CUHApPOM
KaBacaku

Jloknagunua: CTyAeHTKa 4 Kypca
MHCTUTYTA negunaTpumn PyakoBa
Arata PawmnaoBHa




TepmumnHonorusa

OrnBa0WanR KOPOKAIHAR
IpTEpHR

Negan nepeanas
HUCKOAAAR KOPOHApHaA
aprepua

Negan AnaroHanbHas
KOpOHapHas apTepua

CuHgpom KaBacaku/BonesHb KaBacaku (c/1u3ucmo-KoxuHbil
NUMPOHOOYNAPHBIU CUHOPOM) — HEKPOTUIUPYIOLWUIA CUCTEMHbIN
BACKY/INT C MPEUMYLLECTBEHHbIM MOPAXeHUEM CPEeAHUX N MEKUX

apTepun. NposBAAETCA IMXOPALKON, USMEHEHUAMMU CIUBUCTbIX
obos10uek, KOXK, MopaxeHMeM KOPOHAPHbIX 1 4 pyrux BUCLLePa/bHbIX
apTepuin ¢ BO3MOXHbIM 0bpa3oBaHMeM aHeBpU3M, TPOMOO30B n
Pa3pbIiBOB COCYANCTOM CTEHKM.

CuHapom KaBacakm - 04nH 13 AMarHO30B, KOTOPbIW A0/KEH
obs13aTenbHO paccMaTpmMBaTbCA B KavyecTBe NpUUMHbl GebpuibHOM
nnxopagkuny ageten. CuHapom KaBacakum y aeten, ABaasCh
OTHOCUTE/IbHO PeAKOWN NaTO/I0ren, MOXET Bbi3blBaTb Pa3BUTUE
aHEeBPU3M M CTEHO30B KOPOHAPHbIX apTepUn, 0COBEHHO Npu No3aHeN
AMArHOCTUKE U HECBOEBPEMEHHOM U[/MAN HEaAEeKBAaTHOM JIeYEHUN.
Takmm obpaszom, cmHapom KaBacaku - ofHa 13 NpUYMH NprUobpeTeHHbIX
cepAeyvHO-CoCyANCTbIX 3aboneBaHmm



AKTYa/IbHOCTb

CnHapom KaBacaku BCTpeyaeTCs HAMHOIO Yalle, yem
AnarHoctmpyetcs. B Poccnm B nocnegHme rogbl KOAMYeCTBO
60/1IbHbIX AeTeln pacTET, OAHAKO ANATHO3 U IeYeHNe HaUMHAEeTCS
HeCBOEBPEMEHHO, YTO MPUBOAUT K MU3MEHEHUAM B KOPOHAPHbIX
apTepusax 1 NOBbIWEHMIO PUCKA 1eTasIbHbIX MCXOAO0B BO B3POC/IOM
BO3pacTe.

[pu3Hakm bonesHn KaBacaku Hava M BbIABASATb Y AeTeN,
nepeHécwmnx Covid-19 no BCceMy MMpYy, YTO AeNaeT NOHUMAHMeE
naToreHesa, CMMNTOMOB U JlIeYeHUA CMHAPOMa eLLé bonee
aKTya/lbHbIM.
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1o HacTosILLerO BpeMEHN HET OAHO3HAYHOIO MHEHUSA O MPUYMHE
3aboneBaHus. CylecTBYOT HECKO/IbKO TEOPUI €0 MPONCXOXAEHUS:

® /IHdeKUMOHHbIe areHTbl TakMe Kak CTadUI0KOKK, CTPEMTOKOKK,
MMKOM/Ia3mMa, BUpYC dnwTenHa- bapp.

® AyTOMMYHHas Teopus.

e [eHeTMYecKasn Npespacno/IoEHHOCTb.

STUOJZIOIUSA




Mo popme:

* [loNIHaA — HaAM4YmMe TNXOopPaAKU
He MeHee NATU AHEN U 4-5
KAVHUYECKMX MPU3HAKOB,

* HenonHasa ( "atnnunyHan") —
TUMUYHbIE KIMHUYECKME MPU3HAKM
3ab0/1eBaHNSA OTCYTCTBYIOT; MOXET
HabatoaaTbCs, HAaNpuMep,
noyeyHas HeA0CTaTOYHOCTb,
KOTOpas He XapakTepHa AAs
nosHOM GOopMbl.

[lo cTtaguum:

OcTpad cTagna HaunHaeTcs ¢
BHE3arHoro nosblWeHns TeMnepaTypbl 1
ANNTCSA NPUMEPHO 7—14 AHEW.
[NogocTpas cTagna Ha4YMHAEeTCS, Koraa
JINXOpajKa yTUXAa, N NPOA0/IKAETCA 40
4—6 Hepenb.

(asa BbI3A0POB/IEHMSA XapaKTepulyeTcs
MOJIHbIM NCYE3HOBEHNEM KJIMHNYECKUX
npu3HaKkoB 601e3HK, Kak NPaBuIO, B
TeyeHue TPEX MecsLeB NOC/1e Hayasa
3aboneBaHus.

XpoHunyeckas cTaamsa umeet
KIMHUYECKOoe 3HaYeHMe TOJIbKO Y Tex
MauWeHTOB, Y KOTOPbIX Pa3BUINCh
cepAeyHble OC/I0XHEHUS.

Mo mopdonorum
nopaxeHusa KA:

HeT nameHeHun.

TpaH3nTOopHas skTasunsa KA,
ncyesarowas yepes 6-8 He,.
OgHa Manas nnu cpeaHsas
aHeBpu3Ma rnaBHou KA nam ee
BETBW.

Bonee 1 60nbLWION MM TUraHTCKOM
aHeBpu3Mbl KA, MHOXeCTBEHHbIe
aHeBpu3Mbl ogHoU KA ¢
obcTpykLmen.

ObcTpykumsa KA.




* bakTepus
* Bupyc

PecHuTyaTtbin
OpoHXManbHbIN SANUTENNI

NHTpannasmaTtunyeckune
BKJTHOYEHUS

Makpodaru

T- naumdoumnTbI
MoHOoUUTBI
NK-kneTku

AT K aHAOTEeNnA/IbHbIM
aHTUreHam

LUTOKMHBI

AT K yMTonnasme HeMTPoOPUIOB

[ ecTpyKTUBHO-
HEeKPOTUYECKMIA BaCKyNT
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[laToreHes

LLUTOTOKCUYECKUMX
peaKLnmn

e 1ns bonesHmn KaBacakm ocobeHHO BaXKHO NOABAEHME
aHTU3HA0TE/INANIbHbIX aHTUTEJ, KOTOPbIE MOBPEXAAT KAeTKN
SHAOTENNSA, MyTEM PeakL MM AHTUTEI03aBUCMMOM KJIETOYHOM
LMTOTOKCUYHOCTM.

AHTUTEN033aBUCUMAA KNETOYHAA
UUTOTOKCUUHOCTD




[laToreHes

LLUTOTOKCUYECKUX
peakLuunmn

[TaToreHe3s AHLIA-
accoummpoBaHHbIX ['H

ANCA (Anti-Neutrophil Cytoplasmic Autoantibody)
Blood vessel wall

Neutrophil type
of white blood cell

« AHLUA
aKTUBUPYIOT
HenTpodUnel,
KOTOopble
ocBOGOXAAKT
MeAauaTopbl
BOCNaneHun u
noBpexaarT
KIMeTKn
3HaoTenus

Inflammation of the vessel wall
(vasculitis) caused by white
blood celis that have been
stimulated by ANCA



KanHunyeckue nposBseHUA co
cTopoHbl CCC:

AHEBPU3Mbl KOPOHAPHbIX apTeEpPUIA
MuokapauT
MNepukapamanbHbIA BbINOT
AHEBPU3MbI A pYyrux apTepun
BonesHb KnanaHoB cepaua (peako)

MNepedepunueckas raHrpeHa (pesko)




* [lHeBMOHUT: e lenatut

MHTEpPCTULUMAbHbIE U
nepubpoHxmnanbHble

Xentyxa
MHPUNBTPATDI * BoasHka
* Jlero4Hole y3/bl XeNYHoro
(peako) ny3bIpS

Avapes

A

ObcTpykTnBHaa * ApTpuT

* Ypetput
* [ngpouene

v,
s

Red, irritated eyes

Red, dry, cracked lips
and swollen
‘strawberry’ tongue.

Rash of the trunk

Swollen, red hands
and genitals and feet

AcenTnyeckmnm
MEHUHIUT
MNepe3 avua (
peaKo)
HenpoceHcopH
asl TYroyxocTb

MepegHum
yBeUT
[Mnepemus
CAU3NCTOM
A3blKa,XENAUT
JpuTemMa, OTEK
KUCTEW 1 cTon,
LenyLweHme
na/sibues




oJiorng
KOPOHJAPHbIX

U3MeHeHUM

HopmanbHas kopoHapHas apTepus




[laTOMOPDONOrng

KOPOHAaPHbIX
U3MeHeHUM

Puc. 3. Mopdororuueckne npH3Hakn
KOpoHapHHTa npH cuHApoMe Kasacakn.

A - unduarrpanus AMMPOMAHBIMIH KACTKAMM AABCHTHI[HM

M Vasa vasorum, OKpacka reMaroKCHAMHOM # 303uH0oM, X 100;
HMMYHOTHCTOXHMHYECKOE HCCACAOBAHME — MHOHAbTPaN A
000AOHEK CTEHKH aPTEPHH MMMYHOKOMITCTCHTHLIMI KACT-
kamu (crpeaxn): B - CD4/T-aumdouurnt no nepudepun

B cTeHke vasa vasorum, X200; B - CD8/T-anmdouuret so-
kpyr vasa vasorum, x100; I’ - CD68 /maxpodarn B apsenTH-
i anespiams KA, x100. KA - koposapanie aprepi.




[laToMmopdoaormnga

KOPOHAPHBbIX
U3MEeHEeHUM

Prc. 1. ANCSpHEMATHMECKN MIMEHEHHAS KOPOHADHAR AP TepHs.

A = DOCTRLTNTEALIEIC HNqUEILTPaTI B £ adveatirie i nopyT wisa vasome. Oxpacka resaroxcicnsiom i sonaom, *400; § — paipactasse co-
emomrenLiod e 6 L advestinis. Oxpacka no Macony, *400; » — aumas o ¢ mrtma. Oxpacka Ol red, *800; 1 — pacmenacinee u thpar-
acHTAUMA BnyTpennell amacTwveckolt Mesbpanu. Oxpacka na saacmuxy no Beltrepry, ¥ 400; 3 — gaxrop Banaebpanaa » :aorensinsimx

KIeTKax vase vasorum. Haavyonepoxciemuas peaaxung, *400; ¢ — NO-cunmas » mmoreams v vasorum. Hyvnmonepoxcnansiag peax-
wem, *400.



[laTOoMO

oJiorng

Takum obpasom oTnnumnTenbHble Mopdroriorndyeckue Yeptobl CnHgpoma
KaBacaku:

® NPENMYLLIECTBEHHOE NopayKeHNe KOPOHaPHbIX apTepuii
® MeHbLlas BbIPaXXeHHOCTb UMK OTCYyTCTBUE hBPUHONIHOIO HEKPO3a
® BblpaXeHHOe YTOorLLEeHNEe NHTUMBI

® XapakTep KIIeTOYHON NHPUNLTPaLUM COCYANCTON CTEHKN:
npeobrnagaHne CD8-NO3UTUBHBIX T-NMMMEOUNTOB (LUUTOTOKCUYECKME),
Makpodaros 1 HE6OMbLLOE KONMMYECTBO NOSIMMOPAHOSAEPHbIX
KIEeToK.
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Mukponpenapar M1okap4a Npu Mukponpenapat M1okapaa
BHE3ANHON KOPOHAPHOA CHEPTH, NONRPHIOBAHHOM CBETE NPH BHEJaNHOH
Puc, 2, Turantckas AHEBpH3NA (A ¢ IKTasHel AHCTAABHOTO yHaCTKY M (A], £¢ HHTAKTHBH AHCTAAbHBL b\ er. ! R N ) A x. 5 A AR VRN Okpacka no T nossonser st mpo“am CHEPTH. BbIRBNAITCA
JHACTOK (B) i okkakoanpoaa [TKA ¢ AokaAbHoi aHeBpaN0ii b cpesHes oTpese {B) KOHTRAKTYPHEIR 1 epeCODA|SHIA JHACTIM, B KOTOpbiX OTCYTCTRYeT

1 - Y4acTOK HeKpO3a MMOKapaa; MiodHBpHAN (y$acmit kpackoro XapakTepHan nonepeuan
2 - 30Ha AeMapKaLUMOHHOr0 BOCMAaNeHWs; yeera), x250, HCepUEHHOCTS KapghomHouyoe; X400,

(A - oruBaiouas aprepius; AA - Aucranshias aprepis; [TKA - mpasa Koponaphas aprepis,




l/IaFHOCTl/I Kd

Bone3Hb KaBacaku onpeaenstotT Ha OCHOBaHMU AMArHOCTUYECKUX
KpUTEepUeB, NOCKOJIbKY O4HO3HAUYHbIX KAMHUYECKMX NMPU3HAKOB U
cneundunYecknx TecToB He cyuiecTByeT. [Mpu nogo3peHmn Ha 6one3Hb
KaBacaku BaXXHO peKOMeHAO0BaTb rOCNUTaAN3aLLMIO, YTODbI MPOBECTH
TLW,ATENIbHYIO OLLEHKY M MOATBEPAUTL AMArHO3. Y AeTen NepBbiX JET XMU3HU
C ANTENbHOU Inxopaakon ( bonee 5§ aHen) B gnuddepeHLnanbHo-
AMNArHOCTUYECKNIN pag, Bcerga HyXHo BkatouaTb CK. Kputepuu:

e /IBycTOpOHHEe NoKpacHeHMe KOHbIOKTUBDI

e [MokpacHeHMe N OTEK ryH, «MaNNHOBBIN» A3bIK

e OTEK, a3puTeMa, AeCKBaMaLLMs Ha KUCTAX U CTOMax
¢ Cbinb (nonvmopdHas)

e LWenHas nnmdoaaeHonaTms

Puc. 5 a, 6. llenaymenne nanbues.



® Pa3BepHyTbIN aHanM3 KpoBu € GopMyion 1 06583aTeNbHbIM NOACHETOM
ymcia TpomMbounToB.

e Buoxnmunyeckmm aHanuns kposu (0bwmnm benok, anbbymuH, buanpybun,
TpaHCaMWHa3bl, raMMa-rATaMUATpaHchepasa).

e CPB (noBbiweHune xapakTepHo ana CK), aHTuctpentonmnsmH O,
aHTUCTpenTornanypoHunaasa (nosbiweHne HexapakTepHo ansa CK).

e Koarysiorpamma.
® /ccnepoBaHne MOUMN: MUKPOCKONMS 0cazka, benok
MATHOCTMKd e bakTepuonornyeckoe nccnesoBaHme KpoBu.
® [1poKanbLUTOHNHOBLIN TECT.
e [No nokasaHmaMm — Y3/ neyeHu n xen4yeBbIBOAALMX NYTEN.
® [To nokasaHWAM CNMMHHOMO3roBas NyHKLUA

e OdTanbmonornyeckoe NCccnes0BaHMe C MOMOLLBHO L eeBOM AaMnbl

® /IHCTpyMeHTalbHast AMArHOCTUKA NOPAXeHMUS cepaLa:
anekTpokapauorpadpus (AKI) n axokapamorpadpus (AxoKr).




OCHOBHbIM METOZ0M JIeYEeHUA AB/IAETCA COYeTaHne
MMMYHOTN06y/IMHA A9 BHYTpUBEHHOr o BBegeHus (MITBB) n
aLeTUACaNNLNIOBOWN KNCNOTbI. MICMONb3YyIOT CTaHAapTHbIE K
oborauweHHble IgM UIITBB.

e VIF'BB perynvpytoT UMMYHHbIW 1 BOCNAINTE/IbHbIN OTBET,
61okumpytoT nau ceaseiBatoT IgG Fc — peuenTopbl, HEUTPAAU3YIOT
MUKPOOHbIE aHTUreHbl AW CynepaHTUreHbl, 40DaBAAIOT aHTUTeNA
NaLMeHTaM CO CHUXEHHOM CNOCOOHOCTLIO UX CUHTE3],
MHAYLUPYIOT BblBEAEHME MMMYHHbIX KOMMNAEKCOB, HEFAaTUBHO
B/IMAIOT Ha cekpeumto B-numdoumtamm uMmMyHorno6yimHoB,
npeAoTBPAaLLAOT a4re3unto TPOMOOLMTOB Ha SHAOTENU

JleyeHne

e Auetuncannumnosas kucnota (ACnnMpurH) okasbiBaeT
NPOTMBOBOCMAINTE/IbHOE, aHa/ibresunpyoLlee,
XKAapOMOHMXaloLW,Eee 1 aHTUArperaHTHoe AencTemne
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JTNONOrMA U NATOreHes He A0 KOHL,A M3yqub|. I'Ipe,u,nonararoTCH TEOPUN BO3AENCTBUS
MMMYHHbIX KOMM/1EKCOB, MEXAHU3MOB KJIETOYHOW LLUTOTOKCUYHOCTN, MEXAaHNU3MOB
KNE€TOYHOr0 UMMYHUTETA C 0bpa3oBaHMEM LLUTOKMHOB U MONEKYA aATre3nM.
Mopdonornyeckme nsmeHeHUss apTepum NpyM AAHHOM BUAE BAaCKyAUTa NpeCTaBeHbl
npenMyLLLeCTBEHHO KOPOHAPUNTOM C gasibHenwmnm obpasoBaHnemM aHeBpu3M. JlaHHble
M3MEHEHMS ONacHbl CBOMMWN CMEPTE/IbHbIMU OCIOXXHEHUSMW B MOJIOAOM BO3pacTe:
MHPAPKTOM MMOKAPAA, BHE3AMHOM CEPAEYHON CMEPThIO, @ TaK Xe MOTyT NMPUBOAMUTD K
CHVDKEHMIO YPOBHS XUM3HU 60NBHOTO.

3HaHMEe KJANHUYECKUX MPOSABIEHNIN, NAaTOreHe3a M NAaTOMOPGOS0r MM BAXKHO AN
CBOEBPEMEHHOM MOCTAHOBKWN AMArHO3a U He3aMeAAMUTe/IbHOrO Hayasla NPaBUJIbHOrO
JIe4YeHUs, a 3HAYUT M AdJibHeMNLLEeN NOJHOLLEHHOM XU3HM NaLMeHTa.

baarogapto 3a BHUMaHue!




