3ATTOPI3bKMA OEPXKABHUA MEOWMYHNA YHIBEPCUTET
Kageapa sHyTpiwHix xsopob-3
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On-Line kypc:
CYYACHI TIMTAHHA KNIHIYHOI IMYHOJIOT'II TA AJTIEPFTONOTII

3micTtosuin moaynb 2.
KniHivyHa imyHonoris
Tema 3aHatua Ne 5:

TTpupoaxeHi Ta HabyTI
IMYHOAE®IUUTHI 3aXBOPHOBAHHS



bonesHu UMMyHHOU cuctTemer

nospexaeHue CTPYKTYPbL U PYHKLUU
OPraHOB U KNEeTOK UMMYHHOWU CUCTEMBI,
KOTOpbIe CONpPOBOXAAOTCS
KNMUHUYECKUMU U NabopaTOpHLIMU
NposBneHUaSMuU u TpebyoT
MMMYHOTPOMHBLIX MeTOAOB JSleyeHUs

(nepBuYHbIE UMMyHOAeP LTI, BUY-
UHQ ek, UMMYHOremaTosiorus,
ayTOUMMYHHbI e 60.11e3HU).



mmyHoaepuumt

BpOXAeHHOoe Unu npmobpeteHHoe HapylueHue .
WMMYHHOO OTBETd, KOTOpOe NposBsISeTCa noTepen
CNOCOBHOCTU K 3amTE OT UHMPEKLIUU U onyxoneun

Y yenoseka usyyeHo 30 00O reHos
Y uenoseka usydyeHo 30 000 reHos
300-3000 13 Hux oTBeYyaroT 3a perynaymuro UMMyHHOro oTeeTa
Cyujectsyet 5000 reHeTudeckux 3abosieBaHU
M3 Hux 80 - nepBuYHbIe UMMYHOAEP ULUTBI

PacnpocTtpaHeHHOCTb BpoxaeHHbIX U:
B CLIA 3apeructpuposaHHom 10 000 60s1bHbI X
B Espone - 9 907xsopux
B JlbBosckoui obnactu - 69 60s1bHbI X (BbiaBnsArOT 2-5 B roa)

B VeaHo - ®paHkoscke u obnactu - 21, n3 Hux 11 noaTeepxAeHsbl
MONEKYNISPHO-reHeTUYECKUM TeCTUPOBAHUEM



PacnpocTpaHeHHOCTb OTAESIbHLIX
UL coctasnserT:

CenekTtueHbiv N[ IgA 1:300-1:1000
ArammarnobynimHemums 1:1000000
f'unorammarnobynuHemus 1-3: 100000

CuHapom BuckoTtta-Ongpuua 5:
1000000

MHOXeCcTBeHHbIN KOMBUHUPOBAHHBIU
ummyHogeopumumtl: 5000000

HacneacTteeHHbIE AUCPYHKLUU
cgparoumuTtos 2:1000




ATNOJNOIMN4

Lawton A. (1986) sbraensget cneayrowme monekynsapHo-
reHeTUYecKue AemeKTbI-NPUUMUHLI NepsuYHbIX LC:

1) aeneyum reHoB, KOAUPYFOLUX CUHTE3 TAXesbl X Lernel
UMMYHHOr o6y iMHoB U pelenTopos T-nm¢e oLUTOB, XPOMOCOMHAS
MyTayus,

2) MyTayus, Hapylwarowas KOHTaKTUpOBaHUe reHos
UMMYHHOrnobynuHoB v pelyentopos T-nme oynTos;

3) Ae exkTbl anbTepHaTuHoro cnnavicuHra PHK (13661 ToyHas

Bbl pe3Ka HEKOAUPOBAHHbI X FeHOB ¢ epMeHTOB BO BpeMs

TPAHCKpUN LML),

4) myTaymsa reHoB X-XpoOMOCOMbI, perynnpyroumx

AN ¢ epeHMPOBAHUE U CO3peBaHUeE JIMMP OLUTOB;

5) mytayus, Bbi3biBaroLyas noTepro aHTUreHoB TKaHeBOM
rMCTOCOBMECTUMOCTU,

6) MyTaumus, Hapylwarowas co3pesaHve u A ¢ epeHymposarue T-
JIUMP OLUTO B BUITOYKOBOM Xesese,

/) MyTaLua reHoB, KOAUPYFOLUUX CUHTE3 UHTepPIIeIKUHOB,

8) myTaLumsa reHoB, KOHTPONUPYHOLMX CUHTE3 ¢ epMEHTOB U
KOMIMOHEHTOB KOMIMJIeMeHTa.



KIMMHWYECKAS KNACCUSUKALING
PACCTPOMCTB UMMYHHOW CUCTEMBI
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ONC3YHKLUMM MMMYHHOW CUCTEMbBL

Yacrora (%)

B BropuuHend U[]
u TTpuobpetensnd M/
u KE He sepucuiMpoBaH

N BpoxgenHerid U]

ot




TIKECTb MMMYHHOW HEOOCTATOYHOCTU

I cTeneHb - MOXeT KNMUHUYECKU
NpoaBNATbCA, NabOpaToOpHbIE NoKasaTenu
nameHeHsbrI 15-29%

IT cteneHb - KNUHUYECKU NOAOCTPLIN UNU
XpOHUYEeCKUU xoa, nabopatopHbIe
oTknoHeHua 30-59%

ITT cteneHb - OCTpPLIN, NOAOCTPOE TeveHue,
C UHUDEKLMUUHUM CUHAPOMOM, UNU
KombuHaumeu cuHApoMoB, NabopaTopHbIe
OTKNoHeHusa 60%




[ UMMYHOOEENLIUTHBIE COCTOSAHNS

[ﬂEPBMHHbIﬁ

BpOXAeHHbIW rpybbIv Aedek

J

npuobpeTeHHbIN

LBTOPVNHbIVI

CUCTEMBLL KOMMJSiemeHTa
B-knetok npeumyuiectseHHO
T-KneTok npeumyllectseHHO
HEeCKOSIbKO TUMOB KNeTokK
MUESIOUAHBLIX KNeToK

BO3pACTHOM
QNIMMEHTApHLIA
neKapcTBeHHbLIU
UHPEKLIMOHHBLIU
OnyXOoneBbIU
PAAUALIMOHHBIU



[ TTEPBUYHBIN UMMYHOOEZNLINT }

HEOQOCTATOYHOCTb HacneACTBeHHbIU .
CNCTEMbBI KOMTINEMEHTA :> aHrmoHespoTudeckuu otek (C1)

CKB (meqext C1, C4, C2)
UHpekuumn (neqext C5-C9)

OESEKT
B-JIL npeumyuiectseHHO

arammarnobynuHemus (6.bpyToHa)
Aepuuut IgA (pexe IgG, IgM)

ayTOUMMYHHasa nartonorus

cuHapom [u [Oxopaxa
cuHapom Hesenoga

AOEZEKT
T-JIL npeumyuwiectseHHo

nepsuuHLIN Aepuumut CD4 knetok

NEZEKT Xp.rpaHynemartosHaa 6-Hb
ZAFOLUMNTO3A nepuuut MTTO, 6%

TAXenbIM KOHCTUTYUUOHanbHeI N
AESEKT UL c atakcueu -TeneaHrMoaKrasmeu

R

KNETOYHO-FYMOPATNbHbBIN

cuHapom Buckotta-Onapuda




TTEPBUYHBIN MMMYHOOEZULIMT :

Cl1

AEPEKT CUCTEMBI KOMINJIEMEHTA

C1 inhibitor

— (D)

Lot

4—@—

@

C2b

AKTUBALMA KOMNSIeMeHTa

“Kinin-like”

|

Koarynaums

C2b-fragment kininogen

Plasminogen
O—e
Pre- I
= kallikrein Blasin
© "
Kallikrein BU6PUHOU3

|

High molecular —Bradykinin

l

' NokanbHas npoHuuaemocts cocynos Ortek

AepuumT UHrubutopa C1 .
HACNEACTBEHHBIN AHTMOHEBPOTUYECKUM OTEK




TTEPBMYHBIA MMMYHOLESULIMT:
negpekt B-JILl npeumyuiectseHHO

bakrepus Makpogar  —* HenocrtatouHas S. pneumoniae, Hev.qocmrquoe
Sae oncoHusauus, H. influenzae, AeliCcTBMe NpoTUB
ParoumuTos, N. meningitidis A\ 6axTepuanbHbIX
LMUTOTOKCUYHOCTb A QHTUreHOoB

Fcyreceptor ~ CHwkeHue uyecrs. ERF —\  Crwxenve uyects.

UMMYHUTETa K
UHPeKLUU

\/\— Half life (t15):
Ag Y He axTueupyertcs of IgG1 = 23 days
tv ~12 days

UMMyHUTeTa K

IgG1+1gG3 MHGeKLMM

KOMnNnemeHT

Kackaa OnacHo npu OnacHo koraa
KOMMJSIEMEHTa CHUXEeHUU ApYrux cHuxaetca Ig61

lgG4a noaxnaccoe Ig lgG3
1. CENEKTUBHLIW OEZEKT TTOAKNACCOB Ig6

CD40 ligand

MyTaums pr— IgMor IgD
|>B reHe ans A - R ﬁ 2 .

TTepexntoueHue

—Xq26

_/

2. CNHOPOM TUTTEP-IgM




CENEKTUBHBIN OEENLMT IG A

ANATHOCTUYECKUE KPUTEPUA

a) KNuHU4veckue

- MOBbILWEHHAs YacToTa UHMPEKLUUN BEPXHUX
AbIXATesbHbIX NyTel

- - annepruyeckume 3ab60neBaHUS;
- aQyTOIMYHHI 3abonesaHus;
- B YACTU NALUMUEHTOB 6eCCUMNTOMHAs.

6) imyHOnoriuHi:

- CHUXeHue ypoBHS CbIBOpOTOYHOro IgA (MeHee
0,05-007 r/ n)

- HOpMAJIbHAA KOJSINYeCTBO CbIBOPOTOUHLIX Ig G
ulg M.




ANCIT AMMAT NTOBY TTMHEMUA

ANATHOCTHUYECKMNE KPHUTEPHA
a) KnNuHUYecKue:

peunansupyrowme bakTepuanbHbIe U ONOPTYHUCTUYECKUE
UHMpEKLUU C NepBOro roaa XusHu;

NHEBMOLUCTHAS NHEBMOHUS;

peuuanBUPYHOLLIAS UIU XPOHUYECKas auapes;
annactTuyeckas aHemus,

HenTponeHuu,

nUMpaaeHonatms, cnieHomeranus;

MOBLILWEHHAA YacToTa 35710Ka4eCTBeHHbIX 06pa3oBaHUM
naboparopHsie:

CHUXeHue KoHUeHTpauum Ig G <2r / n

nosbIlWeHue KoHueHTpauuu Ig M;

HOpMarsibHOe UNU NOoBbIWEHHOe KoNM4ecTBo B-kneTok;
HOpManbHOE KONUYecTBO T-KNeTok,

HeuTponeHus



TTEPBUYHLIN MMMYHOLOEZNLAT :

AEZEKT ZATOLINTO3A

) 3 e
CD18-expression | Fomosnorus ¢ g Mannose —H—> Fucose _ HAOTenMM
WF u FB e 8

TTosepxHocTb
rpaHynouuTos TpaHcmm
rpauma | &
CD18 CD11a  CD18 CD11b  CD18 CD11c - .w
Rolling

L-selectin

E-selectin  LewisX ligand

1. OEINLUMT AAME3NM NEMKOLINTOB

ﬁwqﬂ H202 +CI OCI + H20
& ﬂeq)eKTJ Baxrepuuunaaﬂ + C. albicans

2. AEENLIUT MUENOTTEPOKCUNOA3LI AKTUBHOCTb




TTEPBMYHBIN MMMYHOLOEZNLIAT :

AOEZEKT HECKOJIbKUX TUTTOB KIETOK

@ ~ Y,

| | — & —— | B g N TToeTOpHbIE
4 oo g \ .

= Enokaaa . 7 S AyTOAT NHEeBMOHUU

) Livpkynupyto TR t
npe B asur wwue B-JLL et

Association
with HLA-AT,

Regext Tx- ' — X B8, DR3, see
perynatopos SLE-association

/ BpOHXO3KTa3bI

Hegexr

FIIAKO3MII TTnasmaTtuue

- O\.CKasa KneTka

/| TaCTPOMHTECTUHANbHETIA
/1| c=m: CTIPY -cuHapom,
" pvwapea, manbabcopbuus

OBLUMIA BAPUABENbHLIN WU




TTEPBUYHBINA MMMYHOLOEZMLINT :
OETEKT HECKOJIbKNUX TUTTOB KIMETOK

1. YacTbie

| EHOOBOIDOE 3 MH¢eKuMM

lcoecececce  ‘eees Thrombo- 2. KoHcTUTYUMOHanNbHas
cytes ¢ K3ema

| & '
? i HocosbIe,
CcD43 ¢

T cells

(Sialoglyco-
proteins)

KOXHbIe KpoBOTeueHus, =y |

OcnabesaloT cBA3mU HapyweHve meneHa
B LIUTOCKENeTHOM PYHKLMM
MaTpuKce !

CNHLOPOM BVICKOTA-OJ'UJPI/I‘-IA




Knaccupukaumsa BTOpUYHBIX
UMMYHOAEemPULIUTOB

p
TTO TEMTTAM PA3BNTUA

-

~

N\

OCTPLIU
XpOHUYEeCKUU

>
TTO YPOBHKO TTOINTOMKH

N

T -KNeToOuYHbIU
B-xknetouHbIU
cucTema paroumTosa

KOMMMemMeHTa
 TTO ) © MeCTHbIU
| PACTIPOCTPAHEHHOCTM | * CUCTeMHEIA
TTO CTETTEHN TAXKECTU KOMMeHCUPOBAHHBIU
) "+ cy6KOMMNEHCUPOBAHHLIN

AEeKOMNEeHCUPOBAHHLIN



CuHapomer npu N:

MHqJeKuMOHI-IbID'l - KITMHUYECKU - XpOHUYECKMe UIU OCTpbIe Taxesibie
WUHEeKLUU; NabopaTopHO - CHUXeHUe Konu4yecTea J1IeKoLumTOos,
AKTUBHOCTU paroumTosa, komnnemeHTa, NK Knetok, ymeHblieHue ypoBHs
UMMYHOrnobynuHoe, B u T numepouutos, T-xennepos.

AnneprudeckuUm - KIMHUYECKU annepruyeckue 3a60nesaHns Unu
peakumu, NabopaTtopHoO - CHUXeHUe coaepxaHmus T-NMMEpoLnToB, poCcT
MMA/%\HoperynmopHoro uHaekca (MPWN) 6onee 3, poct ypoeHa IgE 6onee
175 ME, natonoruyeckue npossreHUs peakUuuii runepyyBCcTBUTENIbHOCTU
HemeAaneHHoro unu sameaneHHoro Tuna.

AYTOMMMYI-II-II:ID'I - KNUHUYECKU a_‘XTOMMAAyHHbIe 3a60nesaHUs Unu
Bleakumm, nabopaTtopHO - CHUXeHUe T-NIMM@POLIUTOB, 3HAUUTESbHLIU POCT
PU, ymeHbleHne T-LUTOTOKCUYECKUX U pe3KuU pocT T-xennepos, pocT
KONIMYeCTBa UMMYHHBIX KOMMJIEKCOB, YPOBHS CneLun@Uuyeckux aHturen,
CHUXeHue aKTUBHOCTU ParoLmTosa, UsmeHeHUsa KomniemeHTa.

UMyHONPONU@pepaTUBHUMU - KAMHUYECKU CUCTEMHOE YBenndYeHue
FIMMEPOY3NOB, Cene3eHKM, NeveHn (MOHOHYKIe03 OCTPLIM, XPOHUUECKUA,
MOHOHYKNEe030M0A06HLIA CUHAPOM, MUMEOMEL, TeMKeMuu,
napanpoTenHeMMUaMU arpaHyIOLUMTO3), N1a6OpaTOpHLIE U3MEHeHUS
3BUCAT OT KOHKPETHBIX HO30S10rMUYECKUX POPM.

HeipoumyHOEHAOKPUHHUU - kKnuHUYecKM - naTonorus
3HAOKPUHHBIX OPraHOB U HEPBHOM CUCTEMBI, 1a6OPATOpHbIE U3MEHEHUs
3BUCAT OT KOHKPETHbIX HO30S10rMYECKUX (POPM.



KNMMHNYECKHUE TTPU3HAKA
TTO3BONAOLWME 3ATTIOAO0O3PUTb MMMYHOOEZNLINT

C HeNOMHLIM BLI3AOPOBIIEHUEM
C HeyCTOUUYUBLIMU PEeMUCCUSIMU
pegpakTepHble K fevYeHUuro
HeobLIYHBIM BO36yAUTeNnem

[ Peunausupyrowme

C XpOHUYECKUM TeYeHUEeM
UHPEeKLUU

| MmmyHOoAepUUUT y poACTBEHHUKOB }
| Heobb1uyHbIE peakuum Ha BaKuMHbI} KUBLIE BAKLMHLI OMNACHBI
.
SArporeHHbIe XUmuoTepanus
| BMelaTenbCcTea e oMy
obnyyeHue

"emaTtonoruveckum p.eq:mum} neuko-, Tpom6o- neHum
aHemum remosimt. u Merb

¢

N
An neprus } I Tuna 8 Buae oteka KesuHke Ha

N MeUKAMEeHTLI, NnepenueaHUue Kposu

AYyTOUMMYHHbIe 60ne3HU, onyxonu, NOpoKU pasBUTUS




OcobeHHOCTU UHMEeKLUUU Npu
MMMYHOAEMPULUTHBIX COCTOSHUAX

g - BAOTT
| Ble) et s [k (NI - npuaaTouHbIe nasyxu
8 « cnusucTtoie XKKT
@ * onNnopTyHUcTUYecKme bakTepum
* npocTenwue
BosbyavTesns B -
- * BUpYCBI

* 3dTaXHOE

* centmuemmn

[ JlevyeHme




BTOPUYHLIN MMMYHOOESMLINT
BNY u nopaxeHue T-numgouutos

HIV

9000000000600 00850000 FOOODOOHI000ENEIO000D00BRDIGICHGRNEE
OO0 SOPCPOGOR0EOPERIINORCOIIOOTINGOTODES
N3meHeHue
POpMbI
(V3-loop)

Chemokine
receptor
CXCR-4

(@89, o/

CD4+ Knetka Makpocpar
T cell NaHrepraHca

BOCTIPMUMMYUYMBOCTDb KNETOK K BHNY

AyTOUMMYHHOe nopaxeHue J1LI-CD4

TTpamoe nospexaeHue J1L| BNY

Ob6pa3osaHue cUHUUTUA U3 nopaxeHHbIX J1Linoa aevictenem BMY
Tokcuyeckoe aevicteue BUPYCHBIX 6enkoB Ha 3pensbie JILL v KocTHbIV mo3r
AnonTtos J1L




TTIPUSHAKN MMMYHOJEENLIUT A

v’ [AnutenbHbie usmeHeHua (bonee mecaua) KNeToyHoro u
FYMOpPAsibHOr0 UMMYHUTETA: NeUKOMeHUsa, HeMTponeHUs, TMMPOneHUs
/ TMMPOLUTO3, MOHOLIUTO3, FreMOSIUTUYeCKas aHemums,
TpomboumToneHus, runo / runeprammarnobynuHemms, sercokaa CO2J,
HapyLlueHWe paroumTos3a U KoOMniemeHTa, KpuornobynmHemus,
cneumguUyeckme ayToaHTUreHsl U ayToaHTuTena

v’ HusKue 3amTHbIE TUTPLI aHTUTEN Yepes 3 Heaenu nocrie
BAKLIMHALUU
UmetoT cyulecTBeHHOe 3HauYeHue ANs BbISBNEHUS UMMYHOAe(PULUTA

CemelHbIV aHaMHes3
Annepronornyeckumn aHamHes
TTepu- 1 NocTHATANbHLIN GHAMHE3
BakumHanbHbIV aHaMHes
Cturmatusauus nuua
OuarHos ummyHoaePuULUTa CTABUTCA NPU HANUYUU Tpex
KINMUHUYECKUX UnU nabopaTtopHbIX NMpU3HAKOB
LWuepp no MKB 10

UmmyHonepuuuT HeyTouHeHHbIA D 84.9
UmmyHonepuuuT yTouHeHHLA D 84.8
UmmyHoaepuuuTHOE cocTosiHue yTouHeHHoe D 89.8
UmmyHoaepuuutHoe cocTosHue HeyTouHeHHoe 89.9



TAKTHUKA OBCNEONOBAHWNSA TTALUMEHTOB
¢ TTIOAO3PEHHMEM HA UMMYHOLOAEENLIAT

KIMHUKO-AHAMHECTUYECKUE NMPU3HAKHU
NNABOPATOPHBIE NMPU3HAKWU (remorpamma)

HAIPABJIEHNA K KITIUHUYECKOMY UMMYHOIJIOI'Y
U HeyTOYHEeHHbIN - D84.9 MO MKbB-10

KOHCYJIbTALUUA KITMHWYECKOIO UMMYHOIOTA

UMMYHOTEPAIUA



TTEPBUYHBIN UMMYHOLOETULIMT
N3MEHEHNA MMMYHOTPAMMbBI

26

B Cruxerue B4, ¢4

B gucummyrornofyn
MHE Mg

U ¥umervwernue €D3,
€b4

KombiuHisporartbie




