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[1oMMMYHHbIE MeXaHU3MbI

PevenTopsl

e PacTtBopuMble PRR (Pattern Recognition Receptors
) oOpa3 pacno3HarLwme peLenTopbl

1. LPB ( Lipopolysaccharide Binding Protein)
nunononucaxapuacBaA3biBalowWmumn 6enokx

2. MBL (Mannose Binding Lectin) cBA3bIiBalOLWUN MaHHO3Y
JNEeKTUH

3. CPB (C-peakTUBHbLIN OenoK)
4. Clq
5. BO® (6enku octpoun hasbl BocnaneHus)

e HepacTBopuMbIe Toll-noaoOHbIe peuenTopbl




Toll-peuenTop
]

TNFa, IL-1,6,8,12
Koctumynauma (CD-80,
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[loagrotoBka K aalTNBHOMY
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bYe P Lle HECNEUUAPUYHECKOU
PESUCTEHTHOCTHU
KoM6uHupoBaHH (BpoXXAEHHOro
ble mexem) \
®aroumTto KomnnemeH
3a Ta

Toll-
peuLenTopoB




[MepBUYHbIE UMMYHOAE(ULNTLI — FeHEeTUYECKUue

WnNu BpoXxaeHHble aedekTbl UMMYHHOW
CUCTEMbI.

. FYMOpaﬂbele UJIN aHTUTEJIbHbIE C NopPa*XeHnem

B-numdouunTtoB:

BonesHb bpyToHa ( X-cuenneHHaa arammarnobynmHemms )
Oedununtig A

[ednunt nogknaccos IgG

[Mnep-lgM cuHapom

« KneTouyHble UMMYyHOAEePUNLNTBLI C NOpaXXeHneMm T-

nmmogouunToB

Cungpom Ou — [xopoaxu

[Hedunuymnt CD4 KneTok

Hedunymnt CD7 KneTok

MHoO>XecTBeHHast He4OCTaTOYHOCTb LIUTOKMHOB
[ledbeKkT nepenayn curHana




. KOM6VIHVIpOBaHHbIe VIMMyHO.qe(bVILI,VITbI
Cungpom Buckotta —Ongpuya
ATakcusa TenieaHrnoakTosud (cuHgpom Jlyn-bap)
Tshkenast KOMOUHUpPOBaAHHAA UMMYHHast HE4OCTaTOMHOCTb
[edoununT ageHosnHaoesammHasbl
Oedonunt nypuHHyKneosnagocgopmnasbl
Oedpuumt monekyn 11 knacca MHC (cnHgpom nbicbix nuMdoumnToB)
PeTunkynapHaa gucreHesns
Heooctato4yHOCTL CUCTEMbBI KOMMIEMEHTA
[edekTbl paroymTosa
CunHgpom Yeaunak-Xuracu.




BTOPUYHbIE
MMMYHOLOEDOULINTDI

[ledpeKTbl NnnTaHug

NHdekymm

[ enbMWUHTO3bI

[TpoTenHypus npu 3abonieBaHUSIX NOYeEK
XpoHu4yeckasa novyeyHas HegoCTaTOYHOCTb
[Hnapeq

Ctpecc

OHOOKpUHONaTNM

INNekapcTBa ( rMIOKOKOPTUKOMObI, LUTOCTATUKW,
aHTUONOTUKN, UMMYHOAENPECCAHThI)

PagnoobrnyyeHmne




[lepBUYHbLbIE
MMMYHOAe (PULMTDI




[ymopanbHble
MMMYHOOEe(PULUNTDI




bone3Hb bpyToHa
(X-cuenneHHan

arammMarnooynmHemus)

* MyTauus reHa btk, y4acTBYyOLLEIO B CUHTE3E
MMMYHOINoBYyIMHOB U B CO3peBaHUN B-
NMM@OLNTOB

* JleyeHue:
AHTNOaKTepmanbHasa Tepanus
3aMecTuUTernbHoe BBeaeHMe |g,
TpaHcnnaHTauna KOCTHOro Mo3ra

TpaHcdeKkuna 3gopoBbIX reHOB — MeToA
reHoTepanun - BBegeHmne HopmasnbHbIX TeHOB B
CTBOJ10BbI€ KINETKU (B MepcrnekTuaee)




CenekTuBHbIN gedhnumnT IgA

» CBA3aH C noBpeXxaeHnem 18 XxpoMOCOMbl

[TponcxoauT HapyLleHne HopManbHOW
nocrnenoBaTenlbHOCTb CUHTE3a Ig
nnasmoumTamMmu

@ - ©></ @ AyTO
8A| AT

Kpome Toro obpasytotrcs aytoaHTUTENa K IgA

MoxeT npoTtekaTtb 6eCCMMNTOMHO, T. K. cOAepXXaHue
IgM 1 1gG B npeaenax HopMbl



CenekTuBHbIN aechbnumnT
noaKnaccoB IgG

* Hanboriee 4YacTo NPOUCXoanNT CHUXKEHNE
nogknacca lgGz, oowunn 1IgG npmn 3ToMm
OCTaeTcs B npeaernax Hopmbl.

[IpoTekaeT 6eccMMnTOMHO, MOXET He
HY>XJaTbCsl B NEYEHUNN




[[Mnep-lgM-ummyHogepbmnumnT

CBA3aH ¢ noBpexaeHmnem reHa CD40L
* [loBblLLIEHO cogepxXaHue IgM
* CHMXeHo coaepxaHue 1gG un IgA

[IpomncxoanT HapyLLleHne HopMarbHOW
nocneaoBaTeNibHOCTb CUHTE3A Ig

lgM lgG IgA

®<-@®—@®
Pa3BuBaeTcs apkas, Taxenas KnnHuka
nMMyHogeduumuTa.




TpaH3UTOpHaA
rmnorammMmarnooynmHemus
HOBOPOXAEHHbIX

Takoun ] MOXXHO cumTaTb QPU3NONOrMYECKUM

[lpnymHa — HegospesaHue T 1 B-numdounToB
pebeHKa

[lepBbie 3 MecC. Y HOBOPOXXOEHHOIO
doyHKUMOHMPYET IgG maTepu, ¢ 4 — 6 Mec.
HauyMHaEeTCH CUHTE3 CODCTBEHHLIX Ig U
PE3UCTEHTHOCTL NOBbLILLIAETCH

JTabopaTopHO CHWXKEHBbI BCe Knacchl Ig,
CHWXeHo konndecTteo T n B-numdoumntos




KoMmOHUpoBaHHbIE
MMMYHOOEe(ULUNTDbI




TsxenbIn KOMOUHNPOBAHHbLIN
nmmyHoaedpuuut (TKUO)

N\

X-cLUenneHHbIN TKWI c ayTocOMHO-
TKNO PeLEeCCUBHbLIM
HacrnegoBaHMEM




X-cuenneHHbin TKAL

» CBsI3aH c noBpexaeHnem reHa Xqi3

OTBETCTBEHHOIO 3a CUHTE3 PELIENTOPOB Ha
nmmadoumTax ans UHTepPNenkuHoB: IL-2, 4,
/7,9, 15, 21.

NTnmpounT ¢ fedPEeKTOM LIUTOKUHOBbBIX
peLenTopoB PYHKUMOHANMbHO HE aKTUBEH.

3abosieBaHne XxapakTepmnsyeTcsa paHHUM
Ha4vyanoMm, TSXKernbiM TEYEHMNEM,
rneTanbHOCTb NPU OTCYTCTBUN NEYEHUS
nocturaet 100%




TKWUL c ayTOCOMHO-
peLueCCUBHbLIM
HacregoBaHUeMm

« CBA3aH c AedumuUnTOoMm
ageHo3nHgesamunHasbl (ALA)

(mopaxeH reH 20g-13-ter)

B pe3yneraTte gedounuymta AJA
HaKannmmMBarTCca MeTabonnTbl (aOEeHO3VH),
BbI3blBatoLLME anonTo3 NMMJOoLNTOB.




Cunpgpom Jlyn-bapp
(aTakcuga-teneaHrmoaKkTasus)

(mMopaXkeH reH 11g-22-23, KOHTPONUPYHOLLUA
KNeToYHbIe MUTO3bl U CUHTE3 peLenTopoB Angd
MUTOMEHHbIX CUTHANOB)

B KnnHke uMMyHo4e@UUNT, MO3XKeYKOBas aTakCcus
N MHOTOMUCIEHHbIE TENEaHIMO3KTa3nn —
«COCYOMCTbIE 3BE3O0UYKN» B KOXE

TeNeaHIrMoJ3KTa3
Z1%




CuHapom Buckotta-Ongpuya

» CBsI3aH C NopaXeHNeM reHa KogmpytoLLero
rpynny WASP-6enkoB, obecrne4mBatoLLmx
CUHTE3 BHYTPUKITETOMHOIO akTUHa
(unTockenerta). B peaynbrate KNneTku
CTAHOBATCS HEYCTONYUBBIMU K
MeXaHN4YeCKOMY BO3OEUCTBUIO U TEPSAIOT
CNOCOBHOCTb K NepPEeaBUXXEHMUIO.

* B KNnnHKKe 3 cuHapoma:

- TpombouuToneHn4veckas nyprnypa
(QOMUHUPYOLLN CUHOPOM)

- JK3ema

- NmmyHOooedonuut (Takeno npoTtekatoLme
NHAQOEKLINN)




OOLwWwunn BapnadenbHbIN
MMMYyHoOOe(pUnT

CBA3aH ¢ noBpexaeHmnem reHa CD40L

* [lpoaBnaeTca Ha No3gHUX aTanax
OHTOreHes3a B 25— 30 net

* Bo3HunkaeT gucperynauna MMMYHHOW
CUCTEMBbI

JTabopaTopHO BbLISABMAETCS
OncrnobynnHeMuns;

oemuuunt B- n T-numdounToB;
Pe3KOo HapyLUeH LULMTOKMHOBLIN MPOMUIb.




KneTtouHble
MMMYyHoOePULUTDI




Cunapom Ou [xopaxu

* He HacneOCcTBEHHbLIV a BPOXAEHHLIN,
CBS13aHHbIN C HapyLLleHNEM SMOpUoreHesa
B MOMEHT 3aknagku Il u IV rmoToOYHbIX

KapMaHoB

 KnnuHnyeckune MNPOABJ1IEHUA:
OTcyTCTBUE TUMYCAa,
napalmMTOBUOHbIX XKENME3,
nmmMmdoneHuns, . gl
OedeKTbl NnuLeBoro vepen P -~
(«BaLLeHHbIN Yepen») |




HapyLleHus
Hecneundpuyeckon
PE3NCTEHTHOCTH



XpoHu4yeckKas rpaHynemMmaTo3Has
bonesHb

* [eHeTnyecknn gedpekt HALD-okcnaasbl, 4TO
NpuBOAUT K AePULNTY CynepoKcua-aHMoHa.
B pesynbsraTte goarounTos UAET, a
MWUKPOOpPraHn3mMbl BHYTPU dparocomMbl He

[lnarHocTtuka:

¢daroco HCT-TtecTt -
TECT BOCCTaHOBIEHUS
TeTpasonua cuHero. B

\
@ \ / HopMe B dharoLuTe OH
\

npeBpallaeTca B popmasaH

— KpaCHOIO LUBETa




CuHapom HYegunak-Xuracum

Jlnsocombl parouunTta He

CNOCOOHbI CrnnBaTbCA C Q
doarocomMou, CEKPET B HUX -\"
HakannmeaeTcd 1 obpasyoT @ -

c¢aroco

rMraHTcKme NMM3ocoMbl Oa

Kpome 3Toro ymeHbLUeHO KonndecTBo NK-KNETOK,
4YTO NMPUBOAUT K Pa3BUTUIO 3NTIOKAYECTBEHHbIX

onyxoreun, No3ToMy gaHHbIU CUHOPOM OTHOCUTCS
TaKke K «CeMeUHbIM pakam»




BpoXXaeHHbIN

aHr’MOHEeBPOTUYECKUN OTEK — OTEeK

O6ycnoeneH aeKIRPINKG -inh — nHrMbuTopa
CUCTEMbI KOMMNIIEMEHTA, B pe3ynbrarte

NPONCXoauT pasBuTUe oTeEKa, CBA3AHHOIO C
NaTonorM4eckon akTnBaumnemn Ty4YHbIX KNeTokK
KomrnoHeHTamun C3a, C™_ -

—




BTOopu4yHble
MMMYHoOAePULUT
bl




B[ npwu ctpecce

* [loBbilleHHasa BbipaboTka ' KC kak peakuusi Ha
cn;ecc

* CHMXeHne pa3MHOXEHNSA N CUHTe3a DerkoB
KOPTU30H-4YYBCTBUTENBbHbIX TIMM(POLINTOB

AHanorn4yHo pasBmBaeTCs

B[] kak ocnoXHeHne npu
nevyeHnn
[MTIIOKOKOPTUKOCTEPOMOAMMU




BWI1 kak ocnoxHeHue
MMMYHOCYMPECCUBHON Tepanuun

 [1ng nmmyHoCynpeccuBHOM Tepanuun
NPUMEHSAITCH LMTOCTaTUYECKNE
npenapartbl, NnogaBnArLWNE UMMYHHbIN
OTBET B pe3ynbrarte HapyLleHNS
Pa3MHOXEHUA, ANPPEPEHLIMPOBKN KIETOK.
[1aHHLIN BUA NeYeHna NpMMeEHSeTca npu
ayTOUMMYHHbIX U TSXXenbIX anneprnyeckux
3aboneBaHUsAX.




B/ y noXXunbix nogen

* Bo3MO)XHOE 0OBbACHEHME — «aMNnyTaLusa KITOHOB
NMM@OLIUTOBY» - UCTOLLIEHNE 3anacoB CTBOMNMOBLIX
KINEeTOK Npu MHOrOKpaTHOW akTMBaLKM KIoHa.
ICTOLLEHHbIN 3anac CTBOSOBLIX KNETOK HUKOoraa
He BOCCTaHaBIIMBAETCA.

B/ npu AnnTENbLHO U TAXENO

npoTeKkaroLmnx MHdEeKLMNAX
* ImMeeT aHanornyHoe oobsacHeHne




B/ npn oxkoroBon 60rne3nHu

» CBs13aH C MaccmMBHOW NoTepen bernka c
Nna3momn Yepes OXXKOroByH NOBEPXHOCTb

v

* [loTepsa nctouyHnka anga cmHTesa lg,
KOMMOHEHTOB KOMMrieMeHTa

» Kpome aToro npu oxorosov 60ne3Hu
NnpucoeguHAETCA CTPECCOBLIN MEXAaHN3M
passutna BUL




BV npn nyyeBoun 6onesHn

 loHnaunpytoLlas paguauus obnagaet

LMTOCTaTU4YECKUM BIIUAHUEM, B peadynbraTte
4yero K CUMNToMaMm fy4YeBoro nopaxeHus
npucoegmnHAeTca UMMYyHOOEULINT.




B npn ronogaHuu

* HeobxoanMoCTb NOCTOAHHOIO

Pa3MHOXEHNA UMMYHOKOMMETEHTHbIX
KNEeToK Aenaet MUMMYHHYH CUCTEMY
YA3BMMOW K aedpumunty 6ernkos n
BUTAMUNHOB.




B[ npn opedouunte ButammHa Biz u
doonneBoUn KNCIMOTb

 [laHHble BUTaMUHbI HeOOXoaNMbI A1
CUHTEe3a NYPUHOBbLIX OCHOBAHUU —
KOMMNOHEHTOB HYKNenHoBbIX KUCMoT — AHK
n PHK. INpn nx gpedomnynte ctpagator

MHTEHCMBHO NponudepupyoLme KNeTky,
TaKne Kak KNeTkn MUMMYHHOW CUCTEMBbI.



B[ npn oeduunTte xenesa

* /loH >kenes3a BxoauT B cocTaB depMeHTa
MaKpodbaroB MMerionepokcmnaasbl
Heobxoanmoro Ansg nm3nca
cdharounTMpPoOBaHHbLIX MUKPOOPraHM3MOB.




B[] nocne xupyprnyeckux
BMELLIATENLCTB

« XMpyprnyeckoe BMeLLaTENbCTBO MOXET
BbI3BaTb CTPECC N UMMYHOOEMNPECCUIO




BV npn bepemMmeHHOCTH

» ABngaetca PnU3nonormyecKkMm COCTOSHMNEM,
Heobxoaum Ang BbiHALLMBAHUS
YyXXepoaHoro ans bepemMeHHou no
aHTUreHHOMY COoCTaBy opraHu3ma nnoga.




Cnacnbo 3a BHMMaHue




