO YacTo)

6. BpoxXAaeHHbIN Unu TPEeTUYHBIN CUPUNUC Y B3POCIbIX (OYeHb peaKo)



ITT. CmelaHHbIEe X0N0oA0BbIE U TensioBble aHTUTenNna

A. TlepeuuHaa unu ugmonatuveckas cmelaHHas
Tennosas ayToummyHHas A

b. BropuuHaa cmelwaHHas Tennosas ayTouMMyHHas A

1. accoummporaHHas ¢
peBMaTuyeckumm 3abonesaHmnamum, ocobeHHo CKB

TV. NHayumpoBaHHAS NeKapCcTBAMU UMMYHHGS
reMonuTUuYeckas aHemus:

_A. TTo ranTeHOBOMY UNU MeXAHU3MY NleKapCTBeHHOU
aacopbumm

B. UMMyHOKOMNNEKCHBIN MeXaHU3M
NCTUHHBIN QGHTUTENbHLIUN MEeXAHU3M




AUT A

AYTOUMMYHHaa remonmutudeckas aHemus (AMTA) xapaktepusyertcs:
*  YKOpPOYeHHOU NpOAOMKUTENbHOCTbHO XU3HU 3puTpoumnTtos (TTXKI)

*  Hanuumem ayTOAHTUTES, HANPABEHHLIX Ha Ay TOIOrUYHbIE
3PUTPOLMUTLI, OBBIYHO AeMOHCTPUPYeMbIe NONOXUTENTbHEIM MPSMBIM
aHTUTrNobynumHoBbIM TecTtom (Kymbca) (DAT)

AUT A knaccugpuumpyetca No Temnepatype, NpyU KOTOPOU ayTOaHTUTeNa
ONTUMANbHO CBA3LIBAFOTCA C 3pUTPOLIUTAMM:

* npu Tennoebix aHTUTenax AN A (okono 80-90% e3pocnbix cnyyaes),
remonm3 onocpeayeTcs GHTUTeNaMu, KoTopbIe CBA3bIBAFOTCS C
s3puTpoumTamm npm 37 ° € (98,6 ° F)

*  MpU XONOAOBLIX FEMOSIUTUYECKUX CUHAPOMAX XONOA-peakTUBHbIE
aQyTOGHTUTeNAa NposBNaHOT CPOACTBO K SpUTPOLIUTAM ONTUMASIBHO NpU
TemnepaTypax HUxe Temnepartypsbl Tena. Y B3pocsbIX 60NbWMUHCTBO
AQHTUPEAKTUBHBIX GHTUTEN SBNAFOTCA arrNFOTUHUHAMU u3oTuna IgM. Y
AeTel Jallie BCero BCTpeyaroTcs X0NnoaHbIe remonunsuHbL (06b14HO
IgG). HeobbruHbie naumeHTbI co cmellaHHou AT A nNposBnatoT Kak
XONOA-peakTUBHbIE, TAK U Tens10-pedkTUBHbIE ayTOaHTUTEeNa



Kaxabiv u3 atux Tunos AT A moxeT 6bITb NOAKNACCUPULIMPOBAH
B 3aBUCUMOCTU OT HANTUUUA UNU OTCYTCTBUS OCHOBHBIX
3a6011eBaHU:

* B OTCYTCTBME OCHOBHOro 3abonesaHus AWI A HasbiBaroT
NepsUYHOU UNU UAUONATUYECKOWU.

*  AWUT A npoucxoaut Kak NposeneHue Unm ocnoxHeHue apyroro
3a6oneBaHUsa, Ucnonb3lyetca TepmuH BTopuuHas AU AT ( XTI,
HXI1, CKB u ap. ayToummyHHbIe COCTOSHUS, nekapcTea U Ux
MeTaboNIUThLL)

TTpocToe npucytcTeue apyroro 3abonesaHus y naumeHta ¢ AUTA
He nossonseT knaccugpuumposatb AU A Kak BTOpUYHyro. Ckopee,
AWUT A cnepyet cUUTATb BTOPUYHBLIM TOSIbKO B TOM CRyYae, ecrnu:

i) AUTA u noaosputenbHas 60ne3Hb BCTpeUaroTCs Ydlle, Yem no
OTAeSIbHOCTU

i) AUTA npoxoauT Ha pOHe neyeHus npeanonaraemoro
3a6onesaHUs

iii) npeanonaraemoe 3a60seBaHVe BbI3LIBAET UMMYHOIOMUYECKUE
HapyLeHus



KnuHuyeckaa kapTuHa

Onpepenserca TMNOM remonunsa ( BHe-BHYTPUCOCYAUCTbIN,

TeNnJI0BOMN U XO0/1040BOM)

OcTpoe uan nocTteneHHoe Havyaso C pa3sBUTUEM XENTYXu
cnneHo/renatomeranus

noTeMHeHUeM MOYMU

Hapactalouwad rMnoKcna opraHoB B pe3y/ibtate pa3suUTUA

aHemuu ( LUHC, CCC)

CouetaHue ¢ UMMYHHOM TPOMbBOLUTONEHUEN — CUHAPOM
duwepa-dBaHca — C NPOABEHNAMMU reMOpPpParMyecKkoro

Anartesa



$eHomeH PeuHo npu
AUTA




MHAyUMpOBaHHAA NeKapCcTBAMU UMMYHHAS
remonutuyeckas aHemusa (Ml A)

Yactota unUT A coctasnget okono 1 Ha MUNNUOH

TToaasnsrowee 60NbLWNHCTBO ABNSETCS pe3yibTaTOM UCMOSb30BAHUA
uepanocnopuHos IT u ITInokoneHus, ueoTeTaHa u LegTpUaKcoHa

aHaMHe3 BO34eUCTBUSA Npenapata AOSXHA 6bITb BLISABIEH Y BCeX
NAaUUEHTOB C reMoNTIMTUYECKOU aHemmen unum nonoxutenbHoIm TTAT

KnuHuueckas kapTuHa BapuabersbHa

TAKeCTb CUMMATOMOB 3aBUCUT OT CKOPOCTU Femorsinza, KoTopas MoxeT
6bITb MeAsIeHHOW, Nerkon unu 6LICTpon U Taxenou

OcTpas noYeyHas HeAOCTATOUYHOCTb U CMepTb MOTYT COMpPOBOXAATD
TaXenbIN remosini



Kak a nevy tennosyro AUTA

PIE3P@EKTVIEHD UMy HPM3HGKM Xopolo nepeHocuTcs

rTMMNOoKCUuun

TTepenueaHue kposu, CHUXeHUe [03bI
He3aBUCUMO OT

CN He0bXoAUMO -

nepenmeaHme Kposu Unmn

SCh ceponoruyeckou Pemmconsa T Crabunusay

HeCcoBmMeCcTUMOCTH, * HVIS; HCl><
U3KU

obycnoeneHHou [03aX

HeT ctabunusaumm

CnneH3KToOMUS Ecnu Heobxoaumo -

nepenimeaHue Kposu nnm
3CA

aHTUTENNIAMU A0

MukogeHonar LinknogocopaH




TTapokcusmanbHas HOYHaa remornobuHypus (
TTHI)

( cuHapom Marchiafava-Micheli

B pe3ynbtate comatuveckou myTtaumum Ha yposHe CKTT
pa3BuBaeTCA NOBbILIEHHAA YYBCTBUTENbHOCTb KNETOK KPOBU K
NIUTUYECKOMY AEUCTBUO KOMMNIIEMeHTa

[emekT 0bycnoeneH HapyleHUem CUHTe3a _
FYKO3UNPOCHATUANIMHOIUTONG - FIINKONUNUAG, KOTOPLIN
3a9KOpUBaeT B MemMbpaHe 3puUTpounTOoB benku B3aMmoaencTeyrolme
C KOMMJIEMeHTOM, B TOM Yucne:

. npotekTuH ( CD59, uHrMbuTop membpaHoatakyroLero
Komnnexcag

- (paKTop yckopeHus pacnaaa (CD55)

. C8-ceasbIBaroWMA benok

A Takxe CD58, CD87( peuenTop ypokuHasbr), X3 L& u
HU3KOAPPUHHBIU pelenTop Fc-pparmeHTa Ig6

CUHTE3 rMUKOo3UNPOCPATUANNINHOIUTOIA HAPYLLAETCa BCeacTBUe
AemeKToB B pe3ysibTaTe mytaumm reHa PIG-A



TTaToreHes
GPIl Anchor

PROTEIN | PHOSPHOETHANOLAM]

PIG - A reH KoaupyeT NpoTeuH @
FNIMKO3UNTPAHC(epasy MONeKyIapHOU MACCOU |
60 kDa. KkoTOpas HapywaeT nNepBbIM 3TAN B @
cuHTe3e rnukonunuaa GPT -akops

(glycosylphosphatidylinositol). B pesynbtate )
KNOHbI, noTepsswume GPI  arakyroTtcs
NPOTEUHAMU CUCTEMBI KOMMJleMeHTa

PIG - A nporeunn

PHOSPHATIDYLINOSITOL




[ IUKO3UNPOCPATUANTTUHO3M lMoBepxHOCTHLIE Oenku
TON KIeTOK KpOBU, KOTOpble
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MeMbpaHHbIX 6enkos

IEenox
/l\cnaparunoaan Kucnota

TMonucaxapuaHoe PO o _p_0
|
| o)

AraHonamuH
s %
1
OIH O-CH,-CHy-NH,
O=I|’—O
g
(|7H2~(13H——CH2 s
O 9 ®occhaTugunuHo3IuTON
C=0
16:0
(18:0,1) (e
5 Mioko3amuH
(22:4,5) N
WHoszuTon




Knuruka TTHI

CvHapom TTHI knuHU4Yecku nposensetca 3 rpynNnamu CUMNTOMOB:

NPUOBpeTeHHLIN BHYTPUCOCYAUCTLIN remonuns, 0byCcnoBneHHbIN
NaToNOrM4YecKou YyBCTBUTENbHOCTbHO MeMBpPaHbLI 3pUTPOLIUTOB K
AEeUCTBUIO KOMMIieMeHTa

TPOM603bI KpYMHBIX cOCyAoB ( LiepebpanbHbIX, MOAKOXHBIX BeH,
cuHapom bapa-Kuapu, ceneseHouHOM M NOpTANbHOU BeH,
Me3eHTepUasnbHbIX BeH, apTepuii)

DePULIMTOM FreMono33a cpedHen U Taxenon cteneHu, nogobHo AA
PU3UKanbHEIE CUMNTOMBL BKSIHOUAIOT:

6nenHoOCTb - aHemus
nmxopaaka - UHpeKuus
KpOBOTeYeHUsa - KOXHbIe NpogBrieHns TpoMboumnToneHuu
cneummUuYyeckme CUMNTOMBL BEHO3HBIX U apTepuanbHbLIX TPOMbOO308

nayueHTsl ¢ MHI umerot 10-207% waHC pa3suTng ansiacTU4yeckom
aHemum, a 'y 20-257 605bHbIX ansiacTU4YeCKOM aHeMueld pas3BuUBaeTCs

IMHI knoH ( AA-TTHI -cuHapom)



NMpo6a Xama — 2-nu3uc
3pUTPOLNTOB B
noaKUCIrieHHOU cBeXeu
CbIBOpPOTKe, 3- nocne
WHaKTUBaLUun
_ KOMMJIEMEeHTa
e 8 HarpeBaHUeM

Y3 neuyeHu npu
cuHapome baaaa-Kuapu (
xsocTtaras Aons
cansnueaet HTIB)

Flevets

MunepTpodupoBaHHas S ' s G
TUMNO3XOTreHHas ; naPOKW3Maﬂ§Haﬂv HOYHas s Hopma
xBocTaras jons remMornobuHypust B : S

-

sl - | i - -

1 — 6e3 noAKNCIeHS;, 2 — C NOAKNCHEHIEM; 3 — N0CNe HarpesaHIs




TTpoTtouHas umtometpua ¢ CDHB9 n CDDD - 3on0TOM CTAHAAPT - Ha
rpaHynoUMTax/MOHOLUTAX U 3puTpoumTax . B 3asucumoctu ot
FlpMCLTCTBMS! 3TUX MOJIEKYS1 Ha NOBEPXHOCTU KNETOK OHU AenaTCa Ha TUn
TTHT kneTtok I, IT, unu ITI. Tun I knetok umeeTt HOpMANbHLIU
yposeHb CD55 u CD59; tun IT cHuxeHHbIU yposeHb, U Tun IIT ux
oTcytcTBue . TIpucytcteme 60nblOro konuyecTea knetok tuna ITT
aBNSETCS (PAKTOPOM PUCKA Fremonunsa n Tpombo3os.

FLAER -meToa ( meyeHbIn opnroopecueHTHo AEPonusuH) ocHoeaH Ha
CcNOCcObHOCTU bakTepuarnbHOro 6enka aeponm3mHa CeneKkTUBHO
cBa3bIBATbCA ¢ GPI-3a9K0pUBaEeMbIMU 6enIKaMU U BbI3LIBATH FeMOSIU3

Uctopuueckue tecTor:

Caxapo3HLIN TeCT: AKTUBALMFO KoMMJieMeHTa obecneymBaeT HU3Kas
NOHHAs CUNa MHKY6aLUMOHHOrO pacTeopa.

Tect Ham (1937 r): 3puTpoUUTLL 60SILHOrO UHKYBUPYHOT C
DOHOPCKOW CbIBOPOTKOWU, noakucneHHou ao pH 6,2. B atux ycnosusax
QKTUBUPYETCSA KOMNIIEMEeHT , U AeeKTHbIe 3pUTPOLIUTLL
NU3NpPYHOTCH

BcnomorartenbHbie TecThI:
nar ranTornobuH CbIBOPOTKU KAK
PetukynoumTsr remornobuHypus nccnenosaHue K/m


http://medbiol.ru/medbiol/immunology/imm-gal/000b3eaa.htm
http://medbiol.ru/medbiol/immunology/imm-gal/000b3eaa.htm

Neverue TTHI

- -2
W DO P

TTepenueaHue 3pUTPOLIUT-COACPXALUUX Cpen

MoHoknoHanbHoe aHTuTeno eculizumab( Conupuc),
6110KUpyeT KOMNeMeHT Ha YpoBHe CO
npeaoTBpaALLas POpMUPOBAHUE TEPMUHANBHOTO
KOMMNJMeKca KOMNeMeHTa, CHUXaeT ypoBeHb
remosnu3a u 3aBUCUMOCTb OT TPaHCPY3UMU

AHTUKoarynaHTer ( HMT, Tpombonusuc, sapgapuH )

UMMYHOCYNpeccUBHas Tepanus an TAXENoU
annasum KpoBeTBOpeHUs, Kak npu A

Koppekuusa aepuumnTta xenesa u osIMeBoU KUCNOTLI



http://en.wikipedia.org/wiki/Eculizumab

FemonuTuyeckas

aHeEMU4
Henpamasa 6unupybuHemus AHemus Petukynouutos
J_’ HeratueHer AnNbTAPHATUBHLL
OueHka remonusa:KAK, per, AUArHo3 ap.
NAr, 6unupybuH, HOPMOLMTAPHEIX
ranTornobuH, MasoK KpoBu aHeMUii (KpoBOTeueHME,
b
TTosuTueHLL XBTT)

1 1 e bI ' CepHJBMJJ.HbIC l l
CpepoumThl,  CopepoumTer ORI Funoxpowas KNeTKM MHpekumm, Juxopaaka/
rect Kymbear  hoer MLH MUKPOLIMTAPHAs nexdpetsa - nyTellecTaus

! Kymébea-,  remonutuueck J'

CeMenHbIN a8 -aHeMma CKA AKTUBHOCTE 10,109 1 noncras
NMMyHHbIe aHaMHe3 J' Tanaccemus reear Kanns KpoBw,
remonmTuyeckue | ‘ ceponorus,
aHEMUY TTIB/AYTB, oueHka 6akTepuanbHeIe
. PYHKUUM neveHu u J KynbTypbI
BpoxaeHHbIN nouex, ALl
CpepoLmnTo3 1 AnekTpogpopes Hb

TTTI, I'YC, ABC, npe- v
3knamncums, 3AT,
NpOTE3NPOBAHHBLIN KnanaH






