MWHNCTEPCTBO OBPA30OBAHUA N HAYKM POCCUMCKOW
SELNEPALINNA
denepanbHOEe rocygapcTBeHHoOe BloaKeTHOE 0bpasoBaTenbHOe
yypexaeHue BbicLero obpasoBaHus
«HyBalLLCKnn rocynapcTBeHHbIN YHUBepcUTeT numeHn U.H.
YnbgaHoBa»
(PIrbOY BO «YTI'Y nm. U.H. YnbssHoBa»)
dakynsTeT MEeANLMHCKNN
Kadeqpa knmHmn4yeckon MIMMYHOMOMMU 1 annepronornm

[lpe3eHTauuA Ha TeMy:
«AyTOMMMYHHbIEe 3aboneBaHusA»



CopepxaHue

* AyTOMMMYHHble 3aboneBaHns

* MexaHn3m pa3BuTnst ayTOMMMYHHbIX
3aboneBaHun

* AyTOTONEPAHTHOCTb
* OCcHOBHble Teopun passutna A3

* OCHOBHbI€ KNUHUYECKNE NPOABIEHNS MPU
A3

» OCHOBHbIE NPpUHUMNbLI AgnarHocTnkn AN3
* OCHOBHbIe NpUHLUKUNbI rnevenmns AN3



AYTOUMMYHHOE
3ABOJIEBAHUE

- 9TO O0ONeE3Hb UMMYHHOW CUCTEMBI,
oOycrioBneHHas TeM, YTO NoA, BIIUAHNEM
reHETUYECKN-00YCITIOBNEHHBLIX daKTOPOB N/UNu
doakTopOB BHELLHEWN cpeabl, yTpadnBaeTCs
TOJNIEPAHTHOCTb K aHTUreHamM COOCTBEHHOIO
opraHmn3ma, YTo BeOeT K pa3BUTUIO
MMMYHOONOCPEeOOBaHHbIX
opraHocneyn@unyeckmnx Unm CUCTEMHbIX
NaTosIoOrM4YecKknx NpoLeccos.

* A3 nopaxatoT 5-7% HacerneHus



MexaHn3M pa3BuUTnA
ayTOVMMYHHbIX 3a60/1eBaHNV

1. O6pa3oBaHVe ayTOAHTUTEN MPOTUB eCTECTBEHHbIX,
NePBNYHbLIX AHTUFEHOB — aHTUTEHOB VIMMYHOJIOTMYECKN
3a0apbepPHbIX TKAHEN.

2. ObpasoBaHVe ayToaHTUTeN NPOTUB NPYOBPETEHHbIX,
BTOPUYHbIX aHTUTeHOB, 06Pa3yHLLUUXCA MO BANAHUEM
NOBpPEeXAAtoLLEero BO34eNCTBUA Ha OpraHbl U TKaHW
NaTOreHHbIX GakTOPOB HENHPEKLMOHHOW 1
NHPEKLMOHHOW MPUPOAbI.

3. ObpasoBaHVe ayToaHTUTEN NMPOTUB NepeKkpecTHOo-
pearvpyroLmx Nan reTeporeHHbIX aHTUreHoB.

4. AYyTOMMMYHHble NOpaXeHs MOryT BO3HUKHYTb B
pe3ynbTaTe CPpbiBa MMMYHOOIrMNYECKOW TONEPAHTHOCTN K
COH6CTBEHHbLIM HEM3MEHEHHbBIM TKAHSM.



XapakTepucTtmka ayToMMMYHHbIX
3aboneBaHn(AN3):

e 1)B ocHoBe A3 nexxuT passntne MMMyHHbIX
npoLeccoB

e 2)[1posiBneHne A3 3aBUCUT OT OENCTBUA HA
ayTOaHTUreH criegayrowmx UMMYHHbIX MEXaHU3MOB:

a)peakymmn KneTo4yHoro Tuna (T-knetovyHas
LMTOTOKCUYHOCTb U Thl-MHAyUMpOBaHHOE
BOcnareHue); 6) peakumm rymopansHOro
MMMYHUTETA (ayToaHTUTENa, NpuBeKarLwme
KNEeTo4YHble N r'yMmoparnbHble pakTophbl)

e 3)AYTOMMMYHHbIV NpOLECC NMEET 3aTAXXHOU
XapakTep c npu3HakamMmu camonogaepxaHus

e 4)[lposaBNeHNEe ayTOMMMYHHOIO npoLiecca
onpenendeTrca nokannsaunen aytToaHTUreHoB B
opraHmame



«[MocTtynartbl Butebckoro» (1957r.), onpegensitoLime
npMHaaneXXHoCcTb 3aboneBaHnsa K ayTOUMMYHHOMY:

* 1. OBHapyXeHune ayToaHTuUTEnN.

* 2. BbiaBneHue n xapaktepuctuka
ayTOaHTUreHa, NPOTUB KOTOPOIo MOSIBIAKOTCS
ayToAT.

3. bones3Hb gomkHa ObITb cMOaeNnMpoBaHa C
MOMOLLIbIO aYyTOUMMMYHM3aLNN
aKcnepuMeHTanbHbIX XXUBOTHbIX.

* 4. [lomxHa bbITb AOKa3aHa BO3SMOXHOCTb
nepeHoca 6ones3Hn B gpyrom opraHnu3m c
nomoLlbio aytoAT n/mnm numdounToB OT
bornbHOM ocobw.



* AYTOUMMYHUTET pa3BNBAETCA B
pes3ynkraTte yTpaTbl ayTOTONEPaHTHOCTMW.
AyTOTOSIEPaHTHOCTbL — OTCYTCTBUE
PEaAKTUBHOCTU K ayTOaHTUreHaMm
OopraHmMama, 4To 1 onpenensieT
CMOCOOHOCTbL XWUTb B COrfnacum co CBOMMM
KneTkamu n TkaHammn. Knaccudpukaums
ayTOTONEPaAHTHOCTMN:

- LleHTpanbHas
* - [lepnpepunyeckas



LieHTpanbHaga TonepaHTHOCTb

He3penble ayTopeakTuBHble T- 1 B-numgounTsl
YHUYTOXAIOTCS UMM MHAKTUBUPYIOTCA B LLEHTPanbHbIX
NMMAQONOHbIX opraHax (TUMyc ans T-KNeTok N KOCTHbLIN
MO3r Ans B-KneTok):

e OTpuLATENbHAA cenekunen unu geneumns — 3To npouecc,
OoTBeYalrL N 3a ANMMUHaUNIO ayTopeaKTUBHbIX
nmMmaounToB 13 nyna T-kneTok (Hespenble NMMM@OoLUUTHI,
B3aMMoOeucTBys ¢ Ar B TUMyce, nNormbatoT no MexaHu3my
arnonTtosa)

* pedakTUpoBaHME peLenTopoB — B-KNeTku Ha4YnHarT
aKcnpeccunpoBaTb HOBbIE aHTUNEHHbIE PELENTOPHI,
Hecneunduyeckme ons ayToaHTUreHoB (eCrnu 3TOoro
npouecca He NPOUCXOaNT, ayTopeaKTUBHbIE KIeTKM
MMOHYT NyTEM anonTo3a)



[lepudoepunyeckas

TONEPAaHTHOCTb

MexaHn3mbl nogaBrneHnsa notTeHunanbsHo
ayTopeakTUBHbIX T- 1 B-kneTok B
nepngepnyecknx TKaHax

e AHEpruns — aTo annTenbHaa n HeobpaTtnmas
MHaKTUBaUMA YHKLUU NMMMAOLNTOB,
MHOYLMPOBaHHbLIX B3aUMOAENCTBMEM C ATT.

e CyrnpeccuBHOE AEUNCTBUNE PETYNATOPHBLIX T-
KNeTokK (T-cynpeccopoB) — npegoTBpallaeT
MMMYHHbIE peakLumn NPOTUB ayTOaHTUIEHOB.



OCHOBHbIE TEOPU PASBUNTINA
A3

e 1. CpbIB LeHTpanbHOW TONEPaAHTHOCTU K CBOEMY B
npouecce cenekumm

e 2.CpbIB nepudepnyeckon TonepaHTHOCTH
e 3. ledpekTHOCTb CD4+CD25+FoxP3+ Treg-KIMeTOK.

e 4, [lonnknoHanbHasa akTmBaums J'II/IMCbOLI,I/ITOB, B TOM
YUcre cynepaHTnreHamMmm.

e 5. Bbixoq 3abapbepHbIX aHTUTEHOB U3 TKAHEWN.

e 6. Teopuga aHTUreHHON MUMUKPUU (MHIPEKLIMOHHBLIW areHT
COAEPXUT NenTuabl, MUMUKPUPYIOLLME aHTUTEHbI
X03AMHa).

e 7. Heo-Al' (MogudunumpoBaHHOE «CBOEY).

e 8. Accoumayms ayToMMMYHHbIX 3aboneBaHui ¢ HLA
KomMnnekcoM. ([ eHeTndeckas npeapacnonoXeHHOCTb)



MIMMyHOnaToreHe3 ayTOMMMYHHbIX
3abonesaHnm

1. CpbIB LleHTpanbHOW TONEPAHTHOCTU K
CODOCTBEHHbLIM aHTUreHaM B pe3ynbraTte
HapyLEeHUA NPOLECCOB ANMMUHALIUK
ayToOarpeccuBHbIX KITOHOB B MpoLiecce
oTpuLaTeNbLHON Cenekumn B TUMyce

[ eHeTU4YeCcKkn AeTepMUHUPOBAHHbIE HAPYLLEHUS
oTpuuaTtenbHOW cenekyun :

e -MyTauuna reHa AIRE, OTBETCTBEHHOIO 3a
aKcnpeccuio opraHocneundunyeckmnx Al B
TUMYycCe

e - MyTaUUK, 3aTparnearoLlme reH Fas (CD95) nnum
pexe FaslL
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AYTOHMMYHHBIE MTPOLECCHI
CBI3aHHbIe ¢ MyTauuaMu reia AIRE
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OTtpuuarensHas OrcyTcrBue
cenexkuus oTpMUAaT. Cenexummn

SMUrpaumn KNOHOR Ha nepudepuio
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APECED - cuHOpoOM (Autoimmune
polyendocrinopathy, candidiasis, ectodermal
dystrophy)

e Xapaktepuayetca nonucneundunyeckmum
ayTOMMMYHHbIM NPOLECCOM, KOTOPLIN
nopaxaet NPenmMyLLECTBEHHO
napawunToBuaHbIE Xenes3bl U
HaAMNOYEeYHUKHN, a TaKKe OCTPOBKNA
nog)kenyano4YyHou Xenesbl (pasBmBaeTCH
aunaodeT Tuna l), LWWMTOBUAOHYIO XKEneay,
NosioBble opraHbl. HacTo conpoBOXOaeTcH
Pa3BUTUEM KaHOMNO03a. BbiaBNAOT Takke
nedeKTbl MOpdoreHesa nNpPon3BoaHbIX
9KTOAEPMBI.
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Hakonnenwe knetok deHoTuna

CD3 TCRap*CD8 B220*
(numdponponudepaTtUBHbLIA CUHAPOM).
MepcucTupoBaHne ayTOMMMYHHbLIX KINOHOB,
Hakonnenne aytoanturten.

MopaxeHune novek, BacKy mTbl
(BON4YaHOHbLIA CUHAOPOM)

Y qenopeka — ayrToMMmMy HHbIA

numdconponugepartnBHbii CHHOPOM
(cvingpom Canale-Smith)




2.HapyleHne nepudepmnyeckon
TONEPaHTHOCTN

* NHaykumsa akcnpeccum MHC-lIknacca u
KOCTUMYNUPYIOLLMX MOMEKYI Ha KNeTKax, He
OTHOCALLUMXCA K UMMYHHOW CUCTEME
(Hanpumep,3-KNeTKM NnogXkenyaqovyHou Xenesbl)
Npwv BOCNaneHuu, NpuBoAnT K ayTOUMMYHHOMY
NopaXXeHM 3TUX KINEeTOoK.

o DKTOMMYECKas AKCrpeccus
KOCTUMYNMPYHOLWLKUX MONEKYN Npu BocnaneHuu-
pacnpoCcTpaHEeHHbIN MEXaHN3M pa3BUTUS
opraHocneympunyeckux ayTouMMYHHbIX
NpoLECCOB



3.HepgocTaTtouHOCTb pPerynsaTopHbIX T-KNeTok
" J—————

[
AyTOIdl\/lMyl-I}Ible IIponeccCol CBA3dHHBIE C
HeAOCTATOUYHOCTBHO PEeryiIdTOPHBIX T-KneToK

MyTauua Scurfy rena FOXP3 6nokupyet
pazeuTtue perynartopHbix CD4+*CD25%

Hopma. AKTUBHOCTb T-KNeTok, 4To NPUBOAUT K pasBUTUIO
ayTopeakTuBHbIX T-KNeTok X-cuensneHHoro cuHapomMa MMMy HHON
NopaenNAeTCA pPerynaTopHbIMK aucperynsauumu, noNmMsHaoKpuHonaTum

CD4*CD25* Foxp3* T-knetkamu n aHTeponatuu (IPEX)

C}Qg O~



« BaxHeunwaa ponb CD4+CD25+FoxP3+
€CTECTBEHHbIX PErynaTopHbIX T-KNeTok B
natoreHe3e ayToOMMMYHHOUW NaToNIoOrun
NPOAEeMOHCTPMPOBaHa Ha nNpumMepe
cuHapoma, 06o3Ha4veHHoro Kak IPEX (Immune
dysregulation, Polyndocrinopathy, Enteropathy,
X-linked syndrome) X-cuenneHHbIN CUHOPOM
MMMYHOOUCPEerynaunm, nonnmaHaoKpmHonaTum
N AHTEeponaTun

 CMHOpPOM pa3BMBAETCA B paHHEM BO3pacTe Y
Manb4nKOB B pesynbrarte myTauum reHa FoxP3
(PaKTopa TPAHCKPUMLMM U XapaKTepnsyeTcs
avapeen, anabetom I-ro Tmna,
rMNoTUPEON3MOM, SK3EMOW,
MMMYHOOUCPErynsumnen.



4.I'Npu oencTemun cynepaHTUreHoB NPoONCXoauT
NONUKNOHarnbHasa akTueauua KNnoHoB NMMounToB (cpeaun
HMUX N ayTOarpeccuBHbIX KITOHOB)

\_ UmeheereT BonbLMHCTBO
= 0 cynepaHTUreHoB UMeeT
== Spécificité Vp 6a|(Tep[/|aj'| bHYIO UK

= B3anmopgencTeys cC V-
Spécificité HLA Il AOMEHOM B -uenu TCR, OHU

b ./ NWHOYLNPYIOT
e PR MONUKNOHAIbHYHO

ule présantant

Fantigéne akTmsauuto T-
NMMAOLNTOB, Cpean HUX
N ayToarpeCcCuBHbIX
KIOHOB. B cBSA3K C 3TUM
nebot AN3 yacTto
CBA3bIBAIOT C
nepeHeceHHOW BUPYCHOW
nnmn baktTepmanbHoOu
NHJQOEKLNEWN.

i —8 Toxine superantigénique BMpyCHyI-O anpO'D'y
|




* 5.HapyLueHne TkaHeBbIX OapbepPOB,
N3ONNPYIOLLIMX MMMYHONOIrNYECKN
NpMBMUNErMpoBaHHbIE OpraHbl, NPUBOAUT K
NX ayTOUMMYHHOMY MOpaKeHUto

* 6.,AYTOMMMYHHblE NPOLECCHI,
OOYyCOBIEHHbIE NEPEKPECTHLIMMU
peakunsamMn aHTUTEN Ha aHTUTEHb
natoreHa  aHTUreHbl KNeToK X03sIMHa



[MprMepbl Yy>XepOoaHbIX aHTUTEHOB,
NepeKkpecTHO pearnpyroLLnx c
ayToaHTUreHamMmmn opraHmama.

[Tlonncaxapua CTpenToKoKKka A -uMToKkepaTuH
anuTenuanbHbIX KNeTok — Al B MmbiliLe cepaLua —
pa3BMBaeTCA MMoKapauT

ApepHbi 6enok Bupyca Kokcaku B4 -
rmoTamartagekapbokcunasa oCcTPOBKOB
INaHrepraHca — MHCYNnH-3aBUCUMbIN CaxXapHbIn
anabdet tuna 1.

[ nnkonpoTenH Campylobacter jejuni — raHrnMMo3nabl
n oocodonmnuabl, accounnpoBaHHble C MUENTUHOM
— cuHpgpom ['nmnena-bappe (nonnpaankynoHeBpuT).
benok Klebsiella - HLA-B27 — aHKUIMO3NPYHOLLNU
CnoHOAUNUT



7. Xnummnyeckaqa mognumkaumsa ayToaHTUreHoB
(HeoaHTUreHsbl)- ewe o aAnH MexaHu3m pas3BUTUA
ayTOMMMYHHOW NaTonorum

H3meHeHnue dYTOAHTHUI'CHA.

CX0OOCTBO aHTUTEHOB
B B Mo ondhrumpy roLmia

areHT AHTUTENO

OMA
AyTonorv4Has
KNeTka

AHTUTEND
I K MoguchuumpyiolweMy  Mukpob
areHTy

0 A
[M oandMUMpoBaHHas

ayToNor4HanA
KNeTKa

Uaule Bcero ato nponcxoanT npu
npuemMe nekapCTBEHHbIX CPEACTB,
B3aMMOAENCTBYHOLMX C
coOCTBEHHbIMM Benkamm
OopraHu3ma v BbICTyNarLLnX B
KadecTBe ranTeHoB Npu NHAYKUMn
ayTOMMMYHHbIX MPOLECCOB

[pun cBasbiBaHUU a-meTusn-JOPA c
NOBEPXHOCTHLIO SPUTPOLIUTOB
pa3BMBaeTCcsa ayTOMMMYHHas
reMonMTn4ecKkas aHemusi, npu
KOTOPOW MULLEHbIO CTAHOBUTCS
aHTureH D (pesyc)

[Tprem c ne4edbHOM LENLIO
NpoKanHaMmunaa Bbi3blBaET
pas3BuUTUE CUCTEMHOWN
ayToarpeccum BnnoTb Ao
BOJT4AHOYHOro CMHApPOMa



8. Accounaunsa ayTouMMYyHHbIX 3aboneBaHun ¢ HLA
KomMmnriekcom. ([ eHeTn4yeckasa
npegpacnonoxeHHocTb AU3)

" Jd
HLA u ayroumMmyHHBbI€e 3a00/1eBaHUSI

3abonesanue HLA-annensb OT”OCF;‘JS?"””" C?;:.c/’&f;}de
AHKUNO3MPYHOLL N
cnounu};m e AT 87.4 03
CuHOpom __
[yanacuypa DR2 15,9 1
PaccesiHHbIN
CKepo3 DR2 4,8 10
CuctemHas
KpacHas BON4YaHKa DR3 5,8 10-20
[uaber 1-ro TMna I'eg:apg/?;gr B 25 ~1
PeBmaTonaHbIi
Memduryc Bynbrapuc DR4 14,4 ~1




OCHOBHbIE KIHn4eckue
npossneHusa npn A3

1. BOCITAJIEHUE (xpoHu4eckoe,
peungmnBupyrolee).

« 2. TKAHEBAA OECTPYKLUWNA.

* 3. NHAKTUBALUNA OYHKLN OPI'AHA

« 4. AKTUBAUWNA OYHKUWN OPITAHA

* 5. JIMSNC KIIETOK (AYTOMMMYHHAA
LIWTOMNEHWUNA).

* 6. UMMYHOKOMIJIEKCHAA MNMATOJ10I'A.
« 7. BIIOKAOA PELIEINTOPOB AyToAT.



AyTOMMMYHHbIe 3aboneBaHuns
nogpasgenstoTco

* Ha opraHocneuundunyeckue (Hanpmumep,
caxapHbin anabet Tuna 1, Tmpeonant
XacumoTo, U gpyrme) v

* CUCTEMHbIe (Hanpumep, cuctemMmHas
KpacHasa Bon4aHKa, peBMaToONaHbIV
apTpuUT, CUCTEeMHada cknepogepmMmusa u

apyruve).



OTAnYUA MeXKay CUCTEMHbIMUK U OpraHocneumMdUYeckMMmm ayTouMMyHHbIMU
3ab0n1eBaHUAMM.

Xapaxmepucmuxu 3abonesanun
Opezanocneuugpuueckue Cucmemmnsie

JloctynHbic KOHUCHTpauuu ayTo -AI’  OObIMHO HU3KHE Bricokue

AyToaHTHuTENa Opranocneuuuynsie Heopranocneuupuynsie

Tun MMy HONATOIOTHH IV (mapsay co II) I (mapsay co II)
OpraHbl-MHIICHA [ITuroBHHAS KEIE3A, JKETYIOK, CoueTaHHbIC MOPAKCHUS KOXKH,

HAAMOYCHHHKH, TOIKETYA0UHAA MOYEK, CYCTABOB H MBIILIILL.
JKeIe3a (COUCTaHuA)

OCHOBBI TEpanuu BosaeiicTBre Ha MeTabom3M [TogaBncHUE BOCTAICHUS H
CHHTE3a QHTHTE]

370KaYECTBEHHOE NMEPEPOIKIACHUC Knerok oprana-MunicHu JImm@ouuTon

OKCNECPHMEHTAIBHOC MOACIHPOBAaHHE  BBEACHHE ayTOAHTUTCHA B CHOHTaHHO Y JKHBOTHBIX

MOJTHOM aabroBaHTe OpeitHaa OTMPEACICHHBIX TCHOTHIIOB,



OpraHocneumndnyeckme ayTouMmMyHHbIE
3aboneBaHns C NU3BECTHLIM ayTOAHTUTEHOM
(ayToAl', MmnLieHb, adpdekTopsbl, 3aboneBaHne)

1. TnpeornobynuH, TupeongHas nepokcugasa —
LLMTOBMOHAA Xene3a - T-knetku/aytoAl — Tupeongur
Xacumorto.

2. PeuenTop Tupeona-cTumMynmpyroLero ropMmoHa —
LTOBMAHasA xenesa — ayToAl — baszegoBa 6one3Hb
(6bone3Hb NpenBca).

3. IHcynuH, rmoTamuHaekapbokcunasa — B-KneTku
noakenyao4yHou xenesbl — T-knetku/ayToAT —
MHCYJIMH3aBUCUMbIN caxapHbin auabeTt Tuna 1.

4. OCHOBHOW DeNoK MUErnnHa, NpoTeonnUnNuUaHbIN 6enok
— rONTOBHOW U CANUHHOM MO3r — T-kneTkn/ayTtoAT —
paccessHHbIU CKNepos.

5. ALETUNXONMNHOBLIN PeLEnTop — MblLULUbl — ayTOAT —
3N0Ka4YeCTBEHHasA MMacTeHuUs.



PeBMaTOMAHLIN apTPUT - XpoHUYeckoe cuctemHoe AUS,
XapakTepusytoLieecs socnaneHnemMm cuHoesmuanbHou

MaTtoreHe3 peBMaTonAHOro apTpura

FeHeTUYeCKU NpeapacnonoXeHHan
AYTOUMMYHHaA PEaKTUBHOCTbL

J:L Mepudpepus ﬁ

AKTUBaALUMA aHTUreHNpeACTaABNALWMX
KNeToK CUHOBUT

OLL% 1T

\‘ . MOoCTOAHHO NPOrpPeccUpPYHLMK
F ;‘<'— WMMYHHbIW OTBET
nuMq)a'ru YecKUM yaen " MpUBNEYeHUe KIeToK ¥
MeauaTopoB
, l Y, @) BOoCnaneHnAa
-:’ DC :2'.-'7 3' = ——/
B @
Murpayus KneTok \\\

Ko-cTUMynALua

MoBpexaeHue cyctaea

T=T numdouurbl. B=B numpountbl.
DC=paeHaApUTHaA KNneTKa.
Me=makpodar.

Adapted from Choy EH and Panayi GS. N EnglJ Med, 2001;344: 907-16



[laToreHes

HapyLieHne MUKpOLIMPKYNALUKA U NOPAXKEHUE KNETOK,
BbICTUNAOLLMX CUHOBUATBbHYIO MEMOpaHY.

Obpa3oBaHue nameHeHHbIX |gG (ayToaHTUrEHbI)

A 4

BbipaboTka nnaamaTu4eckumMmn KneTkamm CUHOBUanNbHON 000IT04KK
AT — antulgG (P9). l

AytoaHTureH+ aHtulgG =LUIMK—— noBpexxaawuiee Bo3gencreme
Ha SHOOTENMN COCY0B U OKP. TKAHN — apPTPUT.

N1, PHOa — BocnaneHue, paspyLwleHue xpsawa, U6 -
runepnpoaykumns CPB n dubpuHorexa.

AHIMoreHes — ycuneHue aecrpykumm xpsiLia — obpasoBaHue
naHHyca (nnati), 3akpbiBalOLLETO MOBEPXHOCTb XpsLlia — YyCUNeHue
OECTPYKLINN.



MIMMyHORnaToreHes3 caxapHoro
anaodeta l Tmna

e1)[MaBHbIN PaKTOP MMMYHHOIO MOPaXKeHUs Npu caxapHom gmnabdete
aytocneumnduyeckme LMToTokcnyeckme T-nmmgounTol.

e [leHOPUTHbIE KNETKN 3aXBaTblBalOT ayTOAHTUIEHbI, BbICBODOXJaeMble
N3 B-KNeTokK, N NPe3eHTUPYT nx CD4+ T-nnmdroumTam, KoTopble
andpdepeHUnpyroTes B Thl- KINEeTKM 1 HAYMHAKOT CUHTE3NpoBaTh IFNY,
akTnsupyowmnm makpodarm. OQHOBPEMEHHO AEHOPUTHbBIE KINETKU
NPEe3eHTUPYIOT ayToaHTUreH CD8+ T-knetkam. 3T T-numdounTbl
nponudpepupyroT nog BrinsHMUem IL-2 (0CHOBHOM €ro UCTOYHUK Thil-
KIETKN) N andopepeHUnpyoTca B UUTOTOKCHUYECKNE T-nMMdouUnThbl,
KOTOpPbIE 1 BbI3bIBAOT NOBPEXAEHNE NOOXKENTYA0YHOW Xeresbl.
LinTotokcnyeckne TnumdounTbl BbI3bIBAOT LMTOMNKN3 3-KNETOK MO
nepdopMHOBOMY MEXaHN3MY U NyTEM MHAOYKUNU Fas-3aBUCMMOIO
anonTo3sa.

e 2) [Ipyron mexaHmn3am MUMMYHHOIO NOBPEXAEHNA NPU cCaxapHOM
anabeTte- Thl- 3aBMCUMOE NopaXKeHue B-KNeTok ¢ y4acTmem
Makpodparos. Makpodaru BblaensoT akTuBHble OPMbI KUCIiopoaa U
asoTa, a Takke gpyrne cybcrtaHuum, UMTOTOKCUYECKNE Ans [3-KNETOK.
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CuncremMHas KpacHasi Born4yaHka

« CucremHasq kpacHas soniyaHka (CKB) — ayToummyHHoe
3aborneBaHue, xapakrepuayruleecsi obpasoBaHUEM
aHTUTEN K ayToaHTUreHam (KOMMOHEHTaM XpOMaTUHA,
dsDNA v Ap.),BblpaxatoLieecs B MMMYHOKOMMIEKCHOM
NopaeHUn cCoOeANHNTENbHOW TKAHN U Pa3BUTUN
BOcCnaneHus.

« OTMonorunsa 0o KoHua He sicHa. Npu Hann4yum
reHeTU4YeCcKon NpeapacnonoXXeHHOCTH, MYCKOBbIM
hakTopoM ABNAETCHA MHOXECTBO CTUMYIOB, TaKne Kak
BMPYCHbIE MHPEKLINK, NEKaPCTBEHHbIE NOpaXXeHus,
rOpMOHarnbHbIE PACCTPOMCTBA U ApP..

« [lencteune aTnx pakTopoB NPUBOAUT K PasBUTUIO
OKCMOATUBHOIO CTpecca, BocnaneHud, KoTopble
NHOYLUMPYIOT pa3BuTME anonTto3a KIeTokK.



MmmyHonaTtoreHe3 CKB.

B cnegctBum HapyLleHus yaaneHus anonToTUMYeCcKuX Tenew, pa3smBaloTCs BTOPUYHbIE
HEKPOTUYECKNE U3MEHEHUS. 13 HEKPOTN3UPOBAHHbIX KNETOK BblAENSETCSA 3HAYMTENBHOE
konuyecteo DAMPs (PHK, 1HK, 6enkn Tennosoro woka). 3T DAMPs B3anMOAENCTBYHOT C
Toll-nogo6HbIMKM peuenTopamu B-numdoumtoB n aeHapuTHbIX knetok (OK). CospesaHne 0K
NHOYUMPYET AanbHENLLYIO NPe3eHTaL M0 ayTOaHTUIeHOB ayTOPEeaKTUBHBLIM KIoHam T 1 B
NMMM@OLINTOB, KOTOPbIE B CBOK OYEPEdb HAYMHAKOT akTUBHO nNpoayuupoBaTtb ayToAT.
Taknum obpasom, NpomcxoauT pa3BuTUE BocnaneHnsa n oopmmpoBaHmne aytopeakTUMBHOMo
aganTUBHOIO MMMYHHOIO oTBeTa. Ha HadanbHbIX aTanax natoreHesa CKB npouncxogut
akTmBauus pDC brnarogapsi B3ammogencteumio TLR 7 n 9 ¢ aytoaHTureHamm ssRNA 1 dsDNA .
AKTUBMpOBaHHbIE pDC NpoayumpyroT MHTEPdEPOHBI | TUNa.

B cbiBOpoTKe 6onbHbIX CKB BbisBnstoTca aHTutena k [JHK, ructoHam, 6enkam
COeQMHUTENBHOW TKaHW, 3puTpounTam, TpombounTam, nemkounTtam, dakropam
CBepTbIBAHUA KPOBU 1 APYrMM ayToaHTUreHam. Baanmonencrtemne aHtuTen ¢
COOTBETCTBYIOLWMMU aHTUrEHaMN NPUBOAUT K POPMUPOBAHUIO LIUPKYINPYIOLLMX UMMYHHbIX
komnnekcos (LK), KoTopble BbICTYNatoT rmaBHbIMW NAaTOreHeTUYeCKMMn bakTopamu
3aboneBaHus. OHM OTKNAAbIBAKOTCA HA CTEHKAX MESTKUX KPOBEHOCHbLIX COCYA0B PasfinyHbIX
OpraHoB (Hanpumep, KOXu, KIyobo4yKoB MOYKKN). ATO NPUBOLUT K

1) akTMBaLMM KOMMNIIEMEHTA, B pe3ynbTate hopMunpytoTcs MeMbpaHoaTakyoLmne
KOMMIEKCbI,CNOCOOHbIE NU3NPOBATb KIETKM NI0OLIX TKaHEN,

2) NOBbILLEHUNIO YPOBHS B CbIBOPOTKE KOMNOHEHTOB C3a 1 C5a. 3T KOMMNOHEHTbI
CrnocoBCTBYHOT NMPUBNEYEHNIO N KOHLIEHTPALMN B 30HE OTIOXEHUS UMMYHHbIX KOMMEKCOB
NONUMOPMHOAAEPHDBIX NIEMKOLMTOB, X aKTUBALIMKN, CEKPELMN LIUTOKNHOB,
NPOTEONNTUYECKNX (PEPMEHTOB, aKTUBHbLIX OPM Kucrnopoga, B cnegcreum atoro
pa3BMBaETCA BOCNaneHue u gereHepaTmBHblE NPOLECCHI.

B ntore passuBaloTCs BaCKynuTbl, a Npy akTUBHOM T€Y4EHUM MMMYHHOTO npoLiecca —
pUOPMHONAHBIN HEKPO3 CTEHOK COCYA0B. B ayTOMMMYHHbI NpOLIECC, Kak NpaBuno,
BOBJ1EKaAIOTCS BCE OpraHbl U TKaHW.

e [IpncyTcTBME B CHIBOPOTKE BOMBbHbBIX @aHTUTEN K KITETKaM KPOBU NPUBOANUT K FIENKONEHNH,

numMmdoneHnn, TpomboumMToneHnn n aHemmn. Hannyme aHTndochonnnNUAHbIX aHTUTEN
BbI3bIBAET pa3BUTMe aHTUPoCcHonnnMaHoro CMHapoma.



CKB — knuHuyeckmne nposiBneHuns

CKB

 [lepmaTuT Ha nuue no Tuny
«DaboYKn» .

« doToceHcMbunuiaauus.
« Anoneuyus.
* ApTpuT.
* [lopaxxeHune
ceppua(kapguT).
» [lopaxeHune novek
(HedpuT).
» [lopaxeHune nerkmnx
(MHEBMOHMUT, anbBEOJIUT).

* [MopaxeHne HC.




OCHOBHBbIE NMPHUAIMDBI
OVNATHOCTUKA AANS:

e 1. KnnHnyeckas gmarHocTuka.

2. iIMMyHOQMarHocTuka:
1)onpeneneHune ayTtoAT,
2)KnoHoTUnNMpoBaHue T-nMmdoLnTOoB,

3)onpegeneHne KoHUeHTpauuun
npoBocnannTenbHbIX LUTOKUHOB

4)onpeneneHune gp.mapkepoB BocnaneHus (C-
peaKkTUBHbIN Berok, peBMaTongHbIN hakTop n

npyrue).
3. reHOTI/II'II/IpOBaHI/Ie HLA aHTUIEHOB.



OCHOBHBbIE NMPHUAIMDBI
JNEHEHWA BOJIbHbLIX AUS:

- 1. NMOOABJIEHVNE AYTOUMMYHHOI'O OTBETA
MMMYHOCYINpeccus

- KopTukoctepouabl (nogaBrneHne reHoB TpaHCcKpunuum
LIUTOKMHOB)

- LlmknocnopuH A, FK 506 (nogasneHme kanbuMnMHEBPUHA)

- AzaTunonpuH, MukodeHonat mogetun (nogasneHune
CUHTEe3a NypuHOB)

- Anknnusunpyrowine areHTbl: Lnknodocdammy -
(nopaBneHue cuHtesa [HK)

HECTEPOVOHbIE NMPOTUBOBOCIAJIMTEJIbHbIE
CPEOCTBA

* 2. BAMECTUTEJIbHAA TEPAIMNUNA (MHCYJINH un
apyrve)
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Cnacnoo 3a BHumMaHume!



