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op2aHU3MeHHbIU YPOBEHb:

NUMMyHoOnornyeckas TonepaHTHOCTb

COCTOSIHMEe apeaKTUBHOCTU B OTHOLLEHUM
onpenesieHHOro aHTUreHa,
MHAOYUMPOBAHHOE NpeaLecTBYOLWUM
KOHTAKTOM C 3TUM aHTUTE€HOM.



KIIeMOYHbIU YPOBEHb:

NUMMyHoOnornyeckas TonepaHTHOCTb

OTCYTCTBUE aKTUBALUUU JTIU MCbOLWITOB

(v npoaykumnm nmm 3adpPeKTOPHbLIX MOJIEKY)
npuv HanNnM4YnMm B AOCTYNMHOM UM

NnpocTpaHCcTBe cneundun4yecKoro aHTUreHa.
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®AKTOPbI, UMEIOLLUME 3HAYEHUE B
MHOYKUUN TONEPAHTHOCTHW

Ctagmn onddepeHuUnpoBKU NTMMAOLNTOB
B MOMEHT BCTPEYN C aHTUFEHOM

MecTo (canT) BCTpeUn
[Tpypoaa aHTUreHNPEe3eHTUPYOLLNX KIETOK

Konn4yecTtBo nMMAoLNTOB CMNOCOOHbIX
OTBETUTb Ha aHTUrEH

Mwukpocpea (3Kcnpeccust MOneKyr
KIeTO4YHOW aare3nmn, BrnsHme LMTOKUHOB U

ap.)



Ponb UT

N

[MpepynpexpeHue TonepaHTHOCTb K
BOocnanuTtenbHbIX COOCTBEHHbIM
peakuuun B oTBeT aHTUreHam
Ha 6e3BpeAHbIe opraHusma
aHTUreHbl
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MexaHu3MBbI TOJICPAHTHOCTH

Tumyc ana T KneTok
LleHTanbHasas KocTHbIN mo3r ans B kneTok

MexaHuU3M — KNnoHanbHas geneuus

B nrobom mecte opraHn3ma

Mepedepw Knetku — HauBHble T n B
- nmmdpouunTbl

Yyeckasi MexaHU3Mbl — aHeprus, anonTo3
(aeneuunsn, kneToyHas rubenb),
MMMYHHOE YKNOHEeHue
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Cell Injury:

- Deficiency of growth factors,
survival signals

- DNA damage, protein misfolding
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KOoCTHbIN MO3r

NMepudepuyeckune
TKaHu

TonepaHTHOCTb B-KneTtok

PacnosHaBaHue PacnosHaBaHue
BbICOKOABUAHBIX HM3KOaBUOHbIX
COGCTBEHHbIX aHTUreHOB ERRGTRRKHbIX aHTUIeHOB

HbIU

CobCTBEHH acnosHall suturen 5 o
bin ne r
aHTUreH cBoe B-
, KNeTKu
JKcrnpeccusi HOBbIX AMoONTO3 ”
reHHbIX PerMoHoOB
> CHWXXeHMe 3Kcnpeccum
peuenTopoB,
lene CUrHanbHbIN ONOK
PeanakTnpos — aHeprus
aHue (yaaneHwue
peujpTopOB
HepacnosHatowmecs AHeprus
B-KneTKku B-kneTtok



MUMMyHORnorm4yeckn npmBurierupoBaHHble
OpraHbil

BHyTpeHHAA Kamepa rnasa,
XpycTanuk

BOJIOCSIHbIE
donnukynbl

CeMEeHHUKUN



MMMyHOﬂOFquCKMe npuBuiernun

A bekTbl MecTo Mpupopaa MexaHu3MbI
AEeNCcTBUS

U3onauus MecTHoe | naccuBHasa | TkKaHeBoM Oapbep
OTcyTtcTBME
numdoToka

UMMyHO- mecTHoe | aktuBHasa |Heduumt AlK

cynpeccus Hannuyue
pacTBOPUMBIX U
KJIeTOYHbIX
CYNpPecCOPHbIX
¢daKkTopoB

MMMyHO- cuctemHoe | aktTuBHaa |CucTemHas

perynsaums TOJIEPAHTHOCTb

PerynatopHble T-
KNEeTKU




MmmyHonaTonorua

pasgern UMMYHOSTOrnmn, n3yyarLnm
MMMYHOMNaTOosIOrMm4ecKkme peakuum
N AMMYHOMNAaTONIOrM4YecKkue
3aboneBaHUA YeroBeka.



ANNOUMMYHHbIE
peakuuu

HapylweHus
WMMYHHOTIO
oTBeTa

— .

AYyTOMMMYHHbIE UMmMmyHOoOechuumnTt
3aboneBaHus bl




AyTOMMMYHHbIe 3aboneBaHuA

naTonorm4yeckKkue npoueccobl, B OCHOBe
KOTOpPbIX camonoanepXmBaroLnncs
MMMYHHbIN OTBET Ha COOCTBEHHbIE
aHTUreHbl OpraHM3mMa, YTo NPMUBOAMUT K
NOBpPEXOEHUIO KINeTOK,
3KCNpecCcUpyrLmnxX 3TM ayTOaAHTUIEHbI.



NU3BecTHO 1000 ayTOMMMyHHbLIX 3aboneBaHnNm
yauie 600neroT XeHLWUHbI

Oowwue yeptbl A3
B OCHOBE - UMMYHHbIE NMPOoLEeCChbI

nposiBfieHne 3aBUCUT OT nokanm3auun aytoAl
B opraHu3me

NPOSIBIIEHNE 3aBUCUT OT XapaKkTepa MMMYHHbIX
MEeXaHn3MOoB, npeobnagaroLwmx Npyu oTBETE Ha
ayTOaHTUIeH

MMEIOT 3aTSXKHOW XapaKkTep - NepcuUcTeHUms
ayToaHTUreHa



anI‘-IVIHbI Pa3BUTUA ayTOMMMYHHbLIX npoLueccoB

HapylweHue aytoTonepaHTHOCTHU

leHeTMYecKkana NpeapacnonoXXeHHOCTb

Akcnpeccusa HLA-DR Ha HeaHTUreHNPe3eHTUPYIOLMX KIeTKax

7~

Moaudgukaumsa aytoAll xumMmyeckumm BellecTtsBamMu U BUpycamm ]

A\

nOBpe)KD,EHVIe TKaHeBbIX 6apbepOB, N30JINPYHOLLUNX HEKOTOPDbIE TKaHU
OT KOHTAaKTa C UMMYHHbIMU KNnNeTKaMu

\

MUKPOOpPraHn3mMmamMum " KrietTkamMm Xo3sinHa

Pa3Butue nepekpecTHbIX peakuumn K Al, oGwmx mexay ]




HLA n ayTommmyHHble 3aboneBaHus

AyTOMMMYHHAA 60J1e3Hb HLA-tpenoTuN Puck 3aboneBanus
PeBmMaTouaHbIn apTpuT DR4, DR1 10-12%
CucTemHas KpacHaa Bofl4aHka B5, B8, DR3, DR2 2-12%
CuctemHan cknepogepmus DR5 2-10%
PaccesiHHbIn CKNepo3 A3, B7, BI8 DR3,DR4  2-12%
Taxenaa muwacTeHus DR3 —
BonezHb bexTepera B7, ®HO 90-95%
[epmaTtoMmosut DQB1 —
AYTOMMMYHHBIA renaTtut DR4, B8 8-13%
NHCYNMHO3aBUCUMBIN CaxapHbIi DR3, DR4, DRB1, 2-6%
aunabet ®HO, B8, B15

306 XawunmorTo DR3, DR5, A2 _—
CuHppom PeiTepa B27 36-49%
CuHppom bex4eta B51, DRw52 15%
CwvHppom Lllerpena Dw3 19%
AQOQUCOHOBA 60/E3Hb B8, Dw3 6-12%
TUpPOTOKCUKO3 B8, D3, DR5 3-4%
CuHppom KylimHra A1, A3 2-3%

[NepHMuMo3Haa aHemMus B7, DR5 3-5%



MexaHun3msbl pa3sutua AU3

L

| [ TpaBMa anneprus HapyLueHus
T™n |l B UMMYHHOWU
cucrteme
Y y
U3MeHeHune NnoBbILLEeHue KOMMJIEKCHbIN | | MOFIUKIIOH.
ayToAl NPOHULAeMOCTU UMMYHOreH aKTuBauus
(BUpYCHbIE) remMmaTu4yecKkux MUTOreHamu
GapbepoB _
\ paccTpomucTBO
NnepeKkpecTHOo PETynALNYN
pearnpyoLime
AHTUreHbI
(xpoHuueckue) CHUXeHMe yBenuyeHue
CynpeccopHOM MHC II
byHKLMM peuenTopoB




Ponb MHpEeKUMOHHbLIX areHTOB U pakTopoB
BHeLWHen cpeabl B pa3BUTUUN OCHOBHbIX AU3

3aboneBaHue

dPakTop

OcTpasa peBmMaTnyeckas nuxopagka,
peBMaTU3M,
NMOCTCTPENTOKOKKOBbLIN
rmomepyrnoHedpurt

B-remonuTnyeckue
CTPENTOKOKKU rpynnbi A

AyTOMMMYHHbIN TUpeOUaUT

Bbicokoe notpebneHune noaa

Anddy3HbIN TOKCUYECKNin 306

Yersinia enterocolica

CaxapHbin gnadet 1 Tnna

Coxakie rpynnbi B

CKB

Bupyc dnwrtenHa-bapp,
UHcoNAUunNA

AHKUNO3NPYOLWMNA CNOHOANNUT

Klebsiella pneumoniae

PeakTuBHbLIN apTpuUT

Chlamydia pneumoniae

PeBmaTomgHbIv apTpuUT

KypeHue



®opMbl ayTOMMMYHHbIX 3a00oneBaHUN

MexaHusm OpraHocneuuduyeckumne CucremHble
3aboneBaHus 3aboneBaHus
LINTOTOKCUYECKUN | NHCYITMHO3aBUCUMBbIW CaxapHbIN Het

T-KNneToyHbIN

anabeT, A3BEHHbIVN KONMUT

KnetouHbin TMpeoguT XalwmnMoTO, PpacCeAHHbIN | peBMaToOUaHbIN
(Th17/Th1- CKNnepos, BynbrapHas nysblpyartka, | apTpuT
3aBUCUMbIN) NepBUYHbIN DUNNMaPHLIA LMPPO3
'ymopanbHbIU TAXKENnas MMacTeHns, TOKCUYEeCKUN | CUCTEMHas
(Th2-3aBucumbin), | 306, ayTonmMmyHHas KpacHas
CBsI3aHHbIU C remosinTuyeckas aHemus, BOJNYaHKa,
ayToaHTUTenamm | TpoMbounToneHMYecKas nyprnypa |CUCTeMHas
CKriepogepmMus
CMewaHHbIU NN | MUKCceaema CUHOPOM
TOYHO He LLlerpeHa,
YCTaHOBIEHHbIN OepMaTtoMuosuT




Tepanua AU3

WpeanbHo - cneundpunyeckoe 61okMpoBaHue
HayanbHbIX 3TarMoB
ayTOMMMYHHOrO npotiecca

1. Perynauyunio metadbonmyeckmnx NnpoLeccoB B TKAHAX.
2. [logaBneHue BocnanutenbHON N UMMYHHOU
peakuun B TKaHAX U opraHax (HectepougHbie n
cTepougHble NPoTUBOBOCNAaNUTENbHLIE CPEeacTBa,
MMMYyHoAdenpeccaHThbl (LmnknocnopuH-A, FK-500).
3. 3ameHa nnasmbl (nrnasmogepes).



UmmyHopgedunumntol (MOC) -

HapyLleHUs UMMYHHOrO cTaTyca,
obycnoBneHHble aedeKToM O4HOro unu
HeCKONbKNX MeXaHU3MOB UMMYHHOIO
oTBeTa.



dusnonornyeckne MMMyHoaedpuLnTbI
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MmmyHopoepuuUThI

/\

[TlepuuHbIE Bropuunsie
(BpOXXKaeHHbIE) (HPI/IO6pe\TeHHble
JHJAOTeHHbIEe U
IenHeTnueckue
9K30TeHHbIe
AedeKTbI

dakTOopHI
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ryMOpajbHbI€ KJIE€TOYHbI KOMOHMHHPOBaHHBI
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[MepBUYHbIE UMMYHOAeduuUnTbI (MAL)

reHeTU4YeCKU geTepMUHUPOBaHHbIE
3aboneBaHusi, BO3HUKawoLWu e B

pe3ynbraTte pasfnuUyHbIX OedeKToB
MMMYHHOU CUCTEMDI.

KnnHun4yeckun 3Ha4YnMmas «rnosioMmKa» B VIMMyHHOljl

cucteme — pecdumunt/ancbanaHc —
KnnHn4yeckumn cuigpom (UAC)




World primary immunodeficiency week
23 - 29 April 2018 (bubble boy week

the prévalenc?é of PID
1 person per 10 000 population.




peuuausupyrowie MHPEKUMOHHbIE
nopa)eHusa (75-100%

/ ayTOMMMYyHHaA natosiorua

MpoaBneHuUn 3/10KayecTBeHHblie (B OCHOBHOM
MMmyHoaedULMUTA numbonponudbepaTusHoie)
HoBoobpasoBaHuA

\ J\

annepruyeckume npoasiaeHuA

U3MmeHeHUA CO CTOPOHDI IIMMC')OMAHI:IX “u
KPOBETBOPHDbLIX OpPraHoOB (l'MI"IO- unu

runepnnasua nimmdbarTuyeckux ysnos)



PeunguBupyrowme MHPEKLUOHHbIE

nopaxeHus
JTnonorus Nlokanu3auus
Knaccuyeckue natoreHbl  PecnupaTtopHbIn TpakT
OnNnNopTYHUCTUYECKME n JNOP-opraHbl
MUKPOOPraHU3MbI: PoToBas nonoctb
& Pneumocystis carinii, Koxa

[lnweBapuUTenbHbIN TPaKT
CenTtnuemusa (pexe)

# Candida,

@ Llumomeearnosupyc
# [epriecsupyc

@ Kpunmocnopuouu
@ mokKcorinasmMal



[MAL: cuctemaTtnka no Tuny gedekra

OedeKTbl
AT-obpasoBaHua (B-kn.)
NlnmcouutapHoe
( 3BEeHO T-kneTo4yHble gedeKTbl
(T-kn.)

<KOM6MHMpOBaHHbIe>
( Cuctema > AedekTb! (T-n B-kn.)

KOMMJIeMEeHTa

XeMOTaKCI/IC>

< darouuTtos C Anreaus )
<3H.E|,OL|,I/ITO3>




[MpuHunnbl nevyeHunsa NNQ

e 3aMecTUTEesIbHaA Tepanuns

- BBegeHne nmmyHornodynmHos
(npu B-knetouHbix NMAL,
Kpome cernektusHoro IgA-gedpuunta)

- [lepecagka kocTHoro moara npu TKUH
o [lpOTUBOMHMEKLUNOHHAA Tepanus
o [eHOTepanus



BTopnyHbie uMMyHOaeLUTLI

HapyLleHUsS UMMYHHOW 3aLUUTh
opraHn3ma BcneacTtBme OeUCTBUSA
HeHacneaCTBEHHbIX MHOYKTOPHbIX
doaKTopOB



dPaKTopbl, npuBoasawme K BU

MeTabonuyeckue
UHdeKUMOHHBIE: :
-BNY *
> TSHKenble
- TyOepkynes
CUCTEMHbIE
3aboneBaHusa
- pak
—>
XumMuyeckue:
AnuMeHTapHbIle
_ - UMMYHOTPOIMHLIE
nedpnunt:
TOKCUYECKMe
- benkos
BeLlecTBa,
- BUTaAMUHOB
- A0bl
- MMKPO3NEMEHTOB
JlekapCTBEHHbLIE: CTpecCc TpaBMa dusnyeckue:
-UMTOCTaATUKN - pagnauyus
- aHTUOUNOTUKU

-UMMYyHOOENpPeCCaHTbI



MexaHuambl passutua BUH

rmoenb KNETOK UMMYHHOW CUCTEMbI —
TOTarnbHas unm nduparenbHasa (Npn 4eENCTBUN
MOHN3NPYIOLLEN paanaLnm U LMTOTOKCUYECKUX
BELLECTB)

HapyLwweHne PyHKLUUN MMMYHOLIUTOB
(Mpy pocTe Onyxorun, XPOHNYECKNX NHDEKLMAX)

HecbOanaHcupoBaHHoOe npeobnagaHue
aKTUBHOCTW PEryNATOPHbLIX KIETOK U
CYMPECCOPHbIX paKTOPOB.



Pdopmbl BAH

NuayuupoBanHass BO3HUMKAET B pe3ynbraTte
BO30eNCTBUSA BHELUHUX MPUYNH, BbI3BABLLMX
ee NnosiBNeHune

CnmoHTaHHaA XapaKTepusyeTca OTCYTCTBUEM
ABHOW NPUYNHbI, Bbi3BaBLUEN HAPYyLUEHUE
MMMYHHOW PEeaKTUBHOCTMN.

[Ipunooperennas (CITHU).



BUAL no knuHn4yeckoun cpopme

AyTOMMMYHHas

Anneprunyeckas

MimmyHonponudepatnBHas

[TapaHeonnacTn4yeckas

HeunporeHHas

CmelwuaHHag




JleueHue BN

KoHcepBaTuBHOe nnevyeHune

. YCTpaHeHMe 3TNOSIOrM4YecKkoro gpakropa.
. AHTUMUKPOOHas Tepanus.

. 3aMeCcTuUTENnbHaa MMMYHOTEpanms.

. lNpodunnakTuka nHpunumposaHus.

. UmmyHoKoppurmpytroLasa Tepanug.

. [poTnBOpeUnamnBHas UMMYHOKOPPEKLMA U
MMMYHOpeabunuTauums.

o Ok, WODN -

JononHuTenbHasa Tepanus

1. JKCTpakopnoparbHas UMMyHOapMakoTepanms
(QUODT);

2. [Nnasmadepes;
3. MmmyHocopbuums
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