CucremHble BaCKynuThbl



BacKy/UT - 3TO KIMHUKO-NATOIOTMUYEeCKNif
NPOLECC, XapaKTepu3yloLwmniica BocrnasleHuem u
noBpexKaeHnem KpoBeHOCHbIX COCyAOoB.

lpocBeT cocyaa Npu 3TOM YMeHbLUaeTcA,
4YTO COMPOBOXAAETCA NLLEMUEN TKAHEWN,
CHab)XaembiX NOpaXKeHHbIM COCYAOM



B pe3ynbTaTe 3TOro npouecca MoXet pa3BUTbCA

6oablUaA reteporeHHan rpynna CUMHAPOMOB, MOCKOJbKY
MOXKEeT NPOUCXOAUTb NOPAXKEeHNEe KPOBEHOCHbIX COCYAOB
noboro Tuna, pasmepa u noboit nokannsauumm.

BacKynuT 1 ero nocneactsma Moryt 6biTb NepBUYHBbIM
U eAUHCTBEHHDbIM NpoaBaeHnem 60a1e3HU; B APYyrux cayyanx
BAaCKY/IUT MOXKeT 6bITb BTOPUUHbIM KOMMOHEHTOM ApYyroro
nepBUYHOro 3aboneBaHuA.

BacKynUT MOXeT orpaHUuYnBaTbCA NOpPaXKeHuem
OAHOrO OpraHa, Hanpumep Ko»Ku, nam oaHOBpPEeMEeHHO
nopar<aTb HECKOJ/IbKO CUCTEM U OPraHoOB.



Cumntombl , npeanonaraowime Hanan4yume
CUCTEMHOro BaCKy/UTa

CucmemMHeble - HegoMoraHue, NnoTepa Beca, MUATUU,
apTpanrnumn, NTMXopaakKa

KoxcHble - nanbnupyemas nypnypa, U3bAa3BieHUs,
MHDAPKTDI

Yxo, 20ps10, HOC - CUHYCUTbI, CHUMKEHME CNYyXa, BblAeNeHUs
M3 CTPyna 13 HOCOBbIX XO0B , HOCOBbIE KPOBOTEYEH U

JlbixamersibHble nymu - Kawenb, CTPUAOPO3HOE AblXaHue ,
O/blllKa, KPOBOXapKaHbe

Cepoue - 60nn B rpyaHOMN KNETKe

MKT - A3BEHHOE NoparKkeHne NoaocTu pta, 6oan B }KMBOTE,
anappesn
HepsHaa cucmema - CEHCOPHbIe N MOTOPHbIe HapyLweHunA



Knaccudpukauma BacKynuTos

Backynut
I
' ' '
KpynHbix cocynoB COCyaoB Masrioro guvamMmerpa COoCyaoB cpegHero
* BUCOYHbLIN apTeEPUNT anameTtpa
e aptepuut Takasacy * y3erKoBbIA
nonvapTepuuT
J J » bonesHb KaBacaku
ANCA accoummpoBaHHbIe He-ANCA accouMmpoBaHHbIe
¢ rpanynemMartosd C nNoJiInaHrmmTom
BereHepa
*  303MHOMUbHBIN rpaHyNemMaTos C ' KOMMJIEKCHbIN (SVV)
nonnaHrumTom Yapmxa-Crpocc l * [UNEpYyBCTBUTENbLHbI
* MUKPOCKOMUYECKNN NONNaHrmmnT * KpVOrnoGynNMHEMUYECKNIA

IgA BackynuT (LLleHnanH-MeHoxa)
aHTu-bM

[ MnokoMneMeHTEMNYECKUI YPTUKAPHbIN
Backynut (aHTn-C1q Backynur)

Backynurta
pa3nUyHbIX COCYAOB

» H6one3Hb bexyeta

e CuHopom KoraHa




HomeHKnaTypa BaCKy/UTOB, afA0NTUPOBaHHOE
UHTeHaumnoHanbHomy KoHceHcycy Chapel Hill, 2012 r.

BacKkynuntbl ogHOro KOXXHbIN NeMKOKNACTUUECKMA aHTUUT
opraHa KoKHbli1 apTepuunt

NepsuuHbIv BackyauT LLHC
N3onMpoBaHHbIA aOPTUT

Apyrue
Backynutbl , * B0/1Y4aHOYHbIN BAaCKy/IUT
accouumpoBaHHble * PeBMaToOMAHbIW BAaCKynuT
C CUCTEMHbIMU e CapKOMAHbIN BaCKYyIUT
3aboneBaHUAMMU e apyrue
BackynuTol, e  KpuornobynmHemmnyecknit BaCKyamT, aCCOLUMPOBAHHbIN C
acCcouMMpoBaHHbIE BUpycom renatmta C
C BEPOATHOM e BacKy/iuT, acCOUMUPOBAHHBIN C BUPYCOM renatmta B
sTUoNornen e AOpTUT, aCCOUMNPOBAHHBIN C CUOUINCOM
*  VMIMMYHOKOMMNAEKCHbIN BAaCKY/INT, aCCOLMUPOBAHHDIN C
IeKapCTBOM

* ANCA-accoumMmpoBaHHbIN IEKAaPCTBEHHbINA BAaCKYyAUT
e BacKy/iuT, acCOUMNPOBAHHbIN C HOBOOOPa3oBaHMEM

¢ Aapyrue



Inciderce

Knaccnudukauumsa

1

BaCKY/IMTOB

1 Kawasaki disease

2 lgA vasculitis (Henoch-Schanlein)
3 ANCA-associated vasculitis

4 Giant cell arteritis

AomuHupyowy,

ue cocyapl

KpynHble

CpegnHero

Manblie

AHUA

NmmyH-
KOMMJIEKCHblE

Pa3snunyHble

MaunonaTnueckuum
(nepBUYHbIiA)

AAE
KA
yn

bK

MMNA

BereHepa
Yapparka-Ctpocc

KpnornobynmHem
nyeckuin (He-HCV)

IgA

rTMNOKOMM/IEMEHT
eMunyeckmnin

AHTN-TBM

BexueTa

KoraHa

Bo3morkHasa aTmonorusa
(BTOPUYUHDBIE)

AopTuT, npu Tybepkynese,
cndpunuce, PA, AC

YN npwn BIb

JlekapcTBa,
NPONUATMOYpPaLUA,
rmapanasvH (MPO-AHLA)

KpnornobynnHemmnyeckmi
(accoymmpoBaHHbIn ¢ HCV)

Backynut, npu PA, CKB,
CLL n nekapctBamm



AHTUHEUTPOPUNDbHbIE UUTONIa3MaTUYECKHue

dHTUTeNna UmmyHodarwopecyeHyusa — accoyuayus ¢
3a6o0nesaHuUem

I panyiaemaro3 Berenepa
c-ANCA = 75-80%, p-ANCA = 10-15%,
HeratuBHbI = 5-10%0
Mukpockonuuecknii moauanruut (MPA)
c-ANCA = 25-35%, p-ANCA = 50-60%,
HeratuBHbI = 5-10%
Cunapom Yapaxka-Crpoce (CSS)
c-ANCA = 25-30%, p-ANCA = 25-30%

HeratuBHbI = 40-50%0



ADKA - aHTUIHAOTEeNUnaNnbHble KNeTOYHble
aHTUTena. Moryrt nospexaatb sHAOTE/IMA/IbHbIE
KNeTKU nocpeacTtBoOM KOMNIEeMeHT3aBUCUMMOro
LMTOZIN3a WU QHTUTENI03aBUCUMOMN KJIETOUHOM
LUTOTOKCUYHOCTU. MOryT USMeHATb
dYHKUMOHANbHYIO aKTUBHOCTb IHAOTE/IUA.

ADJ] -aHTUTENa - ABNAIOTCA MapKepamu
3HAO0TE/INANIbHOIO NOBPEXKAEHUA, A TaKXKe MOryT
BbICTYNAaTb B KayecTBe AOMNONHUTENbHOrO
naTtoreHeTUYeCKOro mexaHmMsma
TPpOMbOTUUECKUX NPOLLECCOB.



lNoTeHuManbHbIE NaToreHeTUYECKUE MmeXaHU3Mbl
nospexKaeHnAa cocyaos npm CMHApome BaCKy/1IUTa

dopmupoBaHme U OTNI0XKEeHUEe MMMYHHbIX KOMNJ1IEKCOB B CTEHKEe
cocyaos in situ

MoBpexaeHue cocyancTom cteHKn, onocpepgosaHHoe ANCA

I'Ipﬂmoe onocpenosaHHoe aHTUTENNaMU nNoepexxaeHue,
HanpasjieHHoe NpoTmnsB sHAOTE/INAa/IbHbLIX KNEeTOK U1N ApPYyrux
TKaHeéBbIX KOMMNOHEHTOB

AHTUTENO0-3aBUCMMAA KNEeTOYHAA LUTOTOKCUYHOCTb, HanpaB/eHHasn
NPOTUB TKaHEN cocyaosB

LnToTokcnueckmne T-ammdpouunTtbl, HanpaBaeHHble NPOTUB TKAaHEU
COCYAUCTOU CTEHKMU

dopmupoBaHue rpaHynem B COCYAUCTON CTEHKE WU CMEXKHbIX
KPOBEHOCHbIX cocyaax



[paHynemarto3 BereHepa *

* rpaHynemarto3Hoe BocnasneHue, BoBaeKalLuliee
pPecnMpaTopHbiX TPAKT U HEKPOTU3UPYIOLLUNA
BACKY/IUT, NOPaXKaloLwmm cocyabl cpeaHero u
Maznioro Kanubpa (1.e. Kanunnapbl, BEHYAbI,
apTepUoabl n apTepun).

* 4acTo pa3BMBaAETCA HEKPOTU3UPYIOLL UM
rnomepynoHedppur

 ObHapyxusarorca ANCA K npotenHase 3 (B
uuTonaasme)



KAanHunyeckue npusHaku rpaHyaemartosa
BereHepa

O6wume cumnTOoMbl
BepxHue gbixatenbHble NyTU , cpeaHee yxo

Jlerkue, BepxHue AbiXaTeNbHble NYTU - MHPUALTPATDI,
06CcTpYKUMA AbixaTenbHbix nyteun (95%)

lhasa - 60%

KoxKa - nypnypa, a3Bbl (45%)

Cepaue - nepuKapaut, KopoHapuut (12%)
HepBHaa cuctema - HEBPUT YepENHbIX HEPBOB,
Backynaut LUHC, moHOHeBpUTDbI

Mouku - XMNH (85%)



AunarHocTnyeckue Kputepum rpaHyanemarosa BereHepa
(Criteria for the classification of Wegener s Granulematosis, 1990)

* BocnaneHne NonocTu pTa UAM Hoca: bone3HEeHHble UK
6e3601e3HEeHHbIEe N3bA3BNEHUSA B MOJIOCTU PTA, THOUHbIE UK
KPOBAHUCTbIE BblAE/IEHNA U3 HOCA

* VI3MeHeHUA B IETKUX HA PEHTreHOrpamMmme: y3e/IKOBble NU3MEHEHUSA
NIN NOCTOAHHbIE Iero4YHble MHOUABLTPATbI C 0OPaA30BaHMEM
MNONOCTen.

 Hedputnyecknin ocagok mo4u: sputpoumntypus ( sputpountbl bonee
5 B N0/1e 3peHnA), 3pUTPOLUTAPHbIE LUAUHAPSI.

* buonTaT: rpaHyNemaTo3HO-BOCNANANTENBHOE USMEHEHUE CTEHKH
apTepun, Nnepum- UNM 3KCTPABACKYNAPHbIX TKaHEW.

 Hanuyue Kak muHumym 2 u3 4 Kpumepues csudemesiobcmesyem o
8epoAMHOM OUG2HO3e.
— ¢-ANCA =75-80%, p-ANCA = 10-15%,
— HeratusHbl = 5-10%



AHTUHENTPOPUNbHBbIE LLUTOMNA3MATUHECKME
aHTUTEe/la ummyHodgnaroopecyeHyus




* lNypnypa B
pe3ynbraTte
BACKY/1INUTA MNPU
rpaHynemaTtose

BereHepa

Fig. 11.30 Vasculitic purpura in a patient with Wegener's
11.10  granulomatosis.



CuHapom Yapaxka-Crpocc™

e 6oraToe 303MHOPUNaAMM rpaHy/nemaTo3Hoe
BOCMNa/JieHUue, BOB/IEKaloLLee pecnupaTopHbIi TPAKT

MU HEKPOTUIUPYIOLWMWA  BACKY/IUT, NOpa*Kalowmmn
cocyabl Manoro W cpegHero Kanmbpa m
aCCOUMUPOBAHHbIN C aCTMOU U 303NHOPUNUENn

* ¢-ANCA =25-30%, p-ANCA = 25-30%

— HeratuBHbl = 40-50%



KnuHuuyeckne npmusHaku 6onesnn Yapaxa-

Crpocc:

- BacKyaut nerkmx - 100%
MHPUNBLTPATDI

- KOXKu - 70% - nypnypa, y3enKku
- noyek - 60%

- Henponartua - 60%

- aptput - 40%

- cepaue
MUOKapaAUT

KOPOHAapPHbIN

- acTma,

apTepuumr,



AunarHocTnyeckmne Kputepum cuHgpoma Yapaxa-

Crpocc

(Criteria for the classification of Churg-Strauss syndrom, 1990)

* AcTMmaTuuecKkue Xanobbl B aHamHese uan agudodysHble menkKonysbipyaTbie
3KCNUPaTOPHbIE XPUNbl HAA, IETKUMMU.

Jo3nHoduana B nepudepuyeckon Kposu bonee 10%.

MOHOHEBpOﬂaTMﬂ, MOHOHEBPUT MHOKeCTBEHHbIU nnn noanHesBponaTumAa,
daccounmnpoBsaHHana C CUCTEMHbIM BaCKY/IUTOM.

BbiaBnaemblie npu peHTreHonormn4yeckom wuccnegosaHMn mMmurpuvupyrowime wuwan
npexoagawue nerovyHbie I/IHd)VII'IpraTbI, daccounmnpoBaHHblie C CUCTEMHDbLIM BACKY/IUTOM.

OcTpble n XpoOHUUYECKUe peunanBupyloliMe CUHYCUTbl NPUAATOUYHDbIX NA3yX HOCAa UK
PeHTreHoNorMYecKkme U3MeHeHMA TUNa XPOHUYECKOro CUHycuTa.

KapTuHa BacKyauTta B 6uonrtarte ¢ BbiABNeHUEM 303MHOPUIBHOU UHPUABTPALUK BO
BHECOCYAUCTOU TKaHMW.

Hanu4yue no meHowel mepe 4 u3 6 Kpumepuee ceuoemesnbcmseyem O

8epossMmHOM CUHOpome



AHTUHENTPOPUIbHbIE LUTOMNNA3MATUYECKUE
aHTUTeNna ummyHognroopecyeHyus




Cxema neyeHna AHLUA-
ACCOLUMNPOBAHHbIX BAaCKY/INTOB

MHAYKUMA peMmUnuccum:
Putykcumab (375 mr/m2) exkeHenenbHo

4 Hepn c 2 B/B nynbcamu umknodocdaHa B/B
MAW NYAbCbl UMKnodocPaHa oo 3-6

MecC.

MNognepr<Ka asaTMonpnHoOm , MMKodeHonaTa
MObEeTUNIOM, MeTaTPeKcaToM, PUTYKCMMabom
(1r/6 mec)



Cxema neyeHna AHLA-accouunMpoBaHHbIX
BAaCKY/IUTOB

* Mynbc-Tepanua meTUANPEeaHU30JI0HOM MpPU
BMHC B ao3e 15 mr/ Kr maccbl Tena B CYTKH, HO
He 6onee 1000 mr 3 pa3a (B octanbHbIx cnyyasx
NyNbCc-Tepanua MoXeT bbiTb peayLMpoBaHHON AU
BOOOLLe He NpoBOAUTLCA)

Mpwn neroyHbix remopparuax U NOBbILLEHUMN
YPOBHbI KpeaTuHMHa 6onee 0,4 mmonb/n nepep
nyabc-Tepanuen - nnasmoobmeH no 3-4 n
nnasmbl ( 60 mr/Kr) yepes geHb 14 aHei c
3ameHOon nnasmbl 4,5-5% pacrsopom
anbbymuHa ( Bcero 7-10 nnaamoobmeHoB)



* MpeagHusonoH 1 mr/Kr seca Tena, Ho He 6onee 80
mr/cyT B cootBeTcTBUM cO cxemoir FVSG ( French
Vasculitis Study Group, 1992)

* Luknodochammg 2 mr/Kr maccbl Tena, Ho He
6onee 150 mr/cyt ( y any crapwie 60 net o3y
LLP cHuXKatoT Ha 25 mr) B TeueHue 4-6 mecsaues

* 1o OKOHYaHUU npuema uuknodpocpammga B
KayecTBe noajepXusatoLweun tTepanmm
asatTmonpuH (MmypaH) B Ao3e 2 mr/Kr Beca Tena
B TeyeHUe b6 mecaues



[lepcneKTusbl

Bnokatopbl BAFF (B-cell-activating factor) — Belimumab
(opobpeH ansa neyenma CKB), Blisibimod (chntHbin 6enok,
CBA3bIBAOLWMM PACTBOPUMbI M aCCOLMMPOBAHHbBIN C
membpaHoin BAFF)

Abatacept - canTHbIN BENOK, KOTOPbLIN BAOKUpYyeT
KOCTUMYIATOPHbIN CUTHAN, HEOBXoAUMBIN ANA aKTMBaUUK T-
KNEeToK

Gusperimus — CUHTETUYECKMMN UMMYHOCYNPECCUBHbIN areHT,
NONYy4YeHHbIW U3 NPOTUBOOMNYXO/IEBOrO0 aHTUOMOTHMKA
cnepryannHa (spergualin)

NHrnbutopbl C5¢ peuentopa KomnaemeHTa (meauatop

BOCMa/IeHUSA, XeMOATTPAKTaHTbl, aKTUBATOPbl HENTPOPUIOB)
(CCX168)

6nokatopbl NJ1-6 — Tocilizumab, N1-17, UN1-23: Ustekinumab
(aHTn-UN-12/23) n Secukinumab (aHTN-U-17A)



NMypnypa WeHnenH-NfeHoXa

* -BACKY/UT C NpemyLlecTBeHHO Ig-A-coaeprKawmmm
MMMYHHbIMU Aeno3utamMmin, Noparkalwuin cocyabl

Manoro Aaunamerpa (Kanuanapbl, BEHYbl WM
apTepuonbl).

* B TMNUYHDbIX CNAy4daaXx Nnopa*KatkoTCA KOxKa, CyCtaBbl U

KNY6OUKM NOUYEK U accoLMUpyeTca C apTPanruaMmm u
apTpUTaMM.



YacTtota oTAenbHbIX KAUHNYECKUX

CMMNTOMOB npu nypnype LLeHnenH-lfeHoXa

- nypnypa - 100%

- Inxopaaka - 75%

-apTput - 71%

- nopaxXeHue KT - 68%

- nopaKeHue noyek - 45%

- runepteH3una - 13%



KnaccndpumkaumoHHble Kputepumn 6onesHu
LLleHnenH-TeHOXa

- Manbnupyemasa nypnypa: NOCTENEeHHO BO3HMUKaWOLWMe
naabnupyemblie  remopparmyeckMe M3MeHeHUA KOXKMU, He
conpoBOXaalLmeca TpombounToneHmneu

Bo3pact meHee 20 net B Hayane 6onesHun

Bonb B Xusorte: guddysHbie 60an B KUBOTE, yCUAUBAIOLLMECA
nocne npuvema nuwm, KPOoBAHUCTAA Auappesn, uam obHapykeHue
KenyaouHO-KULLEYHON UWeMUum

JdaHHble 6uoncun cocyaoB: rpaHyNoOUUTbl B CTEHKe aptepui
(apTepuon), BeHyn

Hanuyue 2 u3 4 Kpumepues csudemenbcmeyem O e6eposamHoU nypnyne
LlleHneliH-TeHoxa.



JleueHne nypnypol LeHnanH-TeHoxa

rmapartauma, NocTenbHbiU pexxum, obesbonmsaHue

HecTepounaHble NPOTUBOBOCNANUTENbHbIE cpeacTBa (
HanpoKceH, nbynpodeH)

NKC npu abgomuHanbHOM cMHApOMme
pancoH 100 mr/paH

asatmonpuH ( umypaH) 150 mr/cyT, umknodocoaH,
LMKnocnopuH A, nnasmadepes (?) npum
peunamnBmupylolem Te4eHum

XpoHunyecKaa 6onesHb nouek ( 5%) — F’KC +azatmonpuH



MpubnunsuTenbHana YacToTa NOpa’KeHMUA OPraHosB

npu HeKoTopbiX Gopmax BaCKYIMTOB MeNKUX COCyAoB

Opran Backysur |Kpuoruo- Mukpo- I'panysaemarto3 | CuHapom

nau cuc- |ennsiin- |0yauHeMu- |ckonu4ve- |Berenepa Yapaka-

TeMa I'enoxa yeCcKHuu CKHUI 1Mo- Crtpocc
BACKYJIUT  |JIMAHTHUT

Koxka 90 90 40 40 60

Houknu 50 55 90 80 45

Jlerkue <5 <5 50 90 70

Vxo, rop- <5 <5 35 90 50

JI0, HOC

KocTHO- 75 70 60 60 50

MBbIII€Y-

Haso

HepeHast 10 40 30 50 70

Keaynou- 60 30 50 50 50

HO-KHIIIeY-

HbIU

TPAKT




AnddepeHunanbHbIN AUArHO3 OCHOBHbIX  (GOpPM BaCKYIUTOB C

nopaxKeHnem menkKux cocyaos

OcoOennoctu Backyaur Kpuoriaooyaiumne Mukpockonu I'panyiema CuHapom
Hlennsiitn MUYECKHH YeCKui TO3 Yapaxka-
-I'enoxa BACKYJIUT nosiuanruut  Berewepa  Ctpocc

[Ipusznaku u

CUMIITOMBI + + + + +
BacKynuTa*®

IgA-

UMMYHHBIE +

JETIO3UThI

Kpuormooymnu

HbI B KPOBU U +

cocyJziax

ANCA B + + +

KpOBU

Hexportusupy + +
YOI

rpaHyJeMaTo3

Actma u +
503UHODUIIHS



Y3enKoBbin NO/INAPTEPUUT

HEeKpoTuU3Mpylollee BOCMNaJsieHUe apTepum
cpeaHero 7 Mmanoro Kanubpa 6es
rnomepynoHedputa wWAM  BACKYIUT apTepuon,
Kanuanapos WU BEHYA.

XapaKTepHbl BOCNanuTe/bHble USMEHEeHUA BCeX C/0eB COCYAUCTOMU
CTEHKN C HEKPO3OM MHTUMbI, nponudepaumna pubpobnacros u MK
¢ dopmupoBaHnem MYDPT - mopdPonorMyeckKum Kputepmem
3aboneBaHua. MopaxkeHne cermeHTapHoe, B mectax budpypkauum,
rae obpasyloTca nasnbnupyemble y3esKu.



KnnHuyeckmne npoasieHua y3enKoBoro
nonanapTepunTa

JiInxopapgKa, cnaboctb, noxyaaHue

Mouku - XMH, AT (60%)

MbiweyHo-CKeNneTHana - apTpuUT, apTpanrum, mmanrmm (64%)
Nepudepuueckas HepBHaA cUMCTeMa - HEBPONaTHUA,
MHO>KeCTBeHHbI MOHOHeBPMUT (51%)
enyaouyHo-KULLEUYHbIU TPAKT - 601U B XXMBOTE, UHPAPKT
KULLEYHUKA, NneyeHu, neppopauma KMLWeEeyHUKa

Koxa - cbinb, nypnypa,y3e/iKu,MpaMmopHan KoXa, CUMHAPOM
PeitHo (43%)

Cepaue - 3CH, OUM, nepukapaurt ( 36%)

LLHC - nHCcynbTbl, cyaopoKHbie npunaaku (23%)



AnarHocTtuueckue KpuTtepmum Kaaccmyeckoro
Y3€e/1KOBOro NnoJimapTepumnTa

. MoTtepa maccol Tena Ha 4 Kr n bonee

* . Cetuartoe nnBeno ( MpamopHas Koxa)

. BonesHeHHOCTb Man 601Kn B ANUKaAX

e . Muanrusa, obwan mbieyHana c1aboctb u 60/1€3HEHHOCTb MbILLL, HUMKHUX
KOHEUYHOCTEMN

e . MOHO- U noAnHeuponaTusa

. Anacronnueckoe aasneHue 6onee 90 mm pr. CT.

. MoBblWweHne ypoBHA KpeaTUHUHA
. MoBepXHOCTHbIW aHTUIEH UAN aHTUTENA CbIBOPOTOYHOro renaTtuta B
* . U3ameHeHunA BUCL,epaNnbHbIX apTepruorpamm (menkmne aHeBpuU3Mbl)

* . buoncua cocyaa: HeUTpodUabHbIE BACKYIUTbI C MOHOHYK/Ieapamu u 6e3
TAKOBbIX ( KOXXU, UKPOHOXXHOro HEPBa, MbliLlL,, NOYEK, NeYeHu)

* BeposamHolili OUa2HO3 ycmaHaesausaemcs npu Haauvyuu 3 u3 10 Kpumepues.



5-dbaKTopHaA NPOrHOCTUYECKasn WKana
(FFS)

MpoTenHypus 6onee 1 r/cyt

[ToyeyHas HeAOCTAaTOYHOCTb ( KpecTUHUH bonee
140 mmonb/n)

RapanomumonaTtmA
'lopaXeHne KT

'lopaxkeHune LLHC



JleyeHune y3esKOBOro NOINAPTEPUNTA

5 -NeTHAA BbIXXMBAEMOCTb Hene4YyeHbIX nauneHToB coctasaseT 13%
JleyeHune B aebloTe 3aboneBaHUA:

npeaHn3onoH 1 mr/kr 8 geHb 9-12 mec ( FFS =0) waun
MEeTUNNPeAHN30/I0H NPU TAXKENOoN cucteMHol maHmndectaunm 30 mr/Kr (
He 6onee 1) B/B 33 60 MUH Yepe3 24 yaca 1-3 AoH

umMknogpocdaH B poT 2 mr/Kkr nnv /B B aeHb(FFS >0) B couyeTaHunm ¢
rmapaTaumen u mecHa ana NnpoPuUNakTUKM reMopparnyeckoro UUCT1UTa He
A0MXKHaA npesblwaTtb 1 roga

MnazmoobmeH He pekomeHayeTcs B 1 IMHUKM Tepannun nauneHTam 6es
HBV nHbeKUMKU; peKkomeHayeTca KaK 2 ANHUA Tepanmm npu
PE3UCTEHTHOCTU K cTaHaapTHOM Tepanun, npuXMNH ( KpeaTuHuH >500
MMO/b/N), NauueHTam Ha Auanmse, NaumeHTam C JIeroYHbIM
KPOBOTEYEHUEM

BblcoKue A03bl cTepongos n unknodpocdaH npm naoxom nporHose
MNopanep»kmBatoLLLas Tepanua a3aTUMONPUHOM
NmmyHornobynmH G B/B npu pedppakTepHOCTH



JleueHMe y3enKOBOro NOAMApPTEPUNTA C
HVB nHdeKkumuen

[KC — 2 Hepenu
nnasmadepes
NHTepdEepPoH-a

NPOTMBOBUPYCHbIE NpenapaTbl (1ammnBygnH
(pamumknosup), snagapabuH) 3 mecaua ¢
nobasneHnem M-KCP



Aptepuunt Takaacy

°* — rpaHy/iemaTo3Hoe
BOCMaJIeHUe aopTbl U
ee 601bLUNX BeTBEMN.

e O6bIYHO BO3HMUKaeT
Y nauneHToB
monoxe 50 ner.

Fig. 9.6 Gant ool artentes (late-onses chronic acroartentss). Ehsoc stan of one
of the vessel segments Bugrated i Fig, 94, Note loss of ehastic over most of the
f  arcumbeeence of the vesel 2 charactersnc finding n many formes of vasculis



KnnHuueckune npoasneHna 6onesHun Takasacy

* B 80% 60n€el0T }KEeHLWMHbI MOJI0A0r0 BO3pacTa

* HecneuuduuecKkune *Kanoboi ( AMXopagKa, NOTAUBOCTD,
noxyaaHue)

* ronosHana 60nb, npexoaawme HapyLLleHUsa 3peHusn
* apTpanruu, mmanrum, 6onm B Wee

* nopaxXeHue cepaua - aopTasibHaA HeAOCTAaTOYHOCTD,
Kapaunomeranua, Al, Il , 3CH

 06mopoku (50%), nHcynbt (15%), HapyweHua 3peHuna (
60%)

°* nopa)XeHHUue NnoyeKk ¢ pasBUTUEM Ba3OpPEHa/IbHOMU
runepteHsuun, XF'H, ammnounpos



AunarHocTtnyeckme Kputepun 6onesHu
Takaacy

1.Havyano 3abonesaHua B Bo3pacte ao 40 net

2. NepemexkaroLanca XpomoTa (MblleYHble Kasnobbl NPU ABUKEHUU, KAK MUHUMYM, B
O[HOW KOHEYHOCTU, 0COBEHHO B pyKe).

3. OcnabneHne nynbcaumm ny4eBom U/ NN NOKTEBON apTepumn
4. PasHuUa CUCTO/IMYECKOTO AaBaeHnA Ha obenx pykax bonee yem Ha 10 mm pT CT

5. Onpegensemble ayCcKy/ibTauMen COCYAMCTble WYMbl HaZ MNOAKAOYNMYHOM apTepuen (
C 04HOM MAKN c 0benx CTOPOH) naun Hag GPIOLHON Aa0PTOM

6.AHrMorpadumnyeckoe obHapyKeHUe TUNMNYHbIX COCYAUCTbIX USMEHUNI a0PTbl, €€ BETBEMN
nnm 60NbLLINX aPTEPUIM B MPOKCMMA/IbHbIX OTAE/aX BEPXHUX UAUN HUKHUX KOHEYHOCTEN (

Yyalie BcCero d)OKaI'IbeIe, cermeHTapHble, CcTeHo3upyrwowne wuin OKKAK3Npyrwmne

N3MEHEHMUA), KOTOpPble HENb3:1 0OBACHUTb aPTEPUOCKNEPO30OM UAN PUOPOMYCKYNAPHOMN
aucnnasmen nam nogooHbIMKU NPUYMHAMM.

O seposmHom apmepuume TaKasacy ceaudemesnbcmayem Hasu4yue no MmeHoweli mepe
3 u3z smux 6 Kpumepues.



Knaccudukauma ( KoHpepeHuma no 6onesHun
TaKasacy, 1994 r.)

1 TUN - NopaXXeHue Ayrm aopTbl N ee BETBEU

23 -BOCXOAALLAA aOpPTa U BETBU ee Ayrun

2B - rpyaHaa aopTa

3 TUN - NOpa*KkeHme rpyaHom n 6POLWLIHOM Aa0pPThI

4 TUN - Nopa*KeHne To/IbKO BPOLLHOM aopThl

5 TUN - Nnopa*KeHne BCeN a0PTbl N ee BETBEN

MoaTtunbl - P - nopaXeHne nero4yHou aprepumn
C - nopa*keHne KOPOHapPHbIX apTepumn
R - nopa*KeHmne NoYeyHbIX apTepum



Knaccndukauma ( koHdpepeHuma no 6onesHu
TaKasacy, 1994 r.)




JleueHue aprtepuuta Takaacy

1. basucHaa Tepanua

[noKoKopTUKocTeponabl 1 mr/Kr/cyT

[1ns NaUMeHToB, HEe AOCTUTLLINX PEMUCCUMU:

* MertoTpekcar 0,3 mr/Kr/Hep,

* UuknodocdaH 1 mr/kr/aH

e AsatmonpuH ( umypat) 1 mr/kr/an

 UCA, Takpoanmyc, nebatoHoMUA,

e MO®M 2r/gH 1 roa v 6onee

2. [le3arperaHTbl , renapuH 1Mau Bap¢papuH ana NPpoPUNAKTUKMU UHCYNbTOB
3. bnonoruyeckume areHTbl

* bBnokatopbl PHO ( aTaHepcenT, UHOINKCUMaAD)+/-
mMmeTaTpeKcaT/asaTmonpu

* Putykcmmab
* [yMaHM3NPOBAHHOE aHTUTENO K peuenTtopy W16 ( Tounnnsymaob)

4. JleyueHne apTepnmanbHOMU rMNePTEH3UN ANA NPeAoTBPaLLEeHNA
OC/I0XKHEHWIA

5. Xupypruueckasa KoppeKuua ( UypesKoxKHaa TpaHCIIOMUHAIbHasA
aHrMonaacTuKa, CTeHTUpPOBaHUe, LWYHTUPOBaHue)



TMraHTo-KN1eToUYHbIN
(temnopanbHbIN ) apTEPUNT

rPaHy/IeMaTO3HbIN APTEPUNT a0OPTbl N €€
6onblNX BETBEN C NPEUMYLLLECTBEHHbIM
NopaXXeHMem 3KCTPAKPaHWaNbHOWN BETBU
COHHOM apTeEPUMW.

YacTo BOBNEKAKOTCA BUCOYHbIE apTEPUMN.
OO6bI4YHO BO3HUKAET Yy NaUMEHTOB CTaplue
50 neT 1 yacTo accoummpyeTtca c
peEBMATNYECKON NONUMUANTUNEN .



KnunHuueckue npoasneHna bonesHu
XOpTOHa

nnxopaaka, aHemwusa, yckopeHue CO3

ronioBHble 60211 B COMETAaHUM C YTO/ILEHHOM
6one3HeHHON TeMNopabHOU apTepuen,
6021€3HEHHOCTbIO BOJIOCUCTOM HYacCTbiO FO/10BbI

HapyweHue KpOBOCHaﬁ)KEHMﬂ A3blKa C pa3suTtmem
MOCCUTa, CHNXKEHUeMmM 060HAHUA U BKYCa, Ppa3BUTUEM
raHrpeHbl A3blKa

NULEMUYECKUIA HEBPUT 3PUTENIbHOIO HEPBA U OKKIO3UA
LLeHTPaZIbHOM apTepum ceTYaTKU , cenoTa

uHcynbTbl, OUM, paccnoeHune aopTbl, HapyLleHUe
KPOBOCHab)XeHUA KOHEeYHOCTEN N BHYTPEHHUX OPraHoB



AunarHocTnyeckue Kputepum 6onesHmn XoptoHa

e 1.Bo3pacTt Hauana 6onesHu crapwe 50 ner
e 2. HoBbIX xapaKTtep ronosHon 6oan

* 3. U3ameHeHuA BUCOUYHOMU apTepumn: ytonuieHue (pacwumpeHme) unm
ny/bcauua BUCOYHbIX apTepuit ( He cBA3aHHbIe C aTEPOCKAEPO3OM) UAN
JIOKaNbHaA YyBCTBUTENbLHOCTb NPU Nanbnauum

* 4. MNosbiweHue ypoBHA CO3 6onee 50 mm 3a yac
5. 1aHHble buoncumn aptepun: npeobnapgaHne MHGuNbLTPaLUmn

MOHOHYK/1eapPHbIMU KZIETKAMU UJIU TPAHY/N1EMATO3HOEe BOoCnaJzieHue C
MHoOroagepHbiMyU rTMFMAHTCKUMU KZ1IeTKaMuU

+/- uBeTHas AynaeKcHas coHorpaduma TemnopanbHON apTepumn
M3T- dAaAr ?

®* Hanauyue 3 u3 5 kpumepuee caudemenbcmeyem o 2u2aHMOKAEMOYHOM
apmepuume.



bnoncua BUCOYHOU apTepun

~3 days a&et blopsy  a few weeks later



MonepeuHbiU cpes3
BUCOYHOMN apTepumn
npu KA c
npusHakKamm
rpaHyn1emaros-

HOro socrnajieHnNA U
MHoroaaepHbimum
TMraHTCKUMU
KNeTKamMmu




JleueHue apTepuunta XOpTOHA

OTHOCUTENBHO YPreHTHOoE, T.K. NaUMeHTbl MOryT NOTEPATb 3PEHME;

buoncusa moxeT bbITb NpoBeaeHa Ha doHe 2 Hea,. Tepanuu ( 3-4 cm,
YHU- nan bunaTtepanbHO)

nepBOHa4Ya/ibHO BbICOKME A03bl KOpTUKOCTepounaos (40-60 mr/aH) ;
apPeKT yepes 24-72 yaca; anmTenbHOCTb 9 mec n bonee noa
KoHTponem CO3 ( U16)

Nurmbutopbl PHOA : HPANMKCMMAD, aTaHepcenT, agaiMMmymab
Tocilizumab 8 mr/kr/mec - 6nokatop WUJ1-6
nHrnbmtopbl BAFF n NU/1-6

Mavrilimumab — 370 aKcnepuMeHTaIbHbIN NMpenapaT, KOTOPbIN
6noknpyet monekyny GM-CSF, KoTopas BblpabaTbiBaeTca MMMYHHOM
CUCTEMOM U ABNAETCA OAHUM U3 NEPBbIX 3BEHbEB B LN BOCNANEHMUS

(1 paza)

MeTtotpekcaT ( 15-25 mr/Hepn B poT), azatnonpuH ( 2 mr/Kkr/aH B poT),
UMKnopocPaH, UMKAOCNOPUH A



MaTonoruyeckmne cocToAHUA, KOTopble MOryT
MMUTUPOBATb NEePBUYHbIE CUCTEMHbIE BaCKY/IUTbI

IMO0JINYECKHE COCTOSIHUSA
JHIAOKAPAUT

Mukcoma npeacepaus
Kuposasi 3m00.1u5

CTeHo03 MM «CcIma3m) cocyaa
ATepocKkJjiepos
NHayuupoBaHHBIN JIEKAPCTBOM
Ba30cna3sm (3PproraMuH, KOKauH,

(peHUINIPONIAHOIAMUH)

DuOpOMYCKYJISIPHAA TUCILIIAZHUS

Cocyaucrnlii TpoM003

CHHAPOM TUCCEMHUHUPOBAHHOIO
CBEPTHIBAHUSA KPOBHU
TpombOoTHUYeCKast
TPOMOOLMTONEHUYECKAs IypIypa
AnTHdOoChOIMIUIHBIA CUHAPOM

I'emapunom uiun BapgpapuHoM
UHIYUMPOBAHHBbIN TPOMOO3
CucremHuble HHpEKIUU
JApyrue 3a001eBaHus

COCIMTUTEIHLHON TKAHU

OnyxoJu



3aKan4yeHue

* BACKy/UTbl NpeactasniatoT coboun
BOCMNaNNTENIbHblE U3MEHEHUA COCYA0B U
OKPYKAOLWMX TKAHEN C pa3BUTUEM
MLIEMUYECKOTO NOBpEXAEHUA
3aUHTEPECOBAHHbIX OPraHoOB

* C/NIOXKHbI ANA ANATHOCTUKU , T.K. MPU3HAKU U
CMMNTOMbI MOTYT ObITb HecrneunPUYHbIMU

* B OTCYyTCTBUUN ONATHOCTUKUN MOTYT NPUBOAOUTDL K
H€O6paTMMbIM U3IMEeHEHNAM N CMEePTHU



