Hecneyndpunuecknm a3BeHHbIN
kKonnT u bosnesHb KpoHa




Hecneundumnuecknim a3BeHHbIN KOANUT

HAK (manonaTtmnyecknim A3BeHHbIU KOUT,
A3BEHHbIM MPOTOKO/INT) — XPOHNYECKOoe
peueaunsmpyLee 3aboseBaHune, B OCHOBe
KOTOPOIr0 IEXXUT BOCMA/IeHME TONCTOU KULIKMN
C HArHOEHUEM, U3bA3BJ/IEHMEM,
reMopparnusiMmm 1 CK1epo3mpoBaHNEM CTEHKM
B NpeAenax C/IM3NCTON.



Jlokanusauma HAK K momeHTy

YCTaHOBJ/IEHUSl AUAarHO3a

BONE3Hb A3BEHHbIV K MOMEHTy YCTaHOB.I'IEHVIFl
KPOHA KONWT "
' AnarHo3a:

ToTanbHbIM KOAUT — 15-20%

[MapuunanbHbIN KOANUT — 30 -50%

[MTpoKTUT —30-50%
NB! lNpouecc P 3975

pacnpocTpaHseTcs
MPOKCMMA/IbHO, HAUYMHAsA C
MPSIMOU KMLLIKW



oTnuonartoreHes

Mnwesble PakTopbl
HacneacrtBeH o

annepreHbi NHdekumm OKpY>KatoLLemn

HOCTb
(?) cpeapbl
[epBUYHOE NOBpPEXAEHMNE CAN3UCTON 060104KN
MmmyHonoryeckni ViMMyHonormnyeckas Mcuxonormyeckue
AECI)EKT (?) peakuyuna CI)aKTOpr

HapylweHune perynsaumnm

XpoHuMyeckoe BoCnaaeHne Cim3ncTom 060a04km



MMMyHo/10rnyeckas peakuus

Aedununt Ig cnocobcTByeT NOBLILIEHHOMY
MPOHMKHOBEHMIO MUKPOOOB M KOMNEHCAaTOPHOM

cTUMynsaumm B-knetok c obpasoBaHuem IgG u
IgM.

Kak cneactsume, obpasoBaHME MMMYHHbIX
KOMMJIEKCOB N aKTUBaLUA CUCTEMD
KOMMNJEMEHTaA - CTumyasaumsa garoumto (HO,
M®), BbipaboTka UMTOKMHOB: IL-2, IL-4, IL-15,
IL-16 — ycuneHue BocnasieHns Opu

OTtcytcTBmn CD8 n npeobnagarum CDy.
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Takum obpaszom,
nopaxxeHne K1Le4yHoU
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CynpeccopHoOro
KOHTPO/J UMMYHHOTO
oTBeTa.

Mopdonorunyekme
N3MEHEeHUS 3aBUCAT OT

XapaKTepa Te4yeHus
6onesHu - octporo uam
XPOHUYECKOro -




OcTtpas dopma

rPAHYIEMATO3HbIE
NMNCEBAONOJIAMNbI

obpasyoTcs Npy N36bITOYHOM
pPa3pacTaHWKN rPaHYALMOHHOM TKAHN B
obnacTum A3BbI.

+OTéeK, rmnepemus
+ ToKCMyeckana anmnatauus
+ KpunT-abcueccobl

BAXPOMYATBIE MCEBAOMOJ/INMbI -
OCTPOBKM CAN3NCTOM 060104KN Cpesm A3B,
3p03UM OTEYHOU N TMNEePeMUPOBAHHOM
CTEHKWN TOJICTON KULLIKM.




XpoHuuyeckasa popma

Pe3koe ykopoueHue u
YNJOTHEHNE KNLLIEYHOWN CTEHKMU +
anddysHoe n cermeHTapHoe
Cy>XeHune npoceeTa

MHOXeCTBeHHble )
nceBAONO/INMbI — NPOSIBAIEHNE
M3BpaLLEHHOWN penapaLmm
BC/1eA,CTBME pPa3pacTaHuS
rpaHy/1IeMATO3HOW TKaHK, a
TaKXe penapaTuBHOM
pereHepaumn asNUTeNnUs BOKPYr
YYaCTKOB CK/1IepOo3a.

[pOAYKTMBHbIN SHA,0BACKY/INT



bonesHb KpoHa

bonesHb KpoHa (BK) — xpoHuyeckoe
peumnansmpytouee 3abonesaHme XKT,
XapaKTepuaytolieecs Hecneymduyeckmm
rpaHy/1IeMaTO30M U HEKPO3OM.



[laToreHes

B HacTosiwee Bpemsa paboyen runoteson
CAYXUT NPeanonoXeHNe 0 HapyLeHnH
MMMYHHOIO OTBETA Ha KULLIEYHYIO
MUKPOGDIOPY Y FreHETUYECKM
npeapacnoaoXeHHbIX ANLL,.

AyTOMMMYHHbIN [eHeTnYeckmm
Y Y Mukpodnopa Nudekumm
KOMIMOHEHT dakTop



Jlokannsauus

I'Iopa>|<eHme MOXXeT BEONE3Hb
OblTb IOKAaAN30BAHO B R
nobom oTaene KNLWKY,
HO NPenMyLL,eCTBEHHO
bonesHb KpoHa
noBpexaaer
ANCTa/IbHbIN OTAE
NoAB3A0LHOWU KULLKW.
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Nonmopdusm
Kacna30aKTMBUPYOLLEro
6enka — CARDag 1
CEACMEG6

KonoHuzauums
NoAB3A0LWHOWN KULLKW
E.Coli (AIEC) + cHUXeHue
npoaykuum bytmnpara
MUKpOPpopon

MyTauna reHoB ayTodarmm



[laToreHes

B ocHoBe noTtoreHesa bK nexart reHeTnyecknx U3sMeHeHuUs, @ UMEHHO,
noanmopodusmel benkos CARD15 u CEACM6, koTopble cnocobcTBytoT
KOJIOHM3aLMN TEPMUHAJIBHOW YacTu NOAB3A0LWHON KMLLKK
onnypTyHucTnyeckon baktepmen E. coli, wutammom AIEC.

JAaresuna AIEC K annTeIManbHbIM KULWEYHbIM KAeTKaM 3aBUCUT OT SKCNpeccum
CEACAM 6 Ha annKa/sIbHOW YaCTU KJIETOK NOAB3A0LHOM KULIKU U OT
CHUXKEHHOM 3KCnpeccumn gedeHsnHa knetkamm MNMaHeTa npy HaANYUK
myTauum CARD1s.

(APe3ynbTaTom myTaumnm reHoB aytodarnm ATG16L1 n IRGM asasercs
He3aBepLEHHbIN GarounTo3 Makpodaramm C BHyTPUKIETOYHbIM
bakTepmanbHbIM NepCcUCTUPOBaAHMEM N M3OBITOYHOM aKTUBALUM MMMYHHOM
cucteMmbl: cekpeumnn umtokmHoBs (TNFa, IL6, IL12, IL23), xpoHn4eckomy
BOCMA/IEHWNIO MOAB3AO0LHOWN KULLKWN U MOBPEXAEHMIO TKAHEMW.



[TlaTOoN1I0rMyecKkasd aHaToMmus

ITorom xpoHuyeckoro
BOCNA/IEHNSA CTAHOBUTCS
XPOHNYECKMWN FPAHY/IOMATO3, NpU
KOTOpOM HabawogaeTcs:
ANOPY3Hasa MHPUAbTpaLUS
NOAC/AN3NCTOrO CA0A KULLIEYHOM
CTEHKU IMMOLUTaMMY,
NAa3MoLMTaMK, FTMCTUOLUTAMM.
[Mnepnniasua AMMPonaHbIX
3/1eMEHTOB

Obpa3oBaHMe WeeBUAHbIX 3B

[Mopa>kaeTca BCA TO/LW,A KULLIEYHOW CTEHKWM, OHA CTAHOBUTCS Pe3KO
YTO/ILLEHHOM N OTEYHOM, C XapaKTEPHbIM BUAOM «DYNbIKHYIO MOCTOBOWY,
YTO CBA3AHO C YepeAOBaHMEM JJINHHbBIX, Y3KUX U ryHoKMX A3B C
HOPMa/IbHOM CAN3UCTOM 060/104KON.



AndPepeHumanbHaa AMarHoCcTmKa

HAK n bonesHu KpoHa

Jlokanusauyus

Avapes

TeHe3Mbl

Bonu

f13BEHHO-AeCTpyKTUBHbIE
M3MEHEHUNS NPSAMOU U
0604,04HOM KULLKU

PeTporpaaHbin npouecc,
BCerJa HauyMHaroLWmmcsa ¢
MPAMOU KMLLKW

BoAsHUCTBIN Kaa C
FHUAOCTHBIM 3aMaxom

Yacto - 95%

NHoraa cxBaTkoobpasHble

[paHynemaTo3HOe
BOCMa/ieHne C
CerMeHTapHbIM
MopaXeHMeM PasINYHbIX
otaenon XKT.

PernoHapHbIn nnent, yauwe
TePMUHAJIbHbIN OTAEN
NoAB340LWHON KULLIKW.
ToTanbHasa popma

XKunakunm, neHncTbIn,
bnecTawmm ctyn

He xapakTepHbl

Boan B npaBom
noAB340LWHOM 061acTn
nepea aedpekaymen



AndPepeHumanbHaa AMarHoCcTmKa

HAK n bonesHu KpoHa

[MaTonornyeckme nameHeHmd
HenpepbiBHbIE, PaCNPOCTPAHAIOTCA HA
C/IM3UCTYIO

BocnannTenbHble nceBAONOAMMBI
andPy3HOro xapakrepa

CBULLM KparHe peaKo

AHasbHble NopaxeHus B 25% cayyaes

HepepoBaHue noBpexeHHbIX U
HENOBPEeXAEHHbIX Y4aCTKOB, «Oy/bkHas
MOCTOBas».

Pesko, pacnonoxeHbl cerMeHTapHO

@71

AHanbHble nopaxeHus B 75% cnyyaes



bnarogapum 3a BHUMaHue!




