MMMy'Hl-fou



OCHOBHblE (PYHKLW
MMMYHHOW CUCTEMBI

» 3alUMTa OT YYy)KEPOOHOIo aHTUreHa
* IMMYyHOMorm4eckmm Hagsop
* Perynauua



®AKTOPbI HECNELM®UYECKOU 3ALLUNTDI

* MEPBAA JIMHNA 3ALLNTHI

MexaHu4yeckue bapbepbl

— KOXHbl€ MOKPOBbI

— CNN3NCTble 000N0YKKN (CNnU3b, MyKOLMIMAPHBIN TPAHCMNOPT, CMbIBAHWE CIHOHOW,
CITE3HOWN XXUOKOCTbLIO)

PuU3nko-xummn4yeckme n obuonornvyeckue hakropol

— Koxa (noToBble 1 canbHble Xenesbl — 4 pH, 6bakTrepuunaHblie BeLeCcTBa)

— cnuanctole (HCI B xxenyake, 6bakTrepmuuaHble BELLECTBA B CEKPETE KINETOK)

— nerkme (cypdoakTaHT)

— BepxHue otaensl XKKT (crntoHHbIe Xernesbl, TuouuaHaTsl, sIgA)

— HxHKUe otaenbl XKT (kenyb (Ken4dHble KUCNOTbI), HopMarbHas MuKkpodonopa
(TOKCUYHbIE HU3KOMOSEKYSISIPHbIE XXUPHbIE KUCOTbI)

* BTOPAA JIMHNA SALLNTHI

[Mctorematnyeckne 6apbepb| — FSE OB, IT1b .
daroyuThbl MoH OOQ ‘ HeﬁTpod)vm Jo3uHocun
BocnaneHue
KomnnemeHT
NHTepdepoHbl (a-NHP (nerkouutbl), B-NHD (pmnbpobnacTsl),
V-NHO (T-numdoountbl, NK-knetku, makpodbaru (?))

— aHTMBUPYCHas PyHKUUS (YrHeTeHMe TpaHcnsaunm sBupycHon MPHK)

— NPOTMBOOMYyX0orieBas

— UMMYHOMOAYNUpPYoLLas

— paguonpoTeKTUBHas

444 o
NK v apyrve. "%4 Tpom6ouunTbI Basocun °o° TK



OCOBEHHOCTbIO MMcToreMaTu4eckoro dbapbepa sIBNSIETCA €ro
n3dbumpartenbHas  (CenektueBHasl)  MPOHULAEMOCTb,  T.e.
CNOCOBHOCTb MponyckaTb OAHM BELWECTBA W 3a4epKuBaTb

apyrue.

rematosHuedanuyeckun  bapbep  (Mexgy  KpoBbHO U
LeHTpanbHOW HepPBHOU CUCTEMOW),

remaTtoodpTanbMmyeckun  Gapbep  (MeXxay — KPOBblO U
BHYTPUIMa3HOW XNOKOCTbIO),

remaTtofiabupuHTHbLIN Dapbep (Mexay KPoBb U 3HOONMMMAION
nabupuHTa),

bapbep MeXxay KPOBbIO M MOSIOBLIMU XKene3amu.

rmcrorematnyecknum bapbepam OTHOCAT Takke 6bapbepsbl
MeXOy  KPOBbO M XUOKMMW  cpegaMu  opraHmsma
(uepebpocnuHanbHOU XUAKOCTbO, NMMEON, nnesBparibHON U
CUHOBMANIbHON  XUAOKOCTSAMW) —  reMaToOSIMKBOPHbIMU,
remaTonumdaTnyeckuu, remaTtonrieBpasnibHbIU,
reMmaToCUHOBMaNbHbIN Oapbepbl



Ba3zanbHas
MeMOpaHa

-HenpoHuuae
Mbl€ KOHTaKTbl

ro— et

AHOoTenmo-

OTpocTKM

acTpouuToB




BelyecTBa, npoHukKarwLiue
yepe3 '9b

AMWHOKUCIOTbI N OpraHNYeCcKne KNCNoThl
[ ntoKo3a

buoreHHble aMUHbI

[lpeawecTBEHHUKN HYKITeOoTUO0B
[lenTuabl, NPOTENHbI U NMUMNONPOTENHDI
CTtepoungHble u TUpeonaHbI€ TOPMOHbI
ButaMmuHbl, MUKPO3SIEMEHTbI

[MpenapaTbl Ang xmMmmoTepanuu,
aAHTUOUOTUKN



BellecTBa, B HOpMe He
npoHukKarwlLwme yepes '9b

 BbICOKOMOEKYynApHbIe Deriku

* TOKCUHBI

e AHTUTENa

e MOHOAMUHbI (HEMPOTPAHCMUTTEPDI)



OpraHbl UMMYHHOU CUCTEMDbI

LleHTparnbHbIe — KOCTHbIN MO3T, TUMYC
Nepudepnyeckue —

l. JinmdpaTnyeckue y3anbl, numcpatuiecKkme npPoToKMu,

N

ceJie3eHKa

IlnumdponagHaa TkaHb, accouunpoBaHHas co
CINTIU3UCTbIMU 00ONI0YKaMM, KOTOpas pacnorsioXkeHa Ha
S YPOBHSX:

I-ll ypoBHU— eBCcTaxueBa Tpyba u HOCOrnoTKa

. BpOoHXU1 U rpyAHbIe Xerne3bl (Y XXeHLLNH)
. BepxHue otgenbl XKT (numdonagHana TKkaHb

Xenyaka, nenepoBbl ONALWKN TOHKOWU KULLKW)

. HnxxHne otaensl XKKT (anneHAUKC, conuTapHble

chonnuKkynbl TONCTON KULWIKU) U NMMdonaHaa TKaHb
MO4Y€ernosyioBOU CUCTEMbI

lll. lumcbounpgHana TkaHb, accoUuMMpoBaHHasA C KOXeun



Monekynbl HLA Il, npenmyuiecTBeHHO pacnonoXeHHble Ha
OEHOPUTHbIX KINeTkax, Makpodoarax n B-numdounTax,
NPE3eHTUPYIOT 3K30reHHble AlT T-xennepam (rymoparbHbIn
NMMMYHUTET)

Antigen-
presenting

Microbe

0 A fragment of
foreign protein
(antigen) inside the
cell associates with
an MHC molecule
and is transported
to the cell surface.

Antigen
fragment

Class Il MHC
lecule

eThe combination of \/ T cell
MHC molecule and receptor
antigen is recognized
by a T cell, alerting it
to the infection.

Helper T cell
(b)






OHOOreHHbIe, Unu BHYTPUKINETOYHO pacnoJioXXeHHble, Al

MUKPOOHOro NPoucCxXoXxaeHus 3arpyxatoTcs Ha
monekynbl HLA |, (nyTb, onocpeayembin HLAI) ans
npencraBrieHUsA LUUTOTOKCUYeCKUM T-numdouunTtam

(KNeToYHbI UMMYHUTET)

Infected cell ~—

A fragment of
‘ ‘ @foreign protein
(antigen) inside the

Antigen
fragment\' ﬂ cell associates with
an MHC molecule

and is transported
Class | MHC
molecule \ /

to the cell surface.
T cell 9 The combination of
" MHC molecule and
antigen is recognized
by a T cell, alerting it
to the infection.

Figure 43.9a (a) Cytotoxm T cell

- S



TUMNMOBbIE HAPYLLUEHWUA
UMMYHOJTIOMTMYECKOU PEAKTUBHOCTW

- HegocTtaToO4HOCTL MMMYHHOIO OTBETA
(MMMYyHOOEUUNTHI)

- uneppeakTMBHOCTb MMMYHHOIO OTBETA

-NPOTUB COOCTBEHHbIX aHTUTEHOB
(ayTOMMMYHHble 3aboneBaHuns)

- MPOTUB YY>XEPOAHbIX aHTUIEHOB (peaKkuum
rMNepyyBCTBUTENBHOCTW)



WMMYHOLOLEPULIMTHDIE
COCTOAHUA

o [ledpnunT KNneTok UMMYHHOWU CUCTEMBI U / NNK
HapyLleHne nx yHKLnH,
COMPOBOXAALWNNACA CHUXKEHNEM
9PPEKTUBHOCTU UHAKTUBALIUN, OECTPYKUNU U
ANMMUHaALNUN aHTUTEHOB



nac

B

BospacTHble u MNMepBuuHbie U4 Btopuunbie UWC
¢dmnsnonornyeckume (BpoXXAEHHbIN (BcnepctBMe
(HOBOPOXAEHHbIX, reHeTU4eckumn BO3OEeNCTBUSA Ha

npu cTapeHun, y nedexkt UC) HopmMmanbHyo AC
6epeMeHHbIX) NaTOreHHbIX
c¢dakTopoB)
UacC
Cneumnduryeckme \
Hecneuundunyeckue
/ \ charoumTapHas Hea-Thb
B-KneTouHLIe T-KneTouYHbIe HepocTtaToO4HOCTb
CUCTEMbI KOMMJIEMEHTA

e

CmMewaHHble

(koMOMHMpPOBaHHbIE)




= [ledrumnTbl OTAE/IbHbIX KOMMOHEHTOB, HapyLUAKLWWME KACKa.

= Nedpuuunt nHrnoutopa C1 - HacrnedOcmeeHHasi namorioaus,
KITUHUYEeCKU nposiensouwascsa uouonamud4yeckum
aHa2UuoHe8pPoMMU4YeCKUM OMeKOM.

M30bITOYHAA dKTUBaALUMA KOMIJIEMEHTA

/ \

pacxofoBaHue NPOAYKTbl AHMMOHEBPOTUYECKUM OTEK
KOMMOHEHTOB aKThUBaLUMK
paclUMpeHne BEH
. TNy6oKUX CnoeBs
‘ AEPMbl
UX
BTN NoBbILUEHUNE

—  COCYAMCTOM
MPOHULIAEMOCTM




HapyLweHua garoumtosa

. HapymeHMe noaABUXHOCTUN N XEMOTaKCUCa
rpaHysnoumMToOB

. HapyweHue agreamBHbIX CBOUCTB
(oncoHusauun),

. HapywieHne BHYTpUKNeTO4YHOro npouecca
nepepaboOTKM aHTUreHa

. HapyuweHune npoueccoB nepeBapmnBaHus
(He3aBepLUEeHHOCTb (harounTo3a).

. CHMXXeHue npoayKuun UnNm yCKOPEeHHbIN
pacnag rpaHynouuToB



BpoXxaeHHbIN arpaHynounTo3 - CUHOPOM
KocTmaHHa

[IpuYUHbI: omcymcmeue Ha MUEeTIOUOHbIX KrilemkKax
peuenmopa K G-CSF; HapyweHue cuaHarbHbIX

nymeu G CSF.
% ¢

il [IposassieHuUA:
i MAKE/Ible U 4acmo
v ) HapylueHue cMepmeJibHble
) anddepeHLpOoBKH UHEeKyUU KOXHbIX
MUENOLMT B FPaHY/IOLUTDI NOKPOBo8 U

dbixame/ibHbIX nymel ¢
arpaHyJ/ioLmTo3 nepso20 MecAya *Ku3Hu



CuHgpom Yeanaka-Xaracu
[ IDUYUHBI:

Mymauus 2eHa LYST, kodupyrowe2o 6eriok, Komopbil omeedyaem 3a CriusiHuUe
ga2ocomMbl U JIU30COMbI

oucgyHKUUS MUKpompyboyeKk — HapyweHue rnoosuxxHocmu

B knemkax netikoyumapHo20 psda u
‘e MHO2UX Opya2uX HakanJausarmcs
KPYNHble 2paHy/ibl.

3
Et

e
.

1

&
» [IpoAasieHuA:
P S i \ -

* MAKe/ble pPeKKYpPeHMHbIe 2HOUHbIe
UHgeKkyuu,

napyuasbHbIl a1b6UHU3M,

npozpeccupyow,aa Heliponamus,

CKJIOHHOCMb K KDOBOMEYeHUSAM,

JumgponpoaugpepamusHbili CUHOPOM



A. KpoBb 3400p0BOro yenoseka
B. KpoBb 6onbHOro ¢ cuHgpomom Yeguaka-Xuracu (JleMkoumTt ¢ KpynHbIMuU
rpaHyniamMmu BOKpyr sgpa)



HapyLueHune kncnopon-3aBMCcMMOro

KUNNWHra. XpoHnyeckaga rpaHyrnemMaTto3Has
bornesHb (XI'b)

[lpud4uHa: Mmymayuu pasiuyHbIX
anemeHmos HA/A®H-okcudasHo2o

02 e KoMnJiekca u, Kaxk cneacmsue,
| HapyuweHue npodyKyuu A®OK.
fedeaecaeeaaeaaeaes Ng?(‘l};mm\(\\\m 2 —
Wmmm&\ Nox4 .

> s paeoyumos He3asepueHHbIU.
NADP* XapakmepHo XpoHu4ecKoe
2paHyJsieMamo3Hoe socnaJsieHue.

Candida;
rHoepogHas gaopa

[edununt mmenonepokcuaasbl



XpoHunyeckas
rpaHynemMaTto3Has
bone3Hb

A — XpoHun4yeckoe
BOCNasrieHMe Kpbifa Hoca

B — rpaHynema Ha wee

C — Tsaxenbin TMHINBUT




T-K/1emoYHble

B-knemoyHsie

B-1mmbounts T-aumpounTsl

A b 7’
r L) s
ot 3
e 29
? BN
/ Anruren

- @ HeZ0CTaTOYHOCTD
HegocTaTok Ig /N /N KNE€TOYHOrOo
@ ® @ ® | mmyHuTeTa
/\ /N FN F\ y

®09 ©900 ©O

1 BoCnpuuM4yusoCmsb K
BUPYCHbIM, 2pUBKOBbLIM U
6akmepuasibHbIM
UHeKyuam

1 BOChpuuM4uBoCmMb K
6akmepuasibHbIM
UHpeKyuam

TAaxensble
KOMOUHUPOBAHHbIE

AnmmdounTos

Hepoctato4yHOCTb
060MX 3BEHbEB

1 BOCNPUUMYUBOCMb K
BUPYCHbIM, 2pUGKOBbLIM U
6akmepuasibHbIM
UHPeKyuam



CenekTuBHbIN aedpumunt IgA

Haubornee yacmbil nep8uyHbIt umMmMmyHoleguuyum (4yacmoma 1:500)

Bo3MOoXXHbIE rmpuUYUHbI;

* mymauus 8 ydacmke [HK, kooupyrowem msxesrnyro uernb a-muria
usnu 8 ydacmeke, peaynupyrouwemMm cuHme3s msixesbix yereu.

* Hedocmamok Kocmumyriayuu usid yumoKUuHOS.

[IposernieHUss: omumal, CUHycumsl, 6poHXumMsl, NHe8MoHus. [1po2HOo3
briacorpusmHbil. JKeripeccuss gpeHomuna eapuaberibHa,
3aboriesaHue Moxem ripomekams ripakmu4vecku 6eccumnmomMHO.

! [Nosbituaemcs puck aymoumMmyHHO20 rpouecca.




X-cuenneHHas arammarnobynmHemust (bonesHb bpyToHa)

S perphery

Xq21 . Al
(OnuHHOe nsieyo ’ L \\.\ ( ‘/’
X-XpOMOCOMbI) E=— D — IO 4{
e H

Nature Reviews Immunology, 2005

[Ipu4uHa: depuyum mupo3uHKUHa3sl bpymoHa,
Heob6xodumou 05 popMmuposaHus Al -pacno-
3Harwux peyenmopos B-aumgpoyumos (mlg).
CuMnmomMmbl BO3HUKarOmM y MaJib4UKo8 Ha 9-12
MeCAayax »Xu3Hu, kozda 8 op2aHusme pebeHka
ucyazaem mamepuHckuu 19G.

Taxenble 2HoUHbIe UHPeKyuu: nuodepmMus,
apmpum, MeHuHaum u op.




X-cuenneHHas
araMmmMmmarnooynmHemumsa —
bone3Hb bpyToHa

‘-

4 years old boy
Failure to thrive
Recurrent pneumonia
Arthritis



bone3Hb bpymoHa: Haubosee pacriocmpaHeHHbIe

UHgeKkyuu

7t

3
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- ._\,’A ,'-.:;)'
Pneumococus -
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et




UcTopua bonesHu

B nepuvopg ot 3 oo 6 neT — NnHEBMOHUMU
HEeCKOJIbKO pa3 B roa.




UcTopua bonesHu

6 neT — OPOHXO3KTaTUTHYECKanA
bone3Hb. BpoHX03KTa3bl B FIeBOM
JNIerKom.

[OABYXCTOPOHHUU FTHOUHbLIU 3HOO0OPOHXMT,
Bo30yaAuTenb — Moraxella.
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UcTopua bonesHu

5, 7, 8 MHOXXeCTBeHHble abcLecchl.
Bo30yauTtenb- Staph.aureus.




UcTopua bonesHu

6 NeT— MOHoapPTpPUT
7 nNeT —NofnuapTpurT.




Cungpom Oun xopoxm

Ambpuonamus, obycrioerieHHas
HecbariaHcupoeaHHOU
mpaHcriokayueu unu odeneuyueu

ydacmka 22 xpomocomel (22q11.2)

22q11.2 deletion

-

/

Normal 22

n306paykeHune, NoJlyYeHHOE METOAO0M
rmopuansaumu in situ 1 paopecueHumm.
JIOKYC 22q11.2 MeeT KpaCcHoe CBeYeHue.

HapyweHue smbpuozeHe3a 3-4

XXabepHbIX KAPpMAaHOB8:
ansa3usa mumyca;
omcymcmaue napaujumosuoHbIX
XKeses;
HapyweHue opmMuposaHus
Jluyeso20 ckesema;
NOPOKU aopmel.

Third pharyngeal
pouch

Parathyroid Ill —&=—;
(inferior

parathyroid) /%,) §
Thymus I g
: / N Fourth pharyngeal
Parathyroid IV _f -

: pouch
(superior
parathyroid)

. Ultimobranchial
g?/" body
Thymus IV w/
(inconstant)



CuHapom [un [xopaxu

= [IposierieHuUsi co CMopoOHbI UMMYHHOU cUCMeMbI.
3,\:2:;11”:622%:2:: CHIKEHNE CTPaZiaeT KaKk KNETOUHbIN,
VETEEE nonynaumm =b TaK 1 ryMopasbHbIN
P T-numdoumTos MMMYHHbIM OTBET

pa3suTue T-KneTtokK

1 YYBCTBMTEJ/IbHOCTb K BUPYCHBIM,
FPUOKOBbLIM MHMEKUMAM U
HEeKOTOpbIM 6aKTepuaibHbIM
MHPEKUMAM
ObbI4HO boribHbIE YyMUparom
8 paHHeM go3pacme om

UHGEKUUOHHbIX 3aboreeaHud,
cepdeyHol HedocmamoyHocmu




Toxoplasmosis - Brain




Anorectal Herpes simplex




CuHapom Hesenoda

* U30siupoeaHHas arnaslus mumyca
* murn Hacrie0o8aHUs. aymoCcOMHO-peuecu8HbIU

* cmpadaem u yHKUUS B-Kriemok, m.K. OHU He rosiydarom
cmumynsayuu om Tx,, ecriedcmeue Y4eeo 0aHHbIU CUHOPOM
MOXXem bbimb OMHECEH K MSXKeribiIM KOMOUHUPO8aHHbIM
uMMyHooegpuuumam

* 8bICOKUU puUCK pazsumusi bakmepuaribHo20 cericuca,
ornyxorsneu
* [108bIlWEHA Yy8cmaeumesibHoCMb K 8UPYCHbIM,
2puUbKo8bIM UHOEKUUSIM.



BTopuiyHble UMMYHOOE(PULUTDI

» OOycnoBneHbl KONUYECTBEHHLIM U
Ka4yeCTBEHHbIM ronofdaHueEM,
9HOOKpUHONATUAMMU, MOTEPEN
MMMYHOKOMMETEHTHbIX KIETOK U MOSEKYI
npu TpaBMax, KPOBOTEYEHUAX, yTpaTe
OpraHoB MMMYHHOW CUCTEMBbI,

BO34EeNCTBMEM NOHU3UPYIOLLEN paanaumu,
MHpekunamm (BUY)






Candida albicans




Chronic Herpes Simplex




Capkoma Kanowwn



JlabopaTopHble TeCcTbl | YPOBHSA:

1. OnpepeneHue yaenbHoro Beca (%) u
abcontTHoro konuyecrtsa T-numdountoB (CD3);
%.Z)Onpe.qenel-me konuyectBa B-numdounton (CD20,
3. OnpepeneHue nokasareneun aroumtosa

- paroyunTapHas akTUBHOCTb UJIN NMPOLEHT
darounTUpyrownx HemtTpodunnos

- harounTapHoe YUCro — cpegHee YUCII0 MUKPOOOB
(vnun Tect-yactuu) B 1 harouunTe;

4. OnpegeneHne coaepXXaHna UMMYHOrnooynmMHoB
OCHOBHBbIX Knaccos (IgM, IgG, IgA).



JlabopaTopHble TecTbl |l ypoBHSA:

1. OnpepeneHue cyononynauun T-numcpountoB: T-xennepol
(CD4), T-uutoTtokcuuyeckue (CD8);
2. OnpeneHue (pyHKUNOHANbHOU aKTUBHOCTU NMMdpOLUTOB — B
peakuumn onactHon TpaHcchopmaumm Ha OIA, KoHA;
3. OnpeaeneHne ULMTOKUHOB: NpoBocnanutenbHbix (U1,
PHO-a, UN-5, UJ1-6, UJ1-12, NDH), npoTuBOBOCNanNUTeNbHbIX
(un-4, Un-10, UN-13, TOP-B), Th1 (T-xennepos | Tuna) — UJ-2,
UDH-y, Th2 (T-xennepos Il Tnna) — UI-4, AJ1-10;
4. OnpepeneHne KOMMOHEHTOB CUCTEMbl KOMMNEMEHTa;
5. OnpepeneHne KNCNopoa3aBUCUMBIX U
KMCnopoaHe3aBUCUMbIX MEXaHU3MOB OaKTepuLuaHOCTHU
HenTpodgunoB n makpodaros;
6. UccnepoBaHue cekpeTtopHou pyHKUUN MaKpodaros;
7. BHyTpUKOXXHasi npoba ¢ Ty6epKynMHOM AJ1A OLeHKU
COCTOSAHUA T-KINeTo4YHOro UMMYHUTETA;
8. OnpepeneHue cneuncpnvecKUxXx aHTUTEN, LUPKYITUPYHOLLNX
MMMYHHbIX KOMMNEKCOB.
9. OnpepeneHne mapkepoB akTUBaLUMN UMMYHOKOMMETEHTHbIX
KJ1eTOK.




OoOLwme NnpMHUNNbI KOppPEeKuumn
nmmyHogaedpuumnTtoB (1):

1. Xumuotepanuga u npodunakrmka. O6bI4YHO peKoMmeHAYoT
BbICOKME A03bl aHTUOUMOTUKOB Y3KOro CrnekTpa AeucTBuUS.
Bonpoc 06 nMMyHM3auumn octaeTcsl OTKPbITbIM. [Mpu
HapyLeHUsX KIeToO4YHOro MMMyHUTEeTa adbCOSIIOTHO
UCKJITIO4YaeTCAa UCNOoSib30OBaHMe XXUBbIX BaKLUH, TaK KakK 3TO
MOXEeT NPUBECTU K reHepariusaoBaHHbIM npoueccam.

2. 3amecTuTenbHaa Tepanuvsa. NepennBaHue Kposu npu T-
KNIeTOYHOM U KOMOUHMPOBaAHHOM MMMYyHoaeduuuTe
CBA3aHO C Yrpo30M peakuum «TpaHCnJlaHTaT NpoTuB
xo3sinHa». Hanbonee 6e3onacHo nepenMBaHue cBeXxeun
KPOBU, KOTOPYIO NpeaBapuTenibHO obny4aroT Ansa
nogaBneHUs aHTUreHHbIX CBOMCTB NMM(pOLUTOB.
3aMecTUTesIbHasA Teparnusa — 3To CNOCcob fie4YeHUus rmno- n
aucrammarnoobynmHemun. Ucnonb3yrotca opuuymnarnbHble
npenapaTtbl UMMYHOINIOOYNIMHOB — NEHTOrNOOMH, OKTaram,
MMMYHOINMOOYNMH YenoBeka, LUMTOTEK U apyrue.




OOLwue NpPpUHLUUNBI KOPPEKLNN
nmmyHoaedpmunToB (2):

e 3. TpaHcnnaHTauusa BUIIOYKOBOM Xene3bl U MPUMEHEeHUe
npenapaToB, NOJSIY4YEeHHbIX U3 Hee (TUManuH, TUMOTIEH).
PekomeHAayeTca ncnonb3oBaTb TUMYC 3MOPUOHA, He
pocturwero 14 Hegenb, T.e. 40 NPNOOpPETEHNA UM
UMMYHOJIOrM4YE€CKOU TOJIepaHTHOCTU. P PeKTUBHOMN
OKa3blBaeTcsl nepecaaka KOCTHOro mo3ara. lJuckytupyercs
BOMPOC O MPUMEHEHUU CTBONMOBLIX KNETOK.

4. BBeaeHve npenaparoB, NOAyYeHHbIX U3 NMMAONAHON TKaHMU.
Ucnonb3yeTtca dpakTop nepeHoca (TpaHcdep-dakTop) —
3KCTpaKT u3 numdountoB nepudepmnyeckon Kposu goHopa. C
NMOMOLLbLIO €ro yaaeTcst CTUMyNuUpoBaTb T-KINeTOYHbIN
UMMYHUTET, YCUITMBaA CUHTE3 UHTEPrieMKMHa-2, NPoAYKLUIO
raMmma-uHTepdepoHa, NoBbIWAaTb aKTUBHOCTb Kunnepos. Mpwu
B-KneTouyHbIX MMMYyHOAeULUMTAX UCNOSbL3YOT MUENonua,
(npenapaT KOCTHO-MO3roBoro nnpouncxoxapeHus). NMNpu Taxxenom
KOMOUHUPOBAHHOM MMMYHoAedununTe OObIYHO COYeTaroT
BBeaeHue dakTtopa nepeHoca c nepecagkou BUITOYKOBOU
Xenesbl.
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CBA3b UMMYHOO4EMULNTOB C
ayTOMMMYHHbIMW 3ab0neBaHnAMN

UmmyHoaedmumut AU 3aboneBaHue
ArammarnobynmHemus ApTpuUt
Oedonuut IgA CKB, peBmaTongHbIN

aptput 1 ap. (8o 40%)

Cungpom Oun-Ixopoxu

TpombouunToneHma (oo
30%)

[ paHynemaTo3Hasi 6-Hb

bonesHb KpoHa (15%)

HapyLleHna komnnemeHTa

CKB n ap. (a0 80%)

C-m Buckott-Ongpuya

[emonunTnyeckasa aHemums
(0o 40%)




BUbl BONE3HEN (4%
MMMYHHOW AYTOATPECCUMN | <<~

B 3aBMCUMMOCTU OT CTAapPTOBOro 3BeHa

NnatToreHe3a.

- IMmmyHO3aBucuMbIe
- UMMyHOHe3aBUCUMbIE

B 3aBucMmMocCTH oT AOMUWHUPYOLWEero mexaHn3mMma.
- rymoparnbHble (B-kn)
Tnpeonaut Xacumoto, CKB
- T- kneTouHble ( T- KunNnepbl)
nonnmunosut, c. LLierpeHa
- rymoparnbHble U KINeTOYHble
HEKOTOpble BUAbl CKriepogepmMum, gepmMmartommosunTa

B 3aBMCMMOCTHU OT Yynucna NnopaxXeHHbIX OPraHoB.
- nonuopraHHblie BUA (cuctemHble , reHepann3oBaHHbIE)

CKB, cknepogepmusi, aHTudocponmunuaHbii CUHAPOM 1 Op.
- MOHOoOpraHHble BUA (opraHocneuudpuyeckue)

TnpeonagutT Xacnumorto, aHemuns AgamcoHa-bupmepa



MexaHuambl A3

* BbicBODOXOEHNE CEKBECTPUPOBAHHbBIX aHTUTEHOB
— Konnowug LK
— OcHoBHOM Benok MmenuHa
— XpycCTanuk rnasa

 Mogundukaumna aHTUreHoB
- Metungodba nsmeHsiet Pesyc Ar (remonutny. aHemms)
- lNpokanHamua nsmeHaet Ar ructoHoB (CKB)

* MonekynapHasa MUMUKpUA
— CTpenToKoKK — Ar KrianaHoB cepAua — peBMaTU4eCKUn SHOOKapanT
— Bwupyc nonvnomel — AHK, ructoHsbl — CKB
— Bupyc Kokcaku — gekapbokcunasa rnytam. K-Tbl NOKEN. Xenesbl —
Ccl-1
— Bupyc SnwtenHa-bapp — ocHoBHOU 6enok MmnennHa (pacc. cknepoas)



CTpenToKOKKMU rpynnbl A

obpa3sytot M-npoteunH
Pasy P AyTOMMMYHHOE

nopaxeHue
cepaua

At Kk M-npoTenHy mMoryT

cBA3bIBaTbCA C Ag

KFeToK cepaua
At-zaBucumoe nOBpe)K,quVIE
KnanaHoB cepAaua




MexaHunamel AU3 (2)

* [TonunknoHanbHasa akTnBauuns B-
NMMM@POLNTOB

* HapyLueHue perynaumm cynpeccopHbIX
krnetok (CD-1, CD4/CD25 knetkn)

« Jkcnpeccua MHC Il Ha comaTnyeckux
knetkax, unu B7 (nuranpa k CD-28)
(BUpycHasa nHagekuusa, Nil-12, y-No)



Tupeonaur XammmoTo: JECTPYKUUA IIUTOBUIHOHU KEJIE3bI

TI/IpCOI/II[-CHCI_II/I(I)I/I‘IGCKI/IMI/I AHTUTCJIIaMU
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Figure 11.10

CunucrteMmHa

KPACHAA4 BOAYAHKQO
(CKB)

XAPAOKTEPUIYETCH
HOAMYMEM AHTUTEA
npotne AHK, PHK,
TMCTOHOB
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' . arythematosus
8- Arthritss may vary widely
with the mdividual
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PaccesiHHbIU cKnepos3

AyTOMMMYHHOE noBpexaeHue
MUEnuHa c HapyLleHnem
npoBeAeHNs HePBHOIO
nMmnynbca







CuHapom LLerpena




KepaTOKOHBLIOHKTUBUT MNP
cuHgpome LlerpeHa




CucrtemHasa ckneponepmus
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