[ocymapcTBeHHas o6pa3oBaTe/ibHAsi OpraHu3alius BbICIIEero NnpopeccuoHaJbHOI0 06pa30BaHUsl
«/loHEeIKMW HAallMOHAJIbHBIM MEUILIMHCKHUM YHUBePCUTET UM. M. [opbKOTO

[HOPAXKEHHWA CEPALA I11PU
CUCTEMHBIX BACKYJIMTAX

Acc. kadpeapsl Tepanuu ®UIO um. npod. A.U. aabika
KoHoHeHko JI.B.

3aB. kadpeapoi Tepanuu OPUIIO um. npod. A.U. [lsaabika, K.M.H., JOL|EHT
Tapagus I'I.

«AKTya/ibHble BONPOCHI KAPAUOJIOTUNA»
Jonenx, 23 nekabpsa 2022 r.



BBE/AEHUE

= BacKynutbl — reTeporeHHast  rpynna  OTHOCUTENbHO  pPeako
BCTpeYaoLLmnxcsa 3aboneBaHuii, KOTopble MOryT BO3HUKaTb NEPBUYHO UMK
pasBmBaTbcsd Ha doHe papyron natonormn. OHW XapakTepusyrTCS
BOCMNaneHneM W HEKPO3OM COCYOUCTOM CTeHKM, npu 3TOM B
NaToNorM4yecKnin NPoLIECC MOTYT BOBMEKATbCA COCYObl pa3HOro Kanmopa;

= B 1990 r. AMepukaHckon konrnerven pesmatosrioros (ACR) paspaboTaHa
Krnaccudukaumnss BacKynnmToB, OCHOBaHHas Ha AMaMeTpe COCYOOB U UX
pasgeneHnum Ha nepBuYHbIE N BTOPUYHbIE,

= B 1994 r. Ha cornacutenbHon koHdepeHuun B Yanen-Xunn (CHCC)
NPUHATLI HOMEHKaTtypa W onpenerieHnsi OCHOBHbIX (POPM CUCTEMHbIX
Backynutos (CB);

= B 2012 r. HomeHknatypa CHCC nepecmoTpeHa u gobaBneHbl HOBblE
dopMbl  BacKynutoB, pPeLleHbl BOMPOCbl Kacawlwmecss 3MNOHUMOB
3aboneBaHuM.

Jennette JC, et al., 2012 revised international chapel hill consensus conference nomenclature of vasculitides. Arthritis Rheum. 2013;65(1):1-11
Peleg H, Ben-Cherit E. Vasculitis in the autoinflammatory diseases. Curr Opin Rheumatol 2017;29:4-11



ARTYAJIbHOCTDb TEMBbI

= UpeamMepHbIM  POCT  YacToThl pasBuUTUaA  cepaedHO-CoCyauCTbIX
3abonesaHun B obLLeN nonynsauum otMmevaeTca n 'y 6onbHbix CB;

= [1pn aTom, nopakeHne cepgua npu CB gnutenbHOe BpemMsA ocTaBasioChb
HegOoCTaTO4YHO U3Y4YeHHbIM B CBA3W C YCTOSABLUMMCA NpencrtaBrieHUeEM O
pedgkocTM  3TOro  BUCLiepanbHOro  MNPOSABIEHNUA U CIOXHOCTEN
OObEKTUBHON OANArHOCTUKMU;

= Hepeoko CB conpoBoxgaloTcsi MopaXeHMemM cepaua, KOTopoe MOXeT
3aHMMaTb Begyuwlee MEeCTO B KIMHMYECKOM KapTUHE W onpeaensaTb
auarHos 1 NporHo3 3aboneBaHus;

= BapuaHTel nopaxeHun cepgua npum CB Becbma MHoOroobpasHbl W
CYLLLeCTBEHHO BapbUPYKT MO KIANHUKO-MOP@ONOrMvyeckum rnpusHakam u
NPOrHO3y, 4YTO B3aMMOCBA3aHO C HO30MOMM4Yeckon HeoLHOPOAHOCTLIO
BAaCKy/IMTOB W pPasnuUyHbIMM MeXaHM3MamMn BOBJIEYEHUA CcepaevHo-
COCYAMCTON CUCTEMBI.

@



APTEPUUT TAKAACY

= Aptepunt Takadacy (AT) — XPOHMUYECKUN TpaHyNeMaTo3HbI apTEPUNT C
NPEUMYLLECTBEHHBLIM MOPaXeHNeEM apTepun KPYNHOro wun cpeHero
Kannbpa;

= AT TpyoHogmarHoctmpyemoe 3aboneBaHne B CBA3M C OTCYTCTBUEM
cneuugunyecknx amarHocTuyecknx nabopartopHbiX TECTOB, BUOMapPKeEpPOB
N ayToaHTUTEN,

= OTHOCUTENBHO pPeaKo BCTpevarouleecs 3aboneBaHue, 3aBuUcsiLiee OT
peroHa npoXxmeaHUAa U 3THUYECKOU rpynnbl. Halle Bcero Bctpeyaercs B
Anonunn, HKoro-BoctouyHom A3ummn, WNHoum wn  Mekcuke. ExerogHas
3aboneBaemoctb B AnoHunm coctaensetr 40 crnydaeB Ha 1 MIH, a B
Espone 0,4-1,5 cny4yaeB Ha 1 MIH;

= AT passuBaeTcsa B NOOOM Bo3pacTe C nNMKom 3abonesaemoctn B 20-40
net. Backynut npesanupyeT y nuy, xxeHckoro nona (90% crniy4aes);

= OQHUM 13 rMaBHbIX reHeTUYEeCKUX akTopoB, BNMAKWMX Ha pa3sutmne Al,
asndaertca Hanundue reHa HLA-B52 n HLA-B39.

Onen F, Akkoc N. Epidemiology of Takayasu arteritis. Presse Med. 2017;46(7-8 Pt 2):197-203. Epub 2017 Jul 26.
Agueda AF, et al. Management of Takayasu arteritis: a systematic literature review informing the 2018 update of the EULAR recommendation fo ‘
the management of large vessel vasculitis. RMD Open. 2019;5(2):e001020. Published 2019 Sep 23.



KJIACCUOUKALIMOHHBIE KPUTEPUU AT
(ACR, 1990r.)

= [1e6toT 3aboneBaHns B Bo3pacte <40 ner;

= [lepemexatrowasacs xpomoTta. PasButne unm HapacTaHuMe MbIlLEYHOW
cnaboctm wunu aguckomcdopta B OoOHOM wunm  Bornee KOHEYHOCTAX
(0COBEHHO BEPXHUX);

= HapyweHune nynbcaunu Ha ogHoM UM obeunx nreyYeBbiX apTepusx;
= Pasnnyne B ypoBHSX cuctonuyeckoro Al Ha pykax >10 Mm pT. CT,;

= Hanunune  cuctonunyeckoro wyma Hag ogHou  unm o obenmu
NOOKIMOYNYHBIMU apTeEPUAMIN NN BPIOLLHOW aopTON;

= AHrMorpadouyeckne WN3MEHEHUA: CY)XeHUe W/ OKKITI3NA aopThl, ee

NpOKCUManbHbLIX BETBEN WM KPYMHbIX apTepun B MPOKCUMAIbHbIX
oTaenax BEPXHUX WM  HWXKHUX KOHEYHOCTEW, He O0OYyCroBrEHHbIE
aTepocknepo3omMm, UOPOMYCKYNSpHON AOucnniasven wunm  apyrumm
npuyYnHamMn. AT N3MeHeHNs 0ObIYHO (PpoKamnbHbIEe NN CErMEHTapPHbIE.

Hanun4yune nobbIxX Tpex unm donee Kputepues NoaTBepXxaaeT ANarHo3 u
XapakTepusyeTcsa YyBCTBUTENbHOCTLIO 91% u cneundmnyHocTbo 98%

Arend WP et al. The American College of Rheumatology 1990 criteria for the classification of Takayasu arteritis. Arthritis Rheum. 1990 ‘
Aug;33(8):1129-34



K/JIIMHAUYECKAA KAPTHUHA

= KnnHunyeckaa kaptnHa AT _pasHoobpasHa 1M 3aBUMCUT OT NPEUMYLLECTBEHHOIO
nopaxeHnda cocyanucToro baccenHa, akTUBHOCTU U CTagun 3aboneBaHuns;

= B Havane 6onesHu xapaktepHbl Hecneuyuduyeckne BocnanuTernbHble
nposieneHnsi B Buae:. ronoBHom Oonn (50-70%), cnaboctn (29-56%),
aptpanrum (28-39%), muanrnu 630%0), nuxopagkn (17-32%), aHopekcumn
(15—-34%), notepun macchol Tena (20-25%);

= [1To Mepe nporpeccupoBaHua 3aboneBaHnst KNUHMYecKast KapTuHa
oTobpaxaet HapacTaHMe BblpaXXeHHOCTN COCYAUCTOro BOCNaneHus;

= B 3aB1cMMOCTM OT oGnacTn nopa)keHns no AaHHbIM aHruorpadum
pasnuyatoT 6 TUNoB aptTepumnTa Takascy:

o Tun | — gyra aopTbl N OTXOASLLME OT HEe apTepuu;
o Tun lla — Bocxogdawmn otaen, ayra aopThl U ee BETBMU;

o Tun llb — BOCXogdawWwmMn otaen, ayra aopThl U ee BETBU, HUCXOOALLNW rPYyaHOW
oTaen,;

o Tun Il — HUCxogsawmn rpygHon otaen, 6prowHON oTaen aopThbl U/nnm
No4YeyYHble apTepuu;

o Tun IV — 6prowHOW oTaen aopTbl U/UIK NoYeYHble apTepuu;
o Tun V — kombuHauusa tunos llb n IV.

[Ipy BoBJIeUeHNH KOPOHAPHBIX U/MUJIY JIETOUHBIX ApTEPUM B NATOJOTUYECKUU
IpoLEeCC K TUIY 3abosieBaHUsA 1006aBasdatoT C (+) uiu P (+).

Li J, et. al. The clinical characteristics of Chinese Takayasu’s arteritis patients: A retrospective study of 411 patients over 24 years. Arthritis Res Ther.
2017; 19:107. ‘
Saruhan-Direskeneli G, et. al. Identication of multiple genetic susceptibility loci in Takayasu arteritis. Amer. J Human Gen. 2013; (93):298-305. O



[HOPAXKEHUE CEPJLUA TIPA AT

= [lopaxeHue cepaua BcTpeyvaetcsa npumepHo y 10-60% nauneHToB ¢ AT,

= Hawe Bcero Habnwgaetrca aHeBpuU3MaTUYECKOE pacCLUMPEHNE KOPHA
aopTbl C aopTanbHON peryprutaumnen;

= Tak »xe moryT HabniogaTbes:
< guacrtonuyeckad aucdyHkumsa nesoro xenygodka (JIXK) wmn  ero
rmneptpodoums;
< annartauuna JI)K B codeTaHnm ¢ MUTpanbHOW HEOOCTAaTOYHOCTLIO.
= [lopaxxeHne KOpOHapPHbLIX apTEPUN MOXKET NPOABNIATLCA B BUIE:!
1. CTeHo3a W OKKITH3UKN YCTbs KOPOHapPHbIX apTepun (60-80%);
2. OndodpysHbin nnu odarobit KopoHaput (10-20%);
3. AHeBpu3Mbl KOpOHapPHbIX apTepun (0-5%).

Taxenasa cepaeyvHad HeaoCTaTO4HOCTb Mpu AT aBnsieTcs ogHOM M3 caMbiX
YacCTbIX NMPUYUH CMEPTHU BOSIbHbIX C 3TUM 3aboneBaHMEM.

Danda D, et. al. Advances in Takayasu arteritis: an Asia Pacific perspective. Front med (Lausanne). 2022 aug 15;9:952972.

Ctpwrkakos J1.A. n coaBT. [NopaxeHne cepaua npu CUCTEMHBIX BACKyNMTaxX: NaToOreHeTU4eCckMne 3BeHbS, 3Ha4eHne hakTopoB pucka pa3BMTMﬂ©
CEPAEYHO-COCYANCTbIX OCITOXHEHUN U AnarHoctuka. Tep. apxus. 2014. Nel12-2. ‘
Gori T. Coronary Vasculitis. Biomedicines. 2021 May 31;9(6):622.



KopoHapHas aHrmorpadpuma 28-neTHen XeHLWWHbI C NMopaXXeHNeM KOpPOHapHbIX
aptepun npu AT. CTpenkamu nokasaH 3Ha4YUTENbHbIA CTEHO3 U OKKMHO3US
neBon nepegHen HUcxogsawen kKopoHapHon aptepun (A), neson ornbatowen
KOpOHapHou apTepumn (A) n npaBon KopoHapHou apTepuu (B)

Teng Sun, et. al. Coronary Artery Involvement in Takayasu Arteritis in 45 Chinese Patients. J Rheumat. April 2013, 40 (4) 493-497; @




Y3EJIKOBBIU NOJIUAPTEPUUT

= Y3enkoBbit nonuaptepuut (YMNA) — HEeKpoTU3MpYOWMA BaCKynuUT C
NPENMYLLECTBEHHBIM NOPaXeHMEM apTepun MbILLEYHOro TUna CpeadHero
N MENKOro Kannopa;

= YT1A OoTHOCUTENBLHO pPeaKo BcTpevatolleecs 3abonieBaHme KU ero yacrtora
cocTtaBnset 2,4 cniydyaeB Ha 1 MnH Yenosek B EBpone u 4,6 crnyvyaes Ha
1 mnH YyenosBek B Poccuu;

= YT1A pa3sBuBaeTcs B ntobom BospacTe, MUK 3aboneBaeMocTn NPUXoanTCs
Ha 45-65 neT n npeBanupyeT y 1L, My>KCKOro nona,

=Y aeteun YT1A yacTo npoTekaeT nobpoka4yeCcTBEHHO C
NPENMYLLECTBEHHBIM MOPaXXEHMEM KOXMW, a [OYeYHbIn CUHOPOM
pa3BUBAETCA pexe OPYrmx BucLeparsrbHbIX NMPOSABEHUN;

= 3adhukcmpoBaHa TeCHad B3auMMOCBA3b Mexay passutmem YI1A wu
NHPULMpPOBaAHMEM BUPYCOM renarturta B.

Mypkamunos W.T. n coaBT. Y3enKoBbI NONMAPTEPUNT: PACNPOCTPAHEHHOCTb, (DAKTOPbI pUCKa N BO3MOXHOCTU Tepanum (0630p nutepaTypbl U
KnuHudeckoe HabnogeHue). The Scientific Heritage. 2020. Ne47-2 (47).
Alsohime F et. al. Hypertensive Crisis: The Other Side of Polyarteritis Nodosa. Cureus. 2020 Jan 26;12(1):e6775. é‘»



KJIACCUPUKALIMOHHBIE KPUTEPUH YTIA
(ACR, 1990)

= [NoTeps macchl Tena Ha 4 kr u boriee ¢ MOMeHTa Ha4vana 3aboneBaHus;

= Livedo reticularis — cetyaTtoe nmBeao, NpeacTaBNEHHOE Ha KOXE KOHEYHOCTEW U
TYNoBULWA;

= bonb B si4Kax Unu nx HanpsXXeHue;

= Muanrmn, cnabocCTb B HOrax Unu nx HanpsiXxeHue;
= MoHo- unu nonnHenponaTus;

= Ounactonunyeckoe ALl > 90 mm pT. CT.;

= [loBbIlLEHME YPOBHA MOYEBMHbI >14 MMONbL/M U KpeaTUHMHA  KPOBWU
>132 MKMOnNb/N;

= Hanun4due aHTUTEN K NMOBEPXHOCTHOMY aHTUTEHY BUPYCa rernatnta BB CbIBOPOTKE,

= ApTepuorpapuyeckne U3MEHeHUss B BuUOe aHeBpU3M  WU/UNU  OKKIHO3UU
BUCLIepanbHbIX apTepun;

= [MonnmopHoHYKNeapHble HeuTpodunbl npu GuoncMn MenKnx u CcpeaHux
apTepun.

JAuarno3s YIIA paccMaTpvBaeTcA IPU HAJIMYUHU 110 MEHbILIE Mepe Tpex
KputepueB. YyBCTBUTE/IBHOCTb KpuTepueB 82,2%, cnenupuuHOCTb 86,6%

Lightfoot RW Jr. et. al. The American College of Rheumatology 1990 criteria for the classification of polyarteritis nodosa, Arthritis and §‘>
rheumatism, 33 (1990) 1088—-1093



K/IMHUYECKAA KAPTHUHA YIIA

= B HacToswee Bpems BolgensatoT asa suaa YIA: «knaccudeckmn» (AHLUA-
HEeraTMBHbIN  BacCKynuUT CPEedHMX COCydoB, acCOUMMPOBAHHbIN C
NH(apPKTOM rno4ek) n mukpockonuyveckun (AHUA-NO3UTMBHBIN BacKynut
CpeOHMX U MENKUX COCYyOOB, XapaKTepM3ylLMACA  pasBUTUEM
rmomepynoHedputa);

= B Hauyane 3aboneBaHusa 4dalle Bcero HabniogarTca Hecneumduyeckue
NPOABMEHNS CUCTEMHbIX 3aboneBaHU, Takne Kak muanrum, apTpanruu,
CHWXXEHME Macchbl Tena n nuxopaaka;

= B 50-60% cny4aeB pa3BMBaETCA KOXHas Cblilb B BUAE CETYATOro Nneeao,
NOOKOXHbIX Y3ENnKOB, Nypnypbl, BE3NKYNSPHbIX BbICbINAaHUA N A3B;

= [lopakeHne noyek Habnogaetcss B 50% crnyyaeB B BMOE remaTypuu,
NPOTEUHYPUN, C OOHaAPYXEHUWEM aHEBPU3M [OYEYHbIX apTepum W
NHdpapKTa NoYex;

= BoBneueHnne XXKT — BapbupyeT OT Hecneuuduyeckon 6onm B XKUBOTE,
TOLWHOTblI U PBOTbl OO0 aHeBpPU3Mbl BUCLeparibHOW apTtepun, nHdapkra
KMLLEYHMKa U ero rnepdgopauymu.

Mypkamunos W.T. 1 coaBT. Y3ernkoBbii NonMapTepumuT: pacnpocTpaHeHHOCTb, (hakTopbl pUcka U BO3MOXHOCTU Tepanuu (063op nutepaTyphbl 1

KnuHnyeckoe HabnogeHwe). The Scientific Heritage. 2020. Ne47-2 (47).
Clunie, Gavin and others (eds), 'Primary vasculitides’ in Gavin Clunie and others (eds) Oxford Handbook of Rheumatology 4 edn Oxford Medical ‘
Handbooks (Oxford, 2018; online edn, Oxford Academic 1 July 2018).



[IOPAXKEHHUE CEPZIUA TIPH YIIA

= [lopaxeHne ceppua BcTpedvaetrca npumepHo y 10-50% naumneHToB c YI1A u
XapaKkTepusyeTcs rnopaxeHMemMm KoOpoHapHbIX apTepuin B BUAE CTEHO3a, OKKIMO3UN,
aHeBPM3MbI B BUAE «OYCUHKM HA HUTKE» UITN PACCIOEHUS;

= KnuHnyeckasi KapTuHa nposiBNsieTca B Buae HecTabunbHOWM CTeHoKapauw,
apuTMumn, nepukapanTa, 3aCTOMHON cepaevyHoOn HegoCTaTOYHOCTN,

= [pn TspKenom TedeHnn YT1A BO3MOXHO pasBuTne nMHMapkta Mmokapaa;

KopoHapHas aHrnorpadgus (A—C) n komnbtotepHada Tomorpadpus (D) 22-neTHero nayneHTa
npu YMNA. KpacHblM NyHKTUPOM MOKa3saHa XpoHMYecKasi ToTarnbHasi OKKNo3na ormdatoLlen
BETBU N NMpaBon KOPOHAPHOW apTepumn.

Crpwxakos J1.A. n coaBT. [NopaxeHue cepaua npy CUCTEMHbIX BacKynuTax: natoreHeTu4ecke 3BeHbsl, 3HaYeHne pakTopoB pucka
pasBUTUSA cepaevyHO-COCYaUCTbIX OCNOXHEHUN 1 AnarHocTuka. Tep. apxms. 2014. Nel12-2. .
Gori T. Coronary Vasculitis. Biomedicines. 2021 May 31,9(6):622.



bOJIESHb KABACAKH

= bone3Hb KaBacakum (BK) — apTepuut KpyrnHbIX, CpPeagHuX U MENKUX
apTepun, acCouMUPYIOLLMNUCA C TMOpPaXeHUEeM KOXW, CIU3UCTbIX U
nuMmaTnyecknx ysros;

= HacToTa 3aboneBaeMocTu pasnnyHa 1 3aBUCUT OT pPernoHa npoXxuBaHus.
Tak B CLLUA n EBpone 3abonesaemocTb coctasndeT 8-19 cnydaeB Ha 100
TbIC. AETEWN, B TO BpeMs Kak B CeBepo-BocTouHoM A3um 3TOT nokasaTerb
B 10-30 pas BbiLLE;

= boneoT Yaule Bcero getu B Bo3pacte Ao 5 net (85%);

= B nuteparype onucbiBaloTcs cnydam Bsnotekywen bK y 6onbHbIX B
Bo3pacTe 20-35 ner;

= Ha gaHHbI MOMEHT 3Tuonorua 3abornieBaHUs U3ydeHa HeOoCTaTOYHO.
HekoTopble uccrnegoBatenn oOTMedalroT, 4yTto pas3sutne bK asnsaetca
cornacoBaHHbIM 3PdEKTOM MHOrorpaHHbIX akTopoB, TakuxX Kak
reHeTu4eckas npeapacrosioXXeHHOCTb, MHPEKLNN U UMMYHOOormdeckmne
HapyLleHUs.

Singab H, et. al. Silent Kawasaki Disease Affecting Multiple Coronary Arteries in a 39-Year-Old Egyptian Woman. Tex Heart Inst J. 2022 Mar
1;49(2):e207261.
MpagsiH C.P. n coaBT. bonesHb KaBacaku y B3pocnoro xuTtens MockoBckon obnacti ¢ HacrneacTBeHHON Tpombodunumen. AnbmaHax KnmHUYeCKom

MeauuuHbl. 2008. Ne18.
Lee W, et. al. Clinical Manifestations and Laboratory Findings of Kawasaki Disease: Beyond the Classic Diagnhostic Features. Medicina (Kaunas). ‘
2022 May 30;58(6):734.



KJIACCUPUKALIMOHHBIE KPUTEPUU BK
(ACR, 1990)

= GebpunbHass  MHTEpMUTMpPYOWAsa  nuxopagka  (0ObiMHO — 240°C),
coxpansiowasncs 5 gHen un bonee;

A Takke Hanuune He MeHee 4-X W3 cneaywwmx KputepueB (He
06s3aTeNbHO OAHOBPEMEHHO):

= PacnpocTpaHeHHas nonmmopdHas apuTemMaTo3Has CbiMb;
= [1BYCTOPOHHSASA MHBEKLMUSA COCYA0B KOHBIOHKTUBbLI UMK ee rnepeMus;

= [lokpacHeHune nagoHen n NoaoLB, UHAYPATUBHbBIM OTEK, B AalIbHEULLEM —
aeckBamaumsa u nnHUM bo;

= lIameHeHna ryb (nokpacHeHwe, obpasoBaHWe TPEeLUUH), «ManuHOBbIN
A3bIK», UHBEKLMA COCYA0B MONOCTUN pTa U MMOTKW,

= OcTpasi, 4aCTo OOHOCTOPOHHASI HErHomHasi wwenHas numdangeHonaTms
(OnameTp ogHoro numdaTtmnyeckoro ysma > 1,5 cm).

Lee W, et al. Clinical Manifestations and Laboratory Findings of Kawasaki Disease: Beyond the Classic Diagnostic Features. Medicina (Kaunas).
2022 May 30;58(6):734. {.)



K/IIMHAUYECKAA KAPTHUHA bK

[ToMnuMO paHee nepevncrieHHbIX CUMMMTOMOB MOTyT HabnaaTbCA:

= YNNoTHeHne nnun rmnepemmsa B mecte seegeHna bLPK;

= ApTpuUTbI N apTpanruu;

= AcenTnyecKkUin MEHUHINT, NWeMns nepndepnyecknx aptepun;
[THEBMOHUT;

MexaHndeckas KuwevyHast HenpoOXoAUMOCTbL, BOASAHKA XeMYHOro nysblps;

[HOPAXKEHUE CEPIUA TIPH BK

[TopaxxeHne cepgua BcTpeyaetcs y 30-50% 60nbHBIX U SABNSAETCA OCHOBHOM
NPUYNHOW ONUTENBHOIO TedeHns1 3aboneBaHnss U CMEPTHOCTU;

[Tpn BK moryT BoBnekarbCs BCe CTPYKTYpbl cepaua;

OcTpasa cragus 3aboneBaHWs MPOSABISETCA MNepukapauTtoM U MUOKapAUTOM
(puT™ ranona, apuTMumS);

Y 20-25% HenevyeHblx OONbHbIX pasBMBAETCA aHeBpu3aMa wnu gunaraums
KOPOHAaPHbLIX apTepuu;

= Tak xxe MOXeT HabnogaTbCs 3HAOKAPAUT C NOopaXXeHWEeEM KranaHHoro annapaTta
cepaua.

Lee W, et. al. Clinical Manifestations and Laboratory Findings of Kawasaki Disease: Beyond the Classic Diagnostic Features. Medicina (Kaunas). Z@

May 30;58(6):734.
Mpasgsit C. P. u coaBt. bone3up KaBacaku y B3pocioro xurenst MOckoBCckol 00JacTu ¢ HacleIcTBeHHOH TpomOodunueit. Anbm. Kitnn. Men. 2008. Nel8.
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KT cepaua v KOpOHapHbIX
cocynos. AHeBpuama no
nepegHebokoBomn cTteHke JDK.

MpagsiH C.P. u coaBT. Bosieaub KaBacaku y B3pocsioro kutesiss MOCKOBCKOM 06/1aCTH C Hac/Ie[CTBEHHOU TpoMboduireit. AnbM. K. Mea. 2008. N218. (.)




I'PAHYJIEMATOS3 C
[HOJIMAHTUXATOM

= [paHynematos ¢ nonuaHrumtom (I'TI1A) (paHee rpaHynemarto3 BereHepa)

— HEKpOTM3MpyLlee rpaHyrnemaro3Hoe BOcnarneHue C
NPENMYLLECTBEHHBIM MOPAXEHNEM BEPXHUX U HWMKHUX OblXaTenbHbIX
NyTen, a TakKke HEKPOTU3NPYIOLLNA BaCKYNUT COCYOOB MENKOro u
cpeaHero kanubpa;

= ['T1A oTHocuTca kK AHLIA-accoumnpoBaHHbLIM BacKkynutam,

= [TIA pacnpocTpaHEH NOBCEMECTHO U NMpeBanupyeT y nuuy, eBponeongHoun
pacbl. Ero exerogHas 3aboneBaemocTb coctaBnser 10-160 cnydaeB Ha
1 Mn YenoBsek;

= 3aboneBaHne MOXET passBmBaTbCAa B fOOOM BO3pacte C MNUKOM
3aboneBaemoctu B 40-65 neT n He NMeEeT reHAepPHOro pasnnyuns;

= Ha pgaHHbIn MOMEHT 3Tuonorua 3aboneBaHUs U3ydeHa HeOoCTaTOYHO.
HekoTopble uccnegoBaHuMA  oTMedaloT cBd3b  Mexay [TIA  w
npeglwecTeyollen TrHOMHOW  UMHJbeKuuew, AnuTenbHbIM — NPpUeMomMm
LMTOCTATUYECKNX MNpenapartoB, reHeTUYeckou npeapacnosioXXeHHOCTLHO,
BITUSIHUEM 3K30rMeHHbIX U 9HAOrEHHbIX anfepreHos.

Rheumatism. 2013;65(1):1-11.

Jennette J. C., et al. 2012 Revised International Chapel Hill consensus conference nomenclature of vasculitides. Arthritis &
LekmHa C.A., n coasT. 'paHynemaros ¢ nonnaHrumtom. KnuHudeckas meamumHa. 2020. Ne5. @



KJJACCUOUKALMOHHBIE KPUTEPHWU TI'TIA (ACR, 2022)

[MopakeHne Hoca: KPOBSIHUCTOE OTAENsiEMOE, A3Bbl, KOPOYKU, 3aN0KEHHOCTb, HapylleHne +3
HOCOBOIO AblXaHus, AedekT unu nepdopaumsi HOCOBOW NepPeropoaKu

[MopaxeHune XpALLEeBOn TKaHW: BOCMasieHMUe XpALen yxa unm Hoca, oCcunsiocTb rorioca unm - +2
cTpuaop, aHOobpoHxmnanbHoe nopaxeHne, GoOpMMpoBaHNE ceanosmaHon gedopmanmm
CMUHKN HOCa

KoHOyKTUBHaA Unu HeMpoceHcopHasa TYroyxocTb +1
MonoxutenbHbIn pedynstat aHanu3a Ha bAHUA wnn IMp3-AHLA +5
Y3enku, o6bemHble 06pasoBaHNA UM NOSOCTU B SIETKMUX MPU BU3yanusaumm +2

[paHynembl, BHECOCYANCTOE rpaHynemMaTo3Hoe BocrnaneHne N ruraHTcKne KneTku npu +2
Mopdponornyeckom nccnenosaHnum dnonTaTta

BocnaneHune, koHconuaauusi nu BeINOT B NPUAATOYHbIX Nasyxax Hoca Ui npusHakm +1
MacTouauTa rnpu Busyanusauum

Pauci-MMMYHHbIN rMOMepynoHedpUT No AaHHbIM BUONCUN MOYKK +1
[MonoxuTenbHbIM pesynbrat aHannsa Ha nAHUA unn MMNO-AHLA -1
Yncno 303MHOMUNOB B nepudepuyeckoi kposu =1x10%/n -4

n CyMMa 6aJIJ10B =5 M03BOJIAEeT KJIacCUPUIIUPOBATh 3a60/1eBaHue KaK I'TIA

BynaHoB 1 coaBT. dBOMOLMS KraccudUKauum CUCTEMHbIX BaCKyUTOB: OT 3MOHUMOB K COBPEMEHHbIM KpuTepusiM. Tep. apxus. 2022. Ne5.
Robson JC, et al; DCVAS Study Group. 2022 ACR/European Alliance of Associations for Rheumatology Classification Criteria for Granulomatosis
With Polyangiitis. Arthritis Rheumatol. 2022 Mar;74(3):393-399.




K/IMHAYECKAA KAPTHUHA TTIA

= [TIA nmeeT WNPOKNN CMNEKTP KITMHUYECKUX MPOABIIEHUN C pasfinyHOMn
CTEMNeHbl0 TAXECTWU, O4HAKO 3a4acTyi MNopaxaktTCcA BEepxXHWe U HUXKHue
abixatenoHble nyTn (90%), nodvku (60%) n rmasa (40%);

= Y HEeKOTOpbIX MauneHTOB MOXeT HabnwogatbCA BSANOTEKYLlEe TeYeHue
3aboneBaHusi B BUOE MOPaXEHUS BEPXHUX AblXaTenbHbIX MNyTen, a vy
OPYrMX — OCTpPO€ TeYeHue C TshKenblM MHOXECTBEHHbIM MOpaXeHUeM
>KN3HEHHOBAXXHbIX OPraHoB;

= «PeBmartnyeckme cumntombl» Habnwogatotcsa B 60% cnydaeB, B Buae
MUTPUPYHOLLNX apTpanrun, MUanrmu,

= [lopaxkeHne  koxum  (40%) nposiBNSeTcA B Buage  nypnypsl,
HekpoTmaupyowwen nanynel (yanel Yepmopka-CTtpocca), cetyartoro nmeeno
N raHrPEHO3HON NUoaepMuu;

= [MpnbnuautensHo y 30% nauneHToB [TIA pasBuBaeTca nepudepunyeckas
Heunponartug, cyooporu, sHuedganut un ap.

Montero-Vilchez T, et. al. Cutaneous Manifestations of Granulomatosis with Polyangiitis: A Case Series Study. Acta Derm Venereol. 2020 May
28;100(10):adv00150.

Clunie, Gavin and others (eds), 'Primary vasculitides’ in Gavin Clunie and others (eds) Oxford Handbook of Rheumatology 4 edn Oxford Medical
Handbooks(Oxford, 2018; online edn, Oxford Academic 1 July 2018). ‘



[HOPAXKEHUE CEPJUA TIPUA I'TTA

= [lopaxeHune cepaua BcTpeyvaetcsa npumepHo y 8-15% nauymeHTtos c [TIA,
= MoryT BoBnekaTtbCa BCe CTPYKTYpbl cepaua, B HaCTHOCTM:
* «CYXOU» NN SKCcydaTUBHbIM NepuKkapauT;

* KOPOHAPWUT;
* HaKenyao4koBble TaxnapuTMmuu;
* pexe BCTpevatoTcs 3HOOKapAUT U MUOKaPOUT;

= OnuncaHbl KNUHNYECKNe crnyvyan pasBUTUS PacCroeHNs BOCXOOALEro
oTaena u ayrn aopTsbil.

KT aopTbl 27-neTHen 60nbHON C
[MIA.

A. PaccrioeHne BocxoasLero
oTena aopTbl 1 YTOMLEHNE ee
CTeHKM (benas cTperka).

B. [1ByCTOpOHHMI nneBpanbHbIN
BbINOT (KpacHas cTperka),
nepukapamanbHbIn BbINOT (benas
cTperka)

2015;2015:516437.
Pan L, et. al. Case report of a 28-year-old man with aortic dissection and pulmonary shadow due to granulomatosis with polyangiitis. BMC Pulm

Med. 2019 Jul 8;19(1):122.

Dewan R, et. al. Granulomatosis with Polyangiitis Presenting with Coronary Artery and Pericardial Involvement. Case Rep Radiol. @



303UHO®UJIBHBIU TPAHYIEMATO3 C
NOJIMAHFUUTOM

= D03nHOOUIBbHBIN  rpaHynemato3d ¢ nonnadruntom (OITIA) (paHee
N3BECTHbIN Kak BackynuT Yapra-Ctpocca) — peako BCTpeYarolMncs
HEKPOTU3NPYIOLLMIA BacKynuT COCYOOB MENKOro M cpegHero kanubpa,
accounnpoBaHHbIM C aCTMOW N 303UHOMUINEN;

= DI TIA pacnpocTpaHEH noBceMecTHO. Ero exerogHasa 3aborieBaeMoOCTb
cocTtaBnget 0,5-6,8 cny4yaeB Ha 1 MI YENOBEK;

= CpegHunn Bo3pacT 3aborneBaemocTn cocTtaBnseTr 40-65 netT; MyXduHbl K
XEHLMHbI 6oNerT 0AMHAKOBO 4acTo;

= DI TIA oTHOCUTCA K rpynne accoumnpoBaHHbix ¢ AHLA CB:

* MonoxuteneHble AHUA onpegensatotca B 30-40% crniyyaes 3ITIA wn
accouunmnpyrotcs C NOBbLILLEHHOM 4acToToM MHOXX€eCTBEHHOIO
MOHOHEBpPUTA N rMomMepyrnoHepuTa,

 AHLA-HeratuBHble 60SbHbIE, Kak npaBuno, 0Oonee CKMAOHHbI K
nopaxeHuo cepaua.

Knpuyenko M.B., n coaBT. TpyaHOCTM ONArHOCTUKN 303UMHOMUNBHOrO rpaHyremMaTosa ¢ nonnaHrumtom. BectHuk MM MA. 2018. Ne3.
Al Umairi RS, et.al. Cardiac Involvement in Eosinophilic Granulomatosis with Polyangiitis (Churg-Strauss Disease): The role of
cardiovascular magnetic resonance. Sultan Qaboos Univ Med J. 2021 Nov;21(4):644-647. @



K/JIACCUDOUKALIUOHHBIE KPUTEPHUHA 3T'TIA

O6CcTpyKkTNBHOE 3aboneBaHne gbixaTeribHbIX NyTeun +3
[Tonunel B NONocTn Hoca +3
MHO>XeCTBEHHbIN MOHOHEBPUT +1

Yuncno s303nHodurnoB B nepudepuryeckon kposu =1x109/n +5
OKCTpaBacKynspHoe BocnaneHne ¢ npeobnagaHnem 303MHoOUNOB No  +2
OaHHbIM buoncum

[MonoxuTteneHbIW pesyneraTt aHanmsa Ha uAHUA vnm Mp3-AHLA -3
[emaTtypus -1

KakK 3O3VIHOCbVIJ1beIl7I rpaHynemMmartos ¢ noJimuaHr MMTom

BynaHoB 1 coaBT. BOMOLMSA KIaccUdUKaLnmM CUCTEMHbIX BaCKyTUTOB: OT 3MOHUMOB K COBPEMEHHBIM KpuTepuam. Tep. apxms. 2022. Ne5.

Cymma G6annoB 26 no3BonseT knaccudpuumpoBaTb 3aborneBaHne



K/IIMHAUYECKAA KAPTHUHA J3I'TIA

B tedeHnn IITIA BbIOENAOT TPU KIMHNYECKUE (pasbl.

= [lpogpomManbHana: OpoHxmanbHass acTMa C HanuymMem aTornmyecKux
cumntomoB. [lpoasnaetca y 96-100% nauuMeHTOB UM MOXET
npoaofmkKaTbCa rogamu,

= Jo3nHOMPUNbHAaA. XxapakTepusyeTca nepudepmnyeckon 303nHopuUnmen
(bonee 10% B neunkouutapHou dopmyne) ¢  303MHOUNBHON
NHUNLTPaUneEN onpeaeneHHblx opraHoB (nerkne, cepaue, XXKT);

= BackynutHaa: ocobeHHO Taxenbin nepuon 3aborneBaHUs; 3a4yacTyro
NPOSABEHNSMN 3TON (pa3bl ABMAKTCA nepudepuyeckas Henmponatus (y
70% nauuneHTOoB), NnopaxeHne Koxun (67%), nodek (25%), LIHC (8%).

Pakbaz M, Pakbaz M. Cardiac Involvement in Eosinophilic Granulomatosis with Polyangiitis: A Meta-Analysis of 62 Case Reports. J Tehran t
Heart Cent. 2020 Jan;15(1):18-26.



[IOPAKEHWE CEPALIA [1PHA JT'TIA

= [lopaxxeHue cepaua BcTpedaeTtcs npumepHo y 15-60% nauneHToB C
SlTIA.

= MoryT BoBnekartbcs Bce CTpPYKTypbl cepaua. Npu 3T moryT passmBaTbCS:

* NopaxkeHne nepukapaa (dKkccygaTUBHbIN NEPUKAPAUT UMK
YTOrLLIEHME NMUCTKOB Nnepukapaa);

* 3HAOKAPAUT C NopakeHMeM KrnanaHHoro annapaTta u
dopMmpoBaHMeM NHTpaKapauanbHoro Tpombo3a;

* MMOKapAWUT Pa3fnUYHOM CTENEHU TAXKECTMU;
« AunaTauuoHHas KapaMomMmonaTus:;
* KOPOHAPWUT.

= KapananbHas natonorma aBnseTcs camon Yyacton NpuvnHoOn netanbHbIX
ncxogos npu Sl TIA.

Szczeklik W., Miszalski-Jamka.T. Cardiac involvement in eosinophilic granulomatosis with polyangitis (Churg Strauss) (RCD code: I13A.7a). J.

Rare Cardiovasc. Dis. 2013;1: 91-95.
Qiao L, Gao D. A case report and literature review of Churg-Strauss syndrome presenting with myocarditis. Medicine. 2016;95:51- 55. .
Neumann T., Manger B., Schmid M. et al. Cardiac involvementin Churg-Strauss syndrome: impact of endomyocarditis. Medicine. 2009;88:

236—243.



BLIBO/IbI

= [NlopaxeHne cepgua npu CB mMoryt nNpodaBnsaTbCA B BUAE NMepukapauta,

MUoOKapguTa, O9HOoKapauta W natoniormyM  KOPOHapHLIX — apTepun.
[TaTonorma KOpOHapHLIX apTepun npeacrtaBrieHa: CTEHO30M  W/unu
OKKJTHO3MEN, KOPOHaApPUTOM, pas3BUTUEM aHEBPU3IM WIN pacCliOeHneM
KOPOHapHbIX apTepun;

= [lopakeHusa cepaua MoOXeT HabnogaTbcsl Kak B Aebiote 3aboneBaHus,
Hepeako OCMNOXHSASA MNOCTAHOBKY TOYHOrO AWarHo3a, Tak M B pasrape
KITMHUYECKNX NPOSIBIIEHMA OCHOBHOMO 3aboneBaHus;

= [lopaxxeHne cepgue SBNSETCA TSHKENbIM  BUCLEPUTOM, Hepeako
OKasblBalOWMM  CYLLECTBEHHOE BNUSIHME Ha [MPOrHO3 U UCXon
3aboneBaHus;

= PaHHAA OuarHocTtuka nopakeHus cepgua no3BoSigeT OonTUMU3MpPoBaTb
OanbHEeuLWy TakTUKy BeaeHuna OonbHbix CB: cBoeBpeMeHHasd
peBackynspusauna muokapga, nobasrieHme K fie4eHnto aHTnarperaHTos,
cTaTuHOB, Koppekuusa Tepanuu I'KC.

@



