% !
A
- N ; &
"l .
4 A\ R ¢
AR ) "
: N\ 23
N
O »”
\* q -
4 "
o A
.‘ . - -
£ -
— -
-

DU3MONOTNS UMMYHHOI CUCTEN
. | ,




|I||"u
ALanTUBHbIN “""““WM

.\ : \ =
S e %
\\ - .

= o




EctecTBeHHas

LUTO- Cucrema
KOMMNNeMeHTa

darouunTos,
MAHOUMNTO3 TOKCUYHOCTb




Innate immunity , Adaptive immunity
| Infectious ' )
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N Generation of
Natural killer cells @ specifc receptors
Blood

components

B. Defense mechanisms against infections
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 Toll-nogoGHbIe peuenTopbl MOMOraroT
OTIINYUTb KCBOE» OT KYYXKOroy.

HeunTtpodwunbi;
MoHouuTbI-MmaKpodyaru;
J03nHO(hUNbI;

« TPpOMOOLMUTDI.




daroyntos

YHUNUYTOXEeHUe NnaTtoreHoB.

YoaneHune geHaTypupoBaHHbIX OenKoB,
OCTaTKOB NMOrMoLwux KrneTok v T1.A4.

 BbipeneHune BAB.
[Mpe3eHTauna Al numdouuTtam.




* YHUYTOXEHNE NMPOHUKLLMNX B OpraHnU3m
MHMPEKUNOHHLIX areHToB (dharoymTos u
KIMETOYHbIN LUTONN3)

* daroynTUpyoT COOCTBEHHLIE MOBPEXAEHHLIE
KNeTKn

« CeKkpeTnpytoT bakTepuuugHblie BELLEeCTBa

« CrnocobcCTBYIOT pereHepaunm TKaHEN
(HENTPOMPUNOKNHBI)

e OBONnanarT BbICOKOW NOOABUXHOCTbLIO
(xemoTakcuc)




« JlnsocomansHble rpanynbl (1 Tnna)
— Jlnzouum (noBpexgeHne CTEHKMN BakTepunn)

— KaTtnoHHble 6enkn (aedeHCHbI — NOBbILIAKT NPOHMULIAEMOCTb

cocyaooB MLUP; katennuumnanHel — HapyLwawT OblXaHue 1 pocT
MUKPOOPraHM3mMoB N rpubKoB)

— [lpoTeasbl U Kucnble rmaponasbl — NPoTeonm3 bakrepuarnbHbIX
doparmMeHToB npu aroynTose

* [paHynbl BTOpOro tuna
— JlakToheppuH (bakTepnoctTaTnyecknn apdekr)
— TpaHckobanamuHbl (nepeHocumk BnutB12)
— UwntokuHel (PHO, IL-1, IL-6, IL-11)
* [paHynbl TpeTbLEero TMnNa
— [TnKo3aMUMHOIMMKaHbI (pereHepaumsa n penapaumsa TKaHen)

— Uwntokmuel (PHO, IL-1, IL-6, IL-11) — cTumynauma obpasoBaHuUs
\ oCcTpodasHbIX 6enKkoB NeYeHu S




1895 — Hatenn n boppae — cyuwecTByeT nocpeaHUK
nutuyeckoro aeucrtemna AT Ha GakTepuw.

Cucrtema cpepmeHTOB, BKNtovaeT doornee 30 6enkos.

Kak npaBMno npo3aH3uMbl, aKTUBUPYHOLLUECH
BCrieAcTBMe ruaponusa.

9 komnoHeHTOB — C1-C9.

C1 - pacno3Hawowumu;

C2-C4 - aktusupyrowmn; C3 — rnasHyto ponb (1 r/n).
C5-C9 — membpaHa-aTaKkymoLime.

2 NyTN aKTUBaLUUU — KITaCCUYECKUMN U
anbTepHaTUBHbLIU, 06a NPUBOAAT K obpa3oBaHuio C5-
KOHBepTas3bl.



Ponb:

e 1) llnsnc mmweHen, akTMBUPYHOLLUX
KOMMJIEMEHT;

e 2) XeMOTaKCUC U yCUNeHne
charoumnTo3sa;

« 3) OcBobOXaeHMe megnaToposB
BOCNareHus.
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OedekTbl KOMANeMeHTa ‘@

* CHMXeHne aHTubakTepuarnobHOW
PE3NCTEHTHOCTM!

» [ledpekT MHrIMOMTOPOB KOMIMIIEMEHTA
(MH).




A Normal, steady state

NG o

Classical | o — C6 C7 C8 CI MAC
LoD x

Leetin |+ Cs

patheay | converase

Normal RBCs ,‘ Q\

Intact normal (CD35+/C038+) RBCs



B PNH, steady state

;\F . {.—1) .mcmcumc
Lectin 1 2 @+/ ."’cs BERP '
et oomessen ©¥ | . convertase

Cl
MAC-mediated
intravascular
hemolysis

An abnormal (CD55-, CD59-) red cell (PNH red cell) will be lysed
sooner or later by activated complement (intravascular hemolysis)



[logaepxaHme KpoBOTOKA B MENKUX cocyaax
TpoduKka TKaHen N PoOCT HOBLIX Kanunngapos

ObecneyeHne murpaunm apyrmx NemMKoLnToB B
TKaHU

3alymTa Cnm3ncTbix 00onoYek npum
MHPNLMPOBAHUN FTENMTbMUHTAMU U KIeLllamMu

YyacTtne B popMmpoBaHnm anneprmnyecknx
peakLunn



Cucrem:

 'pynna okono 30 6enkoB, CUHTE3 B
renaTouuTax.

« CPB, cbiBOpOTOYHbLIE amunongHbie A-
oenku.

 Ponb:
* 1) OrpaHnyeHune o4yara noBpexaAeHUS.
e 2) YyacTue B penapauuu.

* 3) YyacTue B peakumu KrneTo4yHoro u
rymopanbHOro UMMyHuUTeTa.
.+ 4) BnuaHue Ha cparouuTapHyto A\
aKTUBHOCTb T
9







* Pa3HOBMOHOCTb LLUTOKUHOB.

 Bbigensitotcsd B OCHOBHOM KrieTKaMu
KPOBU N KOCTHOIO MO3ra.

« 70-e roab! — 3 Buaga UH® — q,B,y.
e 1994 — w-nHTEpPhepoH.

 Ponb: perpapauunn 6akrepmaribHOU UNun
BupycHou PHK.




e Mapkepbl — CD 16, CD56, CD57
(Monekynbl agresun).

e HecyT Ha cebe akTuBMpyrowme u
MHrMoupyrowme peuenTopbl.

e «OTCYyTCTBUE CBOErO» - MPU CHMXKEHUN
akcnpeccuu monekyn MHC 1-ro knacca.
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2. ADCC (antibody-dependent cellular ovtotoxicity )




Major Histocompatibility Complex.

ObnacTtb B 6-1 XpomMocome, BKItoHaeT okoso 50
reHOoB.

[eHbl genartcsa Ha 3 rpynnbl, KaXaasa U3 KOTopbIX
KOHTPONIMPYET CUHTE3 NONMNenTuaoB OgHOro 13
TPEX KNaccoB.

1) a-uenb Al 1-ro knacca (B2-munkpornobynuH
Kogupyetcsa B 15-1 Xxpomocome)

2) a- un B-uenu Al 2-ro knacca.
3) CuHTe3 6enkoB (komnnemeHT, PHO).



* Monekyrnbl 1-ro knacca (13 a-uenb n 32-
MUKpPOrnobynnHa) akcnpeccupyroTcd Ha
MeMbOpaHax Bcex saepHbIX KrneTok. Hy>Hbl ans
CBA3bIBaHUSI NENTUOOB M NMPeacTaBnNeHnsa nx ans
T-knetok. PacnosHatotca CL8.

* Mornekynbl 2-ro knacca (13 a-uenu un 3-uenu). Ha
AllK. Pacnosnatotca C4.

« MembpaHHbIe rmMKonpoTenabl, y4acTBYHOLLNE
MapKNMpOBKe COOCTBEHHbIX KITETOK U
pacno3HaHUM «CBOEroy.

* Monekyrnbl 3-ro knacca — PHO, C2, C4,
\ nponepauH.




e T-KNeTkn cnocobHbl OTBETUTL JIULLIb HA
CeKkBeHUuanbHble getepMuHaHTbl Al,

npeactasneHHoro Al'lK B coeauHeHun ¢
MHC-AI 1 n 2 knacca.



 [lepepabotka Al' B MMMYHOreHHY0 bopMmy
N npeseHTauuna ero T-xennepam nnu T-
Kunnepam.

MoHounTbl U Makpodharu
[leHOpUTHbIE KNETKA

KneTtkun JlaHrepraHca
B-JIMO.




* PasHble nyTn nonagaHna Al Bbi3biBaAKOT
npe3eHTauunto pasHeiMn AllK n otBeTt B
pa3HbIX OTCeKax MMMYHHOWN CUCTEMBbI.

* 1) NoakoXHbIN NYyTb — KNETKM J1aHrepraHca
N pernoHapHole J1Y.

« 2) TpaHcmumccueHbi — AlK 1 JIM®
Cene3eHKu.

* 3) QHTEepanbHbIN — GALT.

\



Al'K He cneunanuanpoBaHbl. OHU MOryT
npeactaenaTb Nobble YHUKanbHble Al

3axBatuB Al, AT1K akTnBnanpytoTcs,
npoueccupytot Al, BbiaensoT
npoBocnanuTernbHble LUTOKUHBI.

[ToBepxHOCTb oborawiaetrca monekynamu (CLS80,
C[86), cnocobHbIMM CBA3bIBaTb MapKepbl T-
JIM®, 0bpasyss «MMMYHOSTIOMMYECKUIN CUHAMCY.

Takon KOHTaKT NO3BONAET KNneTkam
obMeHMBaTbCA CUrHanamm.
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» Pasnunyatlotcs cBoMmM Mmapkepamm —
MemMbpaHHbIMK Monekyrnamm — CD.

* CD BbINONHAKOT POJib:

* 1) PeuenTopa;

» 2) CurHanbHoOM MoJsieKkynbl;
* 3) OnNopHOW MOSEKYIHbI.

* PasHbiM Knaccam npucylLy, cBon Habop
| LIUTOKNHOB.



« 8 cybnonynaunmn.

- CL13 monekyna ykpennseTt cneymdunyeckme
peLenTopbl.

« T-xennepbl (Tx);

« T-knnnepsl (TK);

« T-cynpeccopesl (Ts).

« Bce JIM® obpasytotrca B KKM.

« Oby4yeHune Hespenbix T-JIM® nponcxoguT B
TUMYCE.

[IndbepeHLmpoBka — popmupoBaHme %ﬁf
pacrno3sHatoLLero peLenTopa. )
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« Murpaumsa B cybkancynsipHyo 30Ha TMMyca
— nosenexHue mapkepos Cl4 nnn C[L8.

« Murpaunsa B KOPKOBYIO 30HY TUMYyCa —
obpeTteHne T-KNneTo4yHoro peuenTtopa.
BbXMBaoT NULLb Te, YbU peLenTopbl
B3anmogencteytoT ¢ Al MHC,
npeacTaBlfieHHble Ha KneTkax-HAHbKax.
2-5% JIMO.




Cenekuyusa T-J1I

_ \C"pT '

 [lomkHbl y3HaBaTb COOCTBEHHbIE NenTUAbI
MHC.

« BcTpeya c makpodparammu, Kotopble
Npe3eHTyT cobcTBeHHble nentuabl MHC.

« Ecnun y3HaerT, yto audpdepeHumnpyrotTcs
Oanblie, ecnu HeT — anonTtos (=X
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» [ledpekTbl B pa3BUTUN U CO3peBaHUNM
TUMyca — UMMYHOOEeM@UUUTHI.

 [lonHaga annasna Tumyca — cuHapom [un
L[1>xopaxu.

« [lucnnasmnsa tumyca — cnHapom Hesenoda.



* [Mnepnnasuna Tumyca — nosieneHue B-
JIM® gponnukynos — HapyLlieHue
ayTOTOSIepaHTHOCTW.

* [eHepann3oBaHHaga mnacteHus, CKB,
annacrtnyeckasa aHemMust Npu TMMoOMaKx.




« 4 cyononynaumm — Tx0 - Tx3.
« TxO0 - npegwectBeHHUK Tx1 n Tx2.

« Tx1 cuHtesnpyrot NI-2,1J1-3, NJ1-12,
GM-CSF, NH®-y.

o CTumynupyrot nponudepauunto T- n B-
JIM®, akTBMpyroT MOHOUMUTbI/MakKpodaru.




* TX2 cuHtesunpyrot UJ1-3,4,5,6 n gp.

* OTBETCTBEHHbI 3a nponudepauunto B-
NIMO.

* TX3 — NpoayumpyroT B BbICOKOW
KoHueHTpauun UJ1-4 n N1-10, a Takke
TpaHCOPMUPYOLLMA dDaKTop pocTa beTa
— cynpeccusa MMMYHUTETA.



Lintotokcunyeckne JIMO.

Monekyna C8+ gomkHa BCTYyNnUTbL B
KOHTakT ¢ nentugamm MHC-1 ong
B3anmoaeuncteusa c Al.

TK cnOCOOHbI NoBpeXaaTb KNETKU-MULLIEHN
6e3 yyacTmns KoMnriemMeHTa.

OHn paspyLlatoT TONbKO T€ KNEeTKK, Ha

MeMbpaHe KoTopbIx nmetotca Al B CBSA3KE C
MHC-1.




1

« 1) Pacno3sHaBaHue KneTkn-mulleHu - 1 MuH.

« 2) JleTanbHbI YOap — 5 MUH. (3anyck
aronTto3a, rpaH3MMbl, CEPUHOBaA
npoTenHasa).

« 3) [nbenb KNeTkn — A0 HECKONbKNX YacoB
(NepdOpUHbI, LUTONU3UHDI).




e Treg-JIM® :

« CH4+C[25+ - cynpeccupytoT Tx1 n Tx2,
YrHETAT AEHAPUTHbIE KIETKN.

 Tyo-IIMO:

« C4+C[18+ peunctsytoT kKak Tx1 nnun Tx2
nnn Tk.




 Jltobble nonynauun T-JIMO®.

« BTOPUYHBIN MMMYHHbIWN (NPOTEKTUBHbIN)
NMMMYHUTET.

- BbICTpO gensaTtcsa, nogaepxuBas
NMOCTOSAHHOE OOHOBIEHWE NOMYNALUN.




« CO19, CO20, CO22, CO72.
* Cpok *un3um — 10 gHen.

« ObpasoBaHue 1 andpddepeHUNpPoBKa B
KKM.

* 1) Al'-He3aBuncnmaga guddepeHLpPOBKa B
KKM.

» 2) Al'-3aBUcKHMas B nepudpepunyeckmx
opraHax MMMYHHOW CUCTEMBbI.




* B-1 npoayumnpytot Ilg 6e3 B3anmopencrtens c T-
JIM®. HaxogaTcs B OpOLLHOM MOf0oCTU, NieBpe
N nepukapae.

 |gM, obnagatoT HM3KOM CreundPUYHOCTLIO.
3alumTta OT CUCTEMHbIX DakTepuarbHbIX U
BUPYCHbLIX MHAEKLINN.

» B-2, Ig BCcex Knaccos.

e B-JIM® namaTtn — npogormknTenbHas XusHb, HE
npespallaloTcs B NNasMoLUThI.



AHTUreH

 [lormkeH obnagartb 4OCTaTOYHO CITIOXHOW
NPOCTPaHCTBEHHOMN CTPYKTYPOMW.

* KOHpopMaLMOHHbIE AeTePMUHAHTBI Al;
» CekBeHumManbHble getepmunHaHThbl Al.

* [1CX He npoueccupytotrca Al'K n He
BO30OyxaatoT T-KneTo4YHoro otBeTa (rpmnbku

. wnap.)



« 1) Al' cBasbiBaetTca AllK, KoTopble 3aTem
HanpaBnAwTcA B permoHapHbin JTY. Al'K
pacwennatoT Al' oo nenTnaoB, KOToOpble
cBsAsbiBatoTca ¢ MHC-2.

« 2) BJIY npeHOpuTHbIE KNETKN NpeacTaBnatoT
Al T- n B-JIMO.

« 3) T- n B-JIM®, ceaszaslume Al' ¢ nomoLbto
peuenTopos, npoayuupyT U1 — qpakTopsl

POCTa U HAa4YMHaT NponugepnpoBaThb. |
\ s
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« NndodepeHunaumna B onpeaeneHHoit Tun JIM® —
Tx1, Tx2, CTL. B-JIM® — B nna3mouuThl.

« Mwurpaumsa Kk mecty BHeapeHus Al.
« B-JIM® BbigenstoT AT B KpOBb.

« B mecte BHeapeHusa Al, JIM® «HaHnmatoT»
HENTPOdNNOB, MOHOLNTOB U T.4. ANdA OECTPYKLUU
Al

« Tx2 sbigenatot UJ1, Topmosawme Tx1. INpoucxoaut
anonto3 JIM®-3aLWnTHUKOB.

« YracaHve MMMYHHOIO OTBETa.

'« Okono 2% npespatyatorcs B JIM® namsaTu,
LMPKYNUpPYOLLME AOMroe BpeMS.
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Um MYHOJ1OIrmn4yeckKas ToJiepaHTHOCTb

 [lepBbi KOHTAKT ¢ Al npnBOAOUT K
YMEHbLLUEHUNIO NN OTCYTCTBUIO OTBETA NpWU
NOBTOPHOU CTUMYRSALNMN.




e «[TamaTb» BblpaXkaetca B UISMEHEHUN
YUCITEHHOCTU KIoHOB, oTBeYvarLwmx Ha Al.
Knetkn namatu — te JIM®, kotopble
NOABUINCL Mocne NepBUYHONO0 MMMYHHOIO
oTBeTa. [1pn koHTakTe ¢ Al OHU CMOCOOHBI
K ycurneHHomy otBeTy Ha Al.

e B-JIM® HaunHatoT Ig-obpasoBaHue c Ig G.




HapyLieHna nMmm

* 1) UmmyHOOENUNTLI;

» 2) bonesHn n3dbITOYHOrO pearMpoBaHuUS
MMMYHHOW CUCTEMBI;

» 3) bonesHn MMMYHHbIX KOMMNNEKCOB,
* 4) NHekuMn MMMYHHOU CUCTEMBI;
* 5) Onyxonu MMMYHHOWN CUCTEMBI.
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