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TepMuHbI U onpeaeIeHUs
Hosrie Y3KOHAITPABJICHHBIC TCPMHUHBI B JaHHBIX KIIMHUYCCKUX PCKOMEHIAUAX HE

HCIIOJIb3YHOTCH.



1. Kparkas undopmauus no 3a60/1eBaHUI0 HJIH COCTOSIHUIO (TPyIie 3200/ eBaHUH HJIH
COCTOSIHUIA)

1.1 Onpenejaenune 3a00JJeBaHUA UM COCTOAHNUSA (rpynme 3a00JJeBaAHUN WJIH COCTOSHHUN)

Cnv3uCTO-KOKHBIN  JIMM(OHOIYISAPHBIN cHHApPOM (cuHApom/Oone3ns Kapacakn)
MMpEaACTaBIIACT co0oit OCTPO HNPOTEKAIIEC CHUCTEMHOC 3a60J’IeBaHI/Ie, XapaKTCPHU3YIOIICCCA
[IPEUMYIIECTBEHHBIM [TOPAXXEHUEM CPEIHUX apTepuil (apTEPUUT), pa3BUTHEM JAECTPYKTUBHO-
npoaudepaTiBHOTO BacKyinuTta. MHOrga B Mpolecc MOTYT BOBJICKATHCS aopTa W JIPYTUe
KpYIHBIE apTepuud WM apTepun Majoro kaimbOpa. Hambosee wacto cunapom KaBacaku
BCTPEUAETCS Y JIETEH IPYyIHOTO U PAHHETO BO3pacTa.

Cungpom Kapacaku (CK), sBissich pacnpOCTpaHEHHBIM IEPBUYHBIM CHHAPOMOM
BaCKyJIMTa, Nopaxaromum jeredl (Hapsgy c¢ IgA — accoluupoBaHHBIM BAaCKYJIUTOM -
cugapomoM lllenneitna -I'eHoxa), Oo/MKEH 0053aTelNbHO paccMaTPUBATBCS B KauecTBE
npu4drHbl HeOpMITbHON HUXOopaaku y pebeHka. [Ipu HecBOEBpEMEHHOM AMATHOCTHKE W/WIH
HCCBOCBPCMCHHOM, HCAJICKBATHOM JICUCHUU CUHApOMaA KaBacaku B0O3MOXKHO Pa3BUTHC
AQHEBPU3M U CTEHO30B KOPOHApHBIX apTepuid. B oTyeTre AMepHUKaHCKON KapauOJIOTrHYeCcKOi
accounanuu (AHA, 2017 r) OTMEYEHO, YTO MPOMYUIEHHBIH WJIM HE AMATHOCTHPOBAHHBIN
cBoeBpeMeHHO CK Mor sBIsIThCS MPUYMHON MH(ApKTa MHOKAapAa WIH OCTPOr0 KOPOHAPHOTO
CHUHpPOMA y B3POCIBIX JIMIl MOJoa0ro Bo3pacta (o 40 ner). Tak, nmpu anruorpadudeckux
HCCIICOOBAHUAX, TIMPOBCACHHBIX C MTCJIbBIO YTOUHCHHA MNPUYHNHBI BO3MOXXKHOU HIIIEMUH
MHOKap/Ja, 6,7% MNallMEHTOB MOJIOXKE 40 et OBUTH BBISIBIIEHEI N3MCHCHUS, COOTBETCTBYIOIIINC
npemmectByromemy CK [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart
Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council
on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):927-e999].

Taxkum O6p8.30M, Ha CCI‘O,ZLHHIJ.IHI/IfI ACHb CK sBisercss OCHOBHOM HpH‘-IPIHOfI BCECX
NpUOOpETeHHBIX 3a00JIeBaHHUI cepala y aeTei B pa3Buthix crpanax [McCrindle BW, Rowley
AH, Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals

From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-e999, Rizk
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SR, El Said G, Daniels LB, Burns JC, El Said H, Sorour KA, Gharib S, Gordon JB. Acute
myocardial ischemia in adults secondary to missed Kawasaki disease in childhood. Am J
Cardiol. 2015;115(4):423-427].

VcraHoBlIEHa CcHIBbHAs CBS3b MCXKIAY PpPa3BUTHEM KOPOHAPHBIX AaHCBPHU3M MW MIIaJIINM
BO3pAacTOM NanueHToB — OT 19% mauureHToB B Bo3pacte 10 6 Mec 10 73% cpenu MilaicHIIEB B
Bo3pacte g0 | roma wmmerorT kKopoHaphyroo auiaraiuio [Grasa CD, Fernandez-Cooke E,
Sanchez-Manubens J, Carazo-Gallego B, Aracil-Santos J, Anton J, Lirola MJ, Mercader B,
Villalobos E, Bustillo M, Giralt G, Rocandio B, Escribano LM, Dominguez-Rodriguez S,
Calvo C. Kawasaki disease in children younger than 6 months of age: characteristics of a
Spanish cohort. Eur J Pediatr. 2022 Feb;181(2):589-598. doi: 10.1007; Mossberg M,
Mohammad AJ, Kahn F, Segelmark M, Kahn R. High risk of coronary artery aneurysm in
Kawasaki disease. Rheumatology (Oxford). 2021 Apr 6;60(4):1910-1914. doi:
10.1093/rheumatology/keaab12. PMID: 33150451; PMCID: PMC802399; Fabi M, Andreozzi
L, Frabboni I, Dormi A, Corinaldesi E, Lami F, Cicero C, Tchana B, Francavilla R, Sprocati
M, Bigucci B, Balsamo C, Valin PS, Di Fazzio G, lughetti L, Valletta E, Marchetti F, Donti
A, Lanari M. Non-coronary cardiac events, younger age, and IVIG unresponsiveness increase
the risk for coronary aneurysms in Italian children with Kawasaki disease. Clin Rheumatol.
2021 Apr;40(4):1507-1514. doi: 10.1007/s10067-020-05331-w. Epub 2020 Sep 16. PMID:
32936425]

V3MeHeHMsT KOpPOHApHBIX apTepuid, MpeiacTaBisAiomMe coboil ¢akTop pucka
JICTAJIbHOI'O HCXOda H I/IH(i)apKTa MHOKapJila B MOJOAOM BO3pacTe, Yy MNOJAABJIAIOIICTO
OOJBIIMHCTBA MAMEHTOB MOXHO MPEAYNPEIUTh IPU YCIOBUU CBOEBPEMEHHO HA4aToro (1o
10 ngus 3a0oneBanms) JedeHus Oonpmmmu  nozamu  BBUIT B xomOuHamum ¢
alETUIICATUITAIIOBON KUCIOTOM.

1.2 DTHOJIOTHS ¥ IATOreHe3 3a00J1eBAHNS WJIH COCTOSIHUS (TPYNIIBI 3200/1eBAHUIT WU

COCTOSTHMI)

Otunonoruss CK okoHuaTenbHO HE ycTaHoBieHa. IIpenmonaraercs MHOrogakTOpPHBII

npolecc, BKIIOYAIOMIMKA BO3ACHUCTBHE psfa HHPEKIMOHHBIX areHTOB, y T'€HETHYECKU
BOCTIpUMMYHMBOro opranu3ma. Ha mpenpacnonoxennocts k CK u Ha ucxojsl 3abosieBaHus,
BKJIFOYAas BOCHPUUMYMBOCTH K Tepanun BBUI, BousdooT reHernueckue Bapualuy,
3a/ICUCTBOBAaHHBIE B HMMMYHOJOTMYECKOM mponecce. IIpu wuccienoBaHnM CceMEMHBIX
B3aMMOCBSI3€f M  TEHOMHBIX accolMalui  ObUIM  BBIABIEHBl  OJHOHYKJICOTHHBIE
NOJMMOP(U3MBI B T€HAX MM y4acTKax TeHoB. MIMeIoTcs 1aHHbIe 0 6 TEHETHUECKUX JIOKYcaXx,
CBSI3aHHBIX ¢ ATHM 3aboneBanneM. Hampumep, ren ITPKC pacnonoxeHHBII Ha XpoMocoMe

19q13.2, neicTByeT Kak HETATUBHBIA PETYJIATOP AKTHBALWU T-KIETOK 4Yepe3 CUTHAJIbHBIN
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nyTh, omocperaoBaHHblii Ca2+/saepHplii  ¢akrtop akTuBUpoBaHHBIX T-kietok (NFAT).
HOJIaI‘aIOT, 4YTO MPHU BOSHUKHOBCHUH IMATOJIOTMUCCKUX HYKJIICOTHUIHBIX HOCJIGI[OB&TCJIBHOCTGFI
B JIaHHOM T€HE HapyllaeTcsi HeraTHBHas peryimsauus npoiudepannu T-kiaerok. Taxoke
BBISABJICHO, YTO aJlJIC/Ib C MOXeT CcIocoOCTBOBATH I/IMMYHHOfI THIICPPCAKTUBHOCTH IIPpU CK.
[Tomumopdusm ITPKC MokeT mpuBOAWTH K TOBBIMICHHOW aKTHBAIMU T-KIETOK IyTeM
MOBBILIEHUS SKCIIPECCUU HMHTEpJIEHKUHA 2. JTO, B CBOK OYEpEb, MOKET IPUBECTH TAKKE
0oJiee MPOAOIDKUTENFHON AKCIIAHCUU TIPOBOCHIAIMTENBHBIX T-KJIETOK BO BpeMs ocTpoi (asbl,
YTO MOXKET SBJISIECTCA (baKTOPOM, npeapaciojararomumM K pasBUTHUIO CK un YCUJIMBAOIIUM
TsDKeCTh  3a0oneBanms. B »3tom ke wuccnegoBanum — amwiens  itpkc 3 C Obun
CBEPXAKCIIPECCUPOBAH y SIMOHIIEB C IMOJIOKUTEILHBIM CEMEWHbIM anamHe3oM Oone3nu CK
[Onouchi Y, Gunji T, Burns JC, et al. ITPKC functional polymorphism associated with
Kawasaki disease susceptibility and formation of coronary artery aneurysms. Nat Genet. 2008
Jan;40(1):35-42; Kuo HC, Yang KD, Juo SH, et al. ITPKC single nucleotide polymorphism
associated with the Kawasaki disease in a Taiwanese population. PLoS One. 2011 Apr
14;6(4):e17370]. [Tomumo Toro, uto ITPKC siBisiercs mpeanonaraeMbiM pakTopoM pa3BUTHUS
CK, OH CBs3adH C IIOBBINICHHBIM PHCKOM aHCBPHU3M KOPOHAPHBIX apTepHﬁ. IlonHorenomMHsbIe
HUCCIICOO0BaHUA aCCOI_[I/IaI_II/Iﬁ BbBISIBUJIM APYTIHUEC JIOKYCBI HOTCHI_II/IaJIbHoﬁ BOCIIPUUMYHBOCTH K
CK, Bruirovas GyHKIMOHATBHBIH nojauMopdu3m B reHe peuenropa IgG (FCGR2A) [Tsai FJ,
Lee YC, Chang JS, et al. Identification of novel susceptibility Loci for kawasaki disease in a
Han chinese population by a genome-wide association study. PLoS One. 2011 Feb
4;6(2):e16853; Kim JJ, Hong YM, Sohn S, et al; Korean Kawasaki Disease Genetics
Consortium. A genome-wide association analysis reveals 1p31 and 2p13.3 as susceptibility
loci for Kawasaki disease. Hum Genet. 2011 May;129(5):487-95; Lee YC, Kuo HC, Chang
JS, et al; Taiwan Pediatric ID Alliance, Chen YT, Tsai FJ, Wu JY. Two new susceptibility
loci for Kawasaki disease identified through genome-wide association analysis. Nat Genet.
2012 Mar 25;44(5):522-5], B rene kacmazel 3 (CASP3), koTopas 3aneiicTBOBaHa B IMyTH
aKTUBAIMM WHIynupoBaHHOW TmOenu kietku (Activation Induced Cell Death (AICD)),
kierounoro armonro3a [Onouchi, Y, Ozaki, K, Buns, JC, et al. Common variants in CASP3
confer susceptibility to Kawasaki disease. Hum Mol Genet. 2010;19:2898-2906].
OnHoHyKIeOTHIHBIH TonmuMopdusM B-nmumbonurapaoit kunaszel (BLK) Takke ObL1
BbIZIETIEH B nmatorene3e CK mo gJaHHBIM MCCIEA0BaHUM B SITTOHCKOM, TABAHbCKOM, KOPENCKOM
u asuarckou momymsiuu [Onouchi, Y, Ozaki, K, Burns, JC, et al; Japan Kawasaki Disease
Genome Consortium; US Kawasaki Disease Genetics Consortium. A genome-wide
association study identifies three new risk loci for Kawasaki disease. Nat Genet.

2012;44:517-521; Lin KH, Chang SS, Yu CW, et al. Usefulness of natriuretic peptide for the
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diagnosis of Kawasaki disease: a systematic review and meta-analysis. BMJ Open. 2015;
5(4):e006703]. BLK - 310 THpO3MHKHMHA3a, NPEHMYILIECTBEHHO JKCIpeccupyemas Ha B-
KJIETKaxX ¥ y4acTBYIOIIAs B Mepeaayue curHana, npoiudepanuu u quddepennmanum B-kieTok
[Salgado AP, Ashouri N, Berry EK, Sun X, Jain S, Burns JC, et al. High risk of coronary
artery aneurysms in infants younger than 6 months of age with Kawasaki disease. J Pediatr
2017;185:112-6] Kpome TOro, naHHbI O€JIOK yYacTBYeT B MEXaHU3ME OOCCIICUCHUS
UMMYHHOH ToJiepaHTHOCTH B-mumdorutos, [TosToMy HapyiieHne JaHHOW (YHKIUU MOXKET
IPUBECTU K ayTOPEAKTUBHOMY OTBETY OpraHuh3Ma, YBEIUYUBAsg PUCK AYTOMMMYHHBIX
3abosesanuii [Tretter T, Ross AE, Dordai DI, Desiderio S. Mimicry of pre-B cell receptor
signaling by activation of the tyrosine kinase Blk. J Exp Med. 2003;198(12):1863-1873 Di D,
Ye Q, Wu X, et al. Polymorphisms of BLK are associated with renal disorder in patients with
systemic lupus erythematosus. Journal of human genetics. 2020;65(8):675-681].

HpOBe,I[eHHOG KOpeﬁCKHM TCHCTUYCCKHM KOHCOPLMYMOM IIO CK HCCICO0OBAHUC,
BBISIBIJIO OTCYTCTBHE accolyanuu noauMmopdusma B rerax, kogupyromux BLK 1 FCGR2A y
narenToB ¢ CK crapmie 5 ner. B To Bpems kak monmuMop¢usM B reHe, koaupyrommii BLK
(rs6993775), cesa3an ¢ CK Bo Bcex moarpymnmnax 3adoneBanus, nonumopdusm rena FCGR2A
(rs1801274) cBsizan ¢ CK B OCHOBHOM y MajbuuKoB B Bo3pacte 10 1 romga [Di D, Ye Q, Wu
X, et al. Polymorphisms of BLK are associated with renal disorder in patients with systemic
lupus erythematosus. Journal of human genetics. 2020;65(8):675-681]

KpOMe TOroO, O6CY)K,Z[21IOTC}I APYyruc recHCTUICCKUC (I)aKTopBI, CBA3aHHBIC C PA3BUTUCM
kopoHapubix nmopakenuii mpu CK (Tabmuma 1) [McCrindle BW, Rowley AH, Newburger JW,
et al; American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease
Committee of the Council on Cardiovascular Disease in the Young; Council on
Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and Anesthesia; and
Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-Term
Management of Kawasaki Disease: A Scientific Statement for Health Professionals From the
American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999; Onouchi, Y,
Ozaki, K, Buns, JC, et al. Common variants in CASP3 confer susceptibility to Kawasaki
disease. Hum Mol Genet. 2010;19:2898-2906; Onouchi, Y, Ozaki, K, Burns, JC, et al; Japan
Kawasaki Disease Genome Consortium; US Kawasaki Disease Genetics Consortium. A
genome-wide association study identifies three new risk loci for Kawasaki disease. Nat Genet.
2012;44:517-521]. T'eHernueckas IpPeIpPaCIIONIOKECHHOCTh MOXET BapbUPOBATh MEXKIY
STHUYECKUMH TONYJSAIUSAMHU, 4YTO OOBSCHSET BBICOKYIO 3aboneBaemocts CK cpemu

a3MaTCKOI'O HACCJICHUA.
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Ta6auna 1 Ienbl, Bausomme Ha npeapacnosioxkednoct K CK [McCrindle BW,
Rowley AH, Newburger JW, et al; American Heart Association Rheumatic Fever,
Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular Disease in
the Young; Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular
Surgery and Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment,
and Long-Term Management of Kawasaki Disease: A Scientific Statement for Health
Professionals From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-
€999]

I'en Jlokauus B BanuaupoBanHbie IToTeHUaILHOE 3HAYEHH E
XpoMocome MONYJIAMHU
FCGR2A 1923 EBpoma, TaiiBans, Kopes, Huskoe cponctso peneniropa Fc 19G;
Kurait aJJIeNb prcka UMeeT 0ollee HU3KYHO

ad(HUHHOCTD CBA3BIBAHUS

CASP3 4q34-35 Anonus, Kuraii, TaiiBansp, Omnocpenyet anmonTo3 UMMYHHBIX
Kopes, EBpomna, AMepuxa KJIETOK U KapJUOMUOLIUTOB; aJlJIETh

pHCKa CHIKAeT TPAHCKPHUIILIUIO T'eHa

HLA class Il 6p21.3 SAnonus, TaiiBans, Kopes Mapxkep akTUBAIlMM UMMYHHBIX

KJICTOK; IMPE3CHTAlU aHTUT' CHA

BLK 8p23-22 SAnonwus, TaiiBans, Kopes [Tepenaua curnana perentopa B-
KIIETOK
IPTKC 19913.2 SAnonus, Kuraii, TaiiBanp, | HeraTuBHBIN perynsarop CUTHaIHHOTO

Kopes, EBpomna, AMepuxa nyTy kanbuuHeBpuH- NFAT; amnens

PUCKaA YBCINYUBACT CUTHAJL

CD40 20¢12-13.2 SAnonwus, TaiiBanb, Kopes AJtens UcKa CBsi3aHa C MOBBIIIIEHHOMN

TpaHCIsIUEH

JloMuHupytomasi B HacTosiee BpeMs Tteopus naropusuonorun CK 3axmrodaercs B
MMPONU3BOACTBE aYyTOAHTHUTCII BO BPEMA OCTPOIO UMMYHHOI'O OTBETA Ha paHEC NMECPCHCCCHHBIC
pecriuparopHble HMH(EKIHMH, TaKHe KaK aJeHOBUPYC, pPHUHOBHUpYyC, napBoBupyc BI19,
OokaBHpYC M Ipyrue BUPYCHI, a Takke Ha OakrepuanbHbie nHpeknuu [Nigro G, Zerbini M,
Krzysztofiak A, et al. Active or recent parvovirus B19 infection in children with Kawasaki
disease. Lancet. 1994 May 21;343(8908):1260-1; Catalano-Pons C, Giraud C, Rozenberg F,
et al. Detection of human bocavirus in children with Kawasaki disease. Clin Microbiol Infect.
2007 Dec;13(12):1220-2; Rowley AH, Baker SC, Shulman ST, et al. Ultrastructural,
immunofluorescence, and RNA evidence support the hypothesis of a "new" virus associated
with Kawasaki disease. J Infect Dis. 2011 Apr 1;203(7):1021-30; Tang Y, Yan W, Sun L, et
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al. Kawasaki disease associated with Mycoplasma pneumoniae. Ital J Pediatr. 2016 Sep
8;42(1):83]. IlpoHukas B SMHTENNIl BEPXHUX AbIXaTCIbHBIX IMyTeH, MH()EKIMOHHBIH areHT
urpaer ponb Tpurrepa CK. Lluromnasmaruueckue Tenbla-BKIIOYEHHS B MEpPLATEIbHOM
SMUTENNH JbIXaTelbHbIX myTel y nanuenToB ¢ CK coaepxkar PHK, yto MoxkeT akTuBUpoBaTh
BPOXKJICHHBIM M aJalTHUBHBIA MMMYHUTET XO35MHA W 3allyCKaTb MMMYHOOIOCPEIOBaHHBIN
IIPOLECC, BEAYUIMM K MOPaKEHUIO KOPOHAPHBIX apTepUil U, pexe, APYTUX COCY/IO0B.
[InasmaTuueckue  KIETKH, MPOAYLHMPYIOIIME  OJIMIOKJIOHAJIbHbIE  aHTuUTena  IgA,
OoOHapyXHUBAIOTCS B apTepusx U AbixareiabHbix nyTsax jxaered ¢ CK. AxrtuBupyercs
BPOXKICHHBIH HMMMYHHUTET, B pE3YJIbTaT€ YEro IMOBBIIIACTCS LUPKYIAIUS HEHTPO(UIOB,
YCUJIMBAETCS SKCIIPECCUsI M BHICBOOOXKICHUE MPOBOCTIATUTEIbHBIX UTOKMHOB IL-1P 1 IL-6,
TNF-0, mpoucXoAUT aKTUBALIMS YHTOTEIUAIBHBIX KJIeTOK. [I[poBocnanuTensHbiil iuToKuH IL-
17, npoxyuupyemsbiii Th17 3nauntensno nossimaercs npu CK, cTumynupyer MOHOIUTHI U
¢bubpobracTel K BBIPAOOTKE MPOBOCHAIUTENBHBIX IIUTOKMHOB M YCHJIHMBAET IPOLECC
Bocrasienus [Sharma C, Ganigara M, Galeotti C, et al. Multisystem inflammatory syndrome
in children and Kawasaki disease: a critical comparison. Nat Rev Rheumatol. 2021 Oct 29:1—
18; Sim BK, Park H, Kim JJ, Yun SW, Yu JJ, Yoon KL, Lee KY, Kil HR, Kim GB, Han MK,
Song MS, Lee HD, Ha KS, Sohn S, Hong YM, Jang GY, Lee JK. Assessment of the Clinical
Heterogeneity of Kawasaki Disease Using Genetic Variants of BLK and FCGR2A. Korean
Circ J. 2019 Jan;49(1):99-108]. ITpu stom npornopiuu T-peryasTOpHBIX KIETOK HAPYIIAIOTCS.
Jucbananc OSTUX JABYX CHCTEM TPHUBOJUT K HApPYIICHUIO PETYISIUA HWMMYHHTETA.
VYBenuuenue perynsatopHelx T-kneroxk mnocie BeBeaeHus BBUIT cBszano ¢ xopomum
KJIIMHUYECKUM OTBETOM Ha TEPAruIio U KYITUPOBAHUEM JTUXOPAIKH.

HecmoTtpst Ha TO, 4TO MOBpEXIEHNE KOPOHAPHBIX apTEepHil MPUBOAUT K Haubosee
XapakTepHbIM KiIMHHYecKHUM ucxonaMm mna CK, cucteMHoe BocnajneHue B MEPUOA OCTPOM
¢a3bl mporecca MPOUCXOAUT B apTepUAX CPETHETO Kaaubpa Jpyrux OpraHoB U TKaHEH, B TOM
YyHUClie TIEYEHHU, JIETKUX, MKEIYJOYHO-KUIIEYHOIO TpPaKTa, MO3TOBbIX 000JI0YEK, cepala,

MOUEBBIBOJIAIIUX MTyTEH, MOKEITYA0UHOM KeJe3bl U TUM(AaTHIECKUX Y3II0B.

Mooenv nopasicenusn apmepuii npu CK éxnrouaem mpu namonouueckux npoyecca:

1) nekpomuzupyrowuii apmepuum, pa3BUBAIOIIUICS B pe3yIbTaTe aKTUBAIIMUA HEUTPOPUIOB B
octpyto (azy Gone3nu. AkruBupoBaHHble HeliTpoduisl mpu CK BBHICBOOOXIAIOT aKTUBHBIE
(GopMBI  KHCIIOpOJIa, YTO TNPUBOIUT K SHAOTEIHAIHLHOMY KJIETOYHOMY IOBPEXKACHUIO.
HeilitpodunbHble BHEKJIETOYHBbIE JIOBYIIKM BOBJedeHbl B Impouecc mnaroreHesa CK u
MOBBIIIAIOT PHUCK pa3BUTHUS TpoMO030B. HekpoTusupyroumii apTepuuT, HauMWHAsACh OT

SHJIOTEIMSI KOPOHAPHBIX apTEepUU U JPYTrUX apTepHil cpeiHero Kaaulpa, pacrupocTpaHseTcs
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KHapyXu (K aJIBEHTHUIIMH), B TSHKEIBIX CIIyYasx MPUBOAMUT K IECTPYKIIMU BCEX CIIOCB CTCHKH,
00pa30BaHUIO AHEBPH3M U MOYKET ITPUBOIANTH K Pa3phIBY aHEBPH3M.

2) noO0oCmMpwI/XPOHUYECKULl  6ACKYAUM, XaPaKTEPU3YIOIIUNACA WHOHIbTPAIUCH CTEHKU
COCyIIOB JTHM(OIUTAMH, MIa3MaTHYECKUMHU KJIETKaMHu (0COOEHHO MpoaynupyrommmMu IgA),
703MHOGWIaMU U Makpodaramu. J[aHHBIN Tpoliecc HauMHAETCs B OCTpyIo (a3zy OoJie3HH, y
psilia MAlMEeHTOB MPOAOJDKACTCS B MOCIESIYIONIHE HECKOJIILKO MECSIIEB U JICT.

3)  muogpubpobracmuas  nporugpepayus  (luminal  myofibroblastic  proliferation)

XapaKTECPpU3yromasacsa TDaHC(bODMaHHeﬁ TJTaAKOMBIINICYHBIX KJICTOK MEanuunu B

MI/IO(bI/I6DO6J'IaCTBI, KOTOPbIC NOCTCIICHHO MUT'PUPYIOT B HHTHUMY, aKTHBHO HDOJ'II/I(beDI/IDVI-OT u

OpoAyHUpPYIOT 3KCTD3LICHJIIOJISIDHBII>’I MAaTpHuKC. 9ToT OponccC MOXKET NOPHUBOAHMTH K

3HAYUTEIILHOMY YTOJIIECHUIO HHTUMBI U ObITh TPUUYUHON MPOTPECCUPYIOIIETO apTePUATHLHOTO

CTEHO3a M MIIEMHYECKOro mopaxenus cepama. [Orenstein JM, Shulman ST, Fox LM, et al.
Three linked vasculopathic processes characterize Kawasaki disease: a light and transmission
electron microscopic study. PLoS One 2012;7:e38998].

He3naunTenbHO IOBpEXACHHBIC, PACIIMPEHHBIE AapTEPUM MOI'YT BEpPHYTBCS B
HOPMAaJIbHOE COCTOSIHUE, HO KPYITHbIE aHEBPU3Mbl KOPOHAPHBIX apTepuil > 8§ MM B AUaMETpe
HWIIU Z-SCore = 10 e paspeiaroTCsa CO BPpECMCHEM. PaSpLIB TAaKUX aHCBPU3M CIIYyHaCTCA PCIKO,
OJTHAKO BBICOK PHCK (OPMHPOBAaHUS TPOMOOB, WX KaNbIHU(PHUKAIUKA U HIIEMHYECKOTO
nopakenust cepaeunoit mermel [McCrindle BW, Rowley AH, Newburger JW, et al;
American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease
Committee of the Council on Cardiovascular Disease in the Young; Council on
Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and Anesthesia; and
Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-Term
Management of Kawasaki Disease: A Scientific Statement for Health Professionals From the
American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999; Zhang Liwen,
Huang Zhiying, Xue Mei et al. Increased Numbers of Circulating Th22 and Th17 Cells in
Patients with Kawasaki Disease, 29 September 2021].

3 DnuaeMuosorus 3a00JeBaHUS MJIHM  COCTOSHUSA (Ipynnbl 3200J1€BAHMIT  MJIHA

COCTOSIHMI)

CK omnmucan Brepsbiec T.Kawasaki B 1967 r. B SImounn. Tam, kak u B cTpaHax A3WH, JaHHAS

MaToJOTUsl  BCTpedaeTcs  Hambonee  4acTo, 4YTO  MOATBEPXKAAeT  T'eHETHUYECKYIO
MpeIpacioiokKeHHOCTh. B inonun 3aboneBaeMocTh cpenu AeTeld miaiie 5 JeT COCTaBIseT
215 ma 100 TeIC. meTcKOro HaceimeHust B rox mo gaHaeiM Ha 2007 u 2008 rox [Nakamura Y,

Yashiro M, Uehara R, et al. Epidemiologic features of Kawasaki disease in Japan: results of
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the 2007-2008 nationwide survey. J Epidemiol. 2010;20(4):302-7]. B mocneanee BpeMs B
SAnonnn ormeden poct 3aboneBaemoctu CK mo 243,1 m 330,2 B 2011 u 2015 romax
coorBerctBeHHo [Makino N, Nakamura Y, Yashiro M, Ae R, Tsuboi S, Aoyama Y, et al.
Descriptive epidemiology of Kawasaki disease in Japan, 2011-2012: from the results of the
22nd nationwide survey. J Epidemiol. 2015;25(3):239-45]. Yrto npumedaTeibHO, B
€BPONEHCKUX CTpaHax IMOKa3zaTesd 3a00JeBaeMOCTH 3HAUYMUTENbHO HUke: B Mramum — 17,6
(2013 ron), Ucianuu — 8 (2014 ron), l'epmanuu — 7,2 (2012 rox), Hunepnangax— 5,8 (2012
rog) ciydaeB Ha 100 000 gereii mumaame 5 ner B rox [J.M. Orenstein, S.T. Shulman, L.M.
Fox, et al. Three linked vasculopathic processes characterize Kawasaki disease: a light and
transmission electron microscopic study PLoS One, 7 (2012), p. e38998; Cimaz R, Fanti E,
Mauro A, Voller F, Rusconi F. Epidemiology of Kawasaki disease in Italy: surveillance from
national hospitalization records. Eur J Pediatr. 2017;176:1061-5; Sanchez-Manubens J, Anton
J, Bou R, Iglesias E, Calzada-Hernandez J, Kawasaki Disease in Catalonia Working Group
Incidence, epidemiology and clinical features of Kawasaki disease in Catalonia, Spain. Clin
Exp Rheumatol. 2016;34(3 Suppl 97):S139-44; Jakob A, Whelan J, Kordecki M, Berner R,
Stiller B, Arnold R, et al. Kawasaki disease in Germany: a prospective, population-based
study adjusted for underreporting. Pediatr Infect Dis J. 2016;35:129-34; Tacke CE, Breunis
WB, Pereira RR, Breur JM, Kuipers IM, Kuijpers TW. Five years of Kawasaki disease in the
Netherlands: a national surveillance study. Pediatr Infect Dis J. 2014;33:793-7] B CIIA 1o
mauaeiM CDC oOmias exeromuas 3aboieBaemMocts CK orenumBaercas B 20 ma 100 000
nerckoro Hacenenus B rox [Holman RC, Belay ED, Christensen KY, et al. Hospitalizations
for Kawasaki syndrome among children in the United States, 1997-2007. Pediatr Infect Dis J.
2010 Jun;29(6):483-8].

B Poccuun CK JAUArHOCTUPYCTCA BCC Yalle, OAHAKO HEPCAKO B TO3JHUC CPOKH,
BCJICACTBUC YCT'O JICUCHUC HA3HAYACTCA HECBOCBPECMCHHO W HC BCCTAa aACKBATHO [BapaHOB
A.A., Tarouenko B.K., bakpanze M./I. JIuxopagouHsle CUHAPOMBI Y AETEH. pEKOMEHIALUU
no auarHoctuke u JjedeHuto. M. Coro3 memmatpoB Poccum;2011: 208c; Jleickuna T'.A.,
Hlupunckas O.I'. Cnuszucro-KoKHbIM IMM(OHOAYNApHBINH cuHApoM (cunapoM Kaacakm).
Huarnoctuka u nedenue. BUIAP, M. 2008. 140 c]. [lo maHHBIM 3MUAEMHUOIOTHYECKOTO
uccienoBanus, nmposegeHHoro B Upkyrckoir obnactu ¢ 2005 mo 2009 r, cpennuil ypoBeHb
3aboneBaemocTH coctaBmi 2,7 Ha 100 ThIC. mereit oT 0—17 et u 6,6 cpeaun nerer mumanaime S
JIeT, TIPH ATOM aBTOPHI MPU3HAIOT, YTO 3TH HUGPLI MOTYT OBITh 3aHMXKeHHbIMU [ bperens JIB,
Cy66otun BM, ConmaroBa TA, u 1p. DOOUAEMHONOTHYECKHE OCOOCHHOCTH OOJE3HU

Kasacaku B Upkytckoit obmactu. Pesynbprarel MHOTONIETHHX HaOmonenuid. [lennarpus 2011;
T.90;Ne5:49-53].
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Mansunku Oosnerot vamie nesouek [Huang WC, Huang LM, Chang IS, et al; Kawasaki
Disease Research Group. Epidemiologic features of Kawasaki disease in Taiwan, 2003-2006.
Pediatrics. 2009 Mar;123(3):e401-5; Son MB, Gauvreau K, Ma L, et al. Treatment of
Kawasaki disease: analysis of 27 US pediatric hospitals from 2001 to 2006. Pediatrics. 2009
Jul;124(1):1-8; Du ZD, Zhao D, Du J, et al; Beijing Kawasaki Research Group.
Epidemiologic study on Kawasaki disease in Beijing from 2000 through 2004. Pediatr Infect
Dis J. 2007 May;26(5):449-51]. 80-90% ciyuae CK mpuxomasrcss Ha Bo3pacT Miajiie 5 jer
[Huang WC, Huang LM, Chang IS, et al; Kawasaki Disease Research Group. Epidemiologic
features of Kawasaki disease in Taiwan, 2003-2006. Pediatrics. 2009 Mar;123(3):e401-5;
Yanagawa H, Yashiro M, Nakamura Y, Kawasaki T, Kato H. Epidemiologic pictures of
Kawasaki disease in Japan: from the nationwide incidence survey in 1991 and 1992.
Pediatrics. 1995 Apr;95(4):475-9. PMID: 7700743], oaHako OTHOCHTEIBHO PEIKO
BCTpeuaeTcs y nereit muaauie 6 mecaues (nmpumepno 10% ot rocnutanuzanumii ¢ CK B CIIHA)
[Holman RC, Belay ED, Christensen KY, et al. Hospitalizations for Kawasaki syndrome
among children in the United States, 1997-2007. Pediatr Infect Dis J. 2010 Jun;29(6):483-8].
B Snonun coobmaercs o 10-kpatHom mnosbiiiennu pucka CK mpu Hanuuuum nuarHosa y
CHOJIMHTOB, U BJBOE MOBBIIICHHOM pucke npu Hanmuunu CK y poauteneii B anamuese [ Hirata
S, Nakamura Y, Yanagawa H. Incidence rate of recurrent Kawasaki disease and related risk
factors: from the results of nationwide surveys of Kawasaki disease in Japan. Acta Paediatr.
2001 Jan;90(1):40-4; Uehara R, Yashiro M, Nakamura Y, Yanagawa H. Kawasaki disease in
parents and children. Acta Paediatr. 2003 Jun;92(6):694-7].

1.4 OcobeHHOCTH KOJUPOBAHUSA 3200J1€BaHNs MJIN _COCTOSIHMS (rpynnsbl 3200J1€BaHMI

WJIM COCTOSAHUI) Mo MeXIVHAPOAHONH CTATHCTHYECKON Kjaccudbuxkamuu 0o0Jie3Hed U

npo0.ieM, CBA3AHHbBIX CO 3/I0POBbLEM

M30.3 — Causucto-KoxHbIN TuMoHO Yy IsIpHBINA cuHIpoM [KaBacaku]

1.5 Kaaccudukaummsa 3a00JeBaHUd HWJIM COCTOAHUA (rpynnbl  3200JeBAHMIT WU

COCTOSIHM )

EBponeiickum obmiecTBoM aerckux peBmatosoros (Paediatric Rheumatology European

Society - PReS) u Espomeiickoii smuroii mo mpobiemam peBmatu3ma (European League
against Rheumatism - EULAR) B 2006 r. npuHsTa cieayolias kiaccupuKaius BaCKyJIHUTOB
y nereit: [Ozen S, Ruperto N, Dillon MJ, Bagga A, Barron K, Davin JC, Kawasaki T,
Lindsley C, Petty RE, Prieur AM, Ravelli A, Woo P. EULAR/PReS endorsed consensus
criteria for the classification of childhood vasculitides. Ann Rheum Dis. 2006 Jul;65(7):936-
941].

I. Backy/uThl NpeMMylIeCTBEHHO KPYIIHBIX COCY10B
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o Aprepuunt Takascy (HecrienupuaecKkuii aOpToapTEPUNT)
I1. Backy/JIMTBI IPEUMYIIECTBEHHO CPEIHHUX COCYA0B
O Y3eIKOBBIN NOJIMAPTEPUNT Y IETEU
o KoxHblil momapTepunt
o bonesnv Kasacaku
I11. BacKyJUTBHI NPEeMMYLIIECTBEHHO MEJIKHX COCY/10B
I'panynemamosnvie:
o [I'panynemaro3 Berenepa
o Cungpom Hapmxa—Crpocca
Heepanynemamo3snvie:
0  MHUKPOCKOITNYECKUI MOJTUAHTUUAT
o Ilypnypa Illennelina—I'enoxa
o l'unoxomMmieMeHTEMUYECKUI ypTHKaprIfI BAaCKYJIUT
IV. Ipyrue BacKyJIUTHI
o bonesns bexuera
o Bropuunbie BackynuTel mnpu  UHPEKUUAX (B TOM UHUCIE  Y3EIKOBBI
MMOJIUAPTCPUNT, aCCOI_II/II/IpOBaHHHﬁ C IrermaTuToOM B), OITYyXOJIAX u
JICKApPCTBCHHLBIC, BKJIIOYasA BACKYJIUT I'MIICPUYYBCTBUTCIIbHOCTU
o BackynuTsl, acconuupoBaHHBIE ¢ 00JIE3HIMU COSTMHUTEIHHONU TKAaHU
O I/I3OJ'II/Ip0BaHHBIe BAaCKYJIUTBI I.IeHTpaJ'ILHofI HepBHOﬁ CHUCTEMBI
o Cunnpom Korana
o Heknaccupunupyembie BaCKyIUTbI
Cepaeuno-cocyaucroie HapylieHusi, BosHukawinue Bejeacrsue CK, kinaccuuuupyror
B COOTBETCTBHM € pa3MepaMH AaHEBPU3M M THKECTBHI0O MPOSABJICHHH CepaedyHo-
cocynucTbix Hapymenuii [McCrindle BW, Rowley AH, Newburger JW, et al; American
Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the
Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):927-e999; Kim GB. Reality of Kawasaki disease
epidemiology. Korean J Pediatr. 2019 Aug;62(8):292-296; de Zorzi A, Colan SD, Gauvreau
K, Baker AL, Sundel RP, Newburger JW. Coronary artery dimensions may be misclassified
as normal in Kawasaki disease.J Pediatr. 1998; 133:254-258.; JCS Joint Working Group.
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Guidelines for diagnosis and management of cardiovascular sequelae in Kawasaki disease
(JCS 2008): digest version.Circ J. 2010; 74:1989-2020]
A. Knaccugpurayus pazmepos anespuzm KopoHapuvix apmeputi 8 ocmpotl gaze (<30 oueii om
Hauana 001e3HU) (BHYMPeHHUll Ouamemp KOPOHAPHOU apmepuu ciedyem OYeHU8ams C
nomouvio Z-SCOre, UsMepeHHO020 ¢ NOMOWbIO HXOKAPOUOZpapuuL):
Melkue aHeBpu3Mbl win auinatanus (SAN) +2.5 < Z-score <+5;

o awnespuzmuvl cpeonezo pasmepa (mAN) +5.0 < Z-score <+10.0 (aneBpu3MbI C

BHYTPEHHUM JHAMETPOM OT >4 MM 10 <8 MM);

o eueanmckue anespusmvl (gAN) +10.0 < Z-score (aHeBpH3MBI C BHYTPEHHHM
JHAMETPOM >8 MM)
B. B coomeemcmeuu co cmenenvio maAdCECMU NPOAGLEHUN CePOEYHO-COCYOUCTNBIX
nHapywenui npu CK evioensarom epynnot om | 0o V.

Onpeoenenue zpynnot maxcecmu uepes 1 mecay om navana 601e31u - HA OCHOBaAHUU
JNaHHBIX dJekTpokapauorpadpuu (Ixo0-KI) u cenekTuBHOM aHruorpaguu WM JPYrUx
METO/I0B:

|. Hem ounamayuili xopoHapHulx apmepuii: TAIMCHTHI 0€3 IuiaTalliii KOPOHAPHBIX
apTepui, B TOM YHCIIe, B OCTPYIO a3y 0oie3HH;

Il. Tpansumopmnas ounamayus KOpoHapHwvlXx apmepuii 6 ocmpylo Ga3y 0Oone3HU:
HAalMEHThl CO CIa0OBBIPAXEHHBIMM M TPAH3UTOPHBIMU TWIATAlUSAMHU, HMCUE3AIOUIUMH, Kak
npaBuio, B TeueHue 30 qHel oT X MOSBICHHUS;

1. Pecpecc aneépusm: nanueHTsl, y KOTOPBIX aHEBPU3MBI WM AUJIATAIMs KOPOHAPHBIX
aptepuil coxpanstoTcs Ha 30 JeHb 1ocie UX MOSBIEHUS, HO MOJTHOCTHIO UCYE3al0T B TEUEHUE
NEpBOTO T0/1a, IpUYEeM U3MEHEHUS! KOPOHAPHBIX apTepuil He YIAOBIETBOPAIOT KPUTEPUAM ISt
BKJIIOYEHUS B Ipyniy A;

IV. Coxpansrowuecss anespusmvbi KOPOHAPH®IX apmeputl: TAIMUEHTBI Y KOTOPBIX
OTIPENIENIAIOTCS OJHO-WJIM JBYCTOPOHHHE aHEBPHU3MBI KOPOHAPHBIX apTepUil 1O JaHHBIM
KOpOHAapHOM aHTHOrpaduu Ha BTOPOM rofy nocie octpoil ¢a3pl CK mnm no3xe U naueHTsl,
y KOTOPBIX U3MEHEHHUsI KOPOHAPHBIX apTepHuil HE yIOBJIETBOPSIOT KPUTEPHUAM UIS BKIIOUCHHS
B rpymmy V,

V. Cmenos kopomapuvix apmepuii: TIalMEHTHI CO CTEHO30M KOPOHAPHBIX apTEpHH,
HOJTBEPKIEHHBIMU KOPOHAPHOM aHTHOTpaduei:

(a) [armenTs! 6€3 MPU3HAKOB/CUMITTOMOB HILEMUH, TOATBEP)KICHHON J1a00paTOPHBIMU

TECTaMU WUJIW APYTUMU METOOaMU
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(b) TlammenTsl ¢  NpPU3HAKAMH/CHUMITOMAMH  HMIIEMHH,  HOATBEPXKICHHBIMU
71a00paTOPHBIMU TECTAMU WIH JPYTUMHU METOJIAMU;
pyeue knunuyeckue cuMnmomol UIU NPUSHAKU.:
O €CllM y MalMeHTOB HUMEITCS CpPEIHETSIKENbIE WU TSKENbIe IMOPAKEHHS
KJIA[IaHOB CEpJILia, Cep/IeUHas HEJOCTAaTOYHOCTb, TSKEas apUTMHS WIH JpYrue
CepACYHO-COCYTUCTHIC 3a00JIeBaHUS, 3TH COCTOSHUS JOJKHBI OBITh YUTEHBI IPU

oneuke Tsoxectu CK.

1.6 Knunnyeckasi kapTuHa 3a00JieBaHMsl WJIM COCTOSSHMA (TPyNIbI

3a00s1eBaHuil WM coCcTOSIHMIM) [Surjit SINGH, Ankur Kumar JINDAL and Rakesh
Kumar PILANIA Diagnosis of Kawasaki disease International Journal of Rheumatic
Diseases 2018; 21: 36-44; Leung DY, Schlievert PM, Meissner HC. The
immunopathogenesis and management of Kawasaki Syndrome. Arthritis Rheum. 1998;41:1538-47]
Knunnueckne IMPOABJICHUA 3200J1€BaHNA XapaKTCPUIYIOTCH TPpEMA
MI0CJICIOBATEIbHBIMU CTaTUSIMHU
e  OCTpas JIUXOPaT04HAas CTaUs MPOJAOHKUTENbHOCTRIO 1-2 Hen (mHOTHa 10 4-5
Heg),
e  T0JOCTpas CTamus — 3-5 HEe/Ielb,
e  BbI3ZOpOBIIEHUE — Yepe3 6-10 Henenb ¢ MOMEHTa Hayasa 00JIe3HHU.

Haubonee xapaktepHble mposiBieHus: cuiapoma KaBacaku npejacraBieHsl B Ta0d. 2.

Tabmuma 2 - Cragum cuaapoma Kamacaku [Jleickuna [ A., Bunorpamosa O.U.,
[Mupunckas O.I'., bperens JI.B., Cyo0otun B.M., bepuc JI. Knunuka, auarsoctuka u
neyenne cunapoma Kasacaku. KinmHudeckme pexomenmanuu.  Bceepoccuiickas
oOlIecTBeHHAsl OpraHu3anus Accoluanus IeTCKuX kapauonoroB Poccun. M. 2011:57c.
(moctymHo 1o cebuike: http://www.cardio-rus.ru/doc/kawasaki.pdf]

Cragus XapakrepHucTuka [IponomkuTENEHOCTD
Ocrpas Jluxopagka ¥ CHMOTOMBI OCTpOro BocmaneHus | 1-2 Hex wimu Gosee 1O NCUE3HOBEHUS
(eOpubHast (MVHBEIMPOBAHHOCTh KOHBIOHKTHB, spuTeMa | JMXOPAIKH

CIIM3UCTON 0OOJIOUKH TTOJIOCTH PTa, IPUTEMA H OTCKH
KHCTeH W CTOMN, CHINb, INeifHas auMdoaneHONmaTHs),
MHOKAPJHNT, BBITIOT B MOJIOCTh TIEPUKApIa

ITonoctpas Paspewenue JIMXOPaJKH, Bo3MoxHO | Co 2-3-if Henenn
[IEPCUCTUPOBAHUE MHDBEIIUPOBAHHOCTH
KOHBIOHKTHBBI, MISNYIICHUE TalblleB PpyK M HOT,
TpOMOOIINTO3, apPTEPUUT KOPOHAPHBIX APTEPHIA,
TIOBBIINICHUE PUCKA BHE3AIMHON CMEPTH

Begoposinenne | Bce  ximHMuYeckue — CUMITOMBI  3a0osieBaHus | 6-8 Hex mocie Hadana
paspemarTcs, CTagus UIMTCA A0 HOpMaiu3anuu | 3a0ojeBaHUA

6(0C)

I'myGoxue momepeunsle OOpO3abl HA HOTTSIX (JIMHUU
Bbo) moryr mposBiAThcs uepe3 1-2 Mecsima mocie
HavaJia JUXOPaJIKH.

B nepuon BbI310pOBIIEHUS cepieuHbIe aHOMAJIMH BCEe
eIle MOT'YT IIPOCIIEKHUBATHCS
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Knaccuueckue knuHuueckue nposiBaeHuss CK 1o3BOMSIIOT NOCTaBUTH [MAarHo3 B
TUIMYHBIX CIIydasx yxke Ha 3-8-if nenp Oose3nu. [1031HAS IMAarHOCTHKA Y OTACIBHBIX JeTeil
CBsI3aHA C TeM, 4TO Juxopaaka u cumnToMbl CK coderarorcs ¢ ApyrumMu npossiieHusMu. Taxk,
B cepuu u3 198 nabmonenuii ppora Opuia oTMeueHa y 44% nanueHToB, nuapes y 26%, 6omu
B xkuBoTe y 18%, xamenb y 28%, punut y 19%, aprpanruu y 15% nanuentoB ¢ CK. Oqun
Wik 0ojee KeNylO4YHO-KUIIEUHbI CHUMIOTOM 3apeructpupoBan y 61% mnamnueHroB, a
pecnipatopHble cumnToMbl - y 35% [Baker A.L.; Lu M.; Minich L .L. et al. Associated
symptoms in the ten days before diagnosis of Kawasaki disease. J Pediatr. 2009; 154(4):592-
595]. B apyroii nyomukammu ot 2018 r npu ananmmze 48 cinyuaece CK ObuTH MOJTydeHBI
conocraBuMble naHHbIe [Séve P, Stankovic K, Smail A, Durand DV, Marchand G, Broussolle
C. Adult Kawasaki Disease: report of two cases and literature review. Semin Arthritis Rheum.
2005;34:785-92] Omnmcan ne6rotr CK ¢ xomecrasa ¢ kentyxoit, y 5% mnamnueHToB 00Je3Hb
MaHu(ecTupoBaia cumnroMamu octporo xuota [Valentini P; Ausili E; Schiavino A et al.
Acute cholestasis: atypical onset of Kawasaki disease.Dig Liver Dis. 2008; 40(7):582-4]. V
0,16% otmeuancs Tsokenbiii Muokapaut, y 0,09% - taxuaputmus [Guidelines for Diagnosis
and Management of Cardiovascular Sequelae in Kawasaki Disease (JCS 2013) Digest
version. JCS Joint Working Group Circ J. 2014;78(10):2521-62]. Y HekoTOpsIX AeTei
HAOJNIOAFOTCS  TPU3HAKM ~ ACCNTHYECKOro MEHWHruTa (Kak TMpOsBICHHE CHHIPOMA
MOBBIIIEHHONW MPOHHUIIAEMOCTH KAalWUJUIIPOB), IPU KOTOPOM B CIIMHHOMO3TOBOM KHJIKOCTH
(CMXK) BeisBisitoT auM@oruTapHbiii mieonuto3 25-100 B 1 Mk, HOpMajbHBIE YPOBHHU
TIIIOKO3BI U Oelka, pexke MOryT pa3BuBathes MHCYIbTHI [Colomba C, La Placa S, Saporito L,
et al. Intestinal Involvement in Kawasaki Disease. J Pediatr 2018; 202:186; Capillary leak
syndrome and aseptic meningitis in a patient with Kawasaki disease: A case report. Zhang Y,
Wan H, Du M, Deng H, Fu J, Zhang Y, Wang X, Liu R. Medicine (Baltimore). 2018
Jun;97(23):e10716] K penxkum mposiBaeausM CK Takke MOXHO OTHECTH OTEK SHYEK,
remodaronuTapHbIi cuHApPOM, TuieBpansHbIi BeioT [Rife, E., Gedalia, A. Kawasaki Disease:
an Update. Curr Rheumatol Rep 22, 75 (2020). https:/doi.org/10.1007/s11926-020-00941-4 ]

Hepeaxo B nebtore CK BbIABIsETCS TOH3WIUIMT, CUMIOTOMBI MHEBMOHHMM WITU
uHpekunn MoueBbBoAIMX nyred (MMII). TOH3WIIUT WM TNPU3HAKU OCTPOTO
3a0oyieBaHUsl JAbIXaTE€IbHBIX MyTel (Kamienab, PHUHUT) B OTHX CIy4asX BbI3BaHBI
UHTEPKYPPEHTHON pecnupaTopHOil nHpekiuel, koropas craHosurcs tpurrepom CK, u
MOSTOMY CHUMIITOMBI OCTPBIX PECHHPATOPHBIX 3a00JIEBaHUI HEPEIKO BCTPEYAIOTCsS B
ne6rotre CK y mereii [Curtis N. Kawasaki disease. BMJ. 1997 Aug 9;315(7104):322-3.

doi: 10.1136/bm;.315.7104.322. PMID: 9270443; PMCID: PMC2127231], a crepuibHas
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nerikonuTypusi Bo3Hukaer npu CK BcienctBue mopakeHUuss MOYEBOM CHCTEMBI B BHUIE
acenTu4ecKoro yperpura nmbo Oysuiesnoro muctuta [McCrindle B.W., Rowley A.H.,
Newburger JW., Burns J.C., Bolger A.F., Gewitz M., Baker A.L., Jackson M.A.,
Takahashi M., Shah P.B., et al. Diagnosis, Treatment, and Long-Term Management of
Kawasaki Disease: A Scientific Statement for Health Professionals from the American
Heart Association. Circulation. 2017;135:e927—999. doi: 10.1161; Watanabe T. Pyuria in
patients with Kawasaki disease. World J. Clin. Pediatr. 2015;4:25-29.
doi: 10.5409/wjcp.v4.i2.25]. B Takux cinydasx, ocobeHHo mnpu HemoiaHou kaptuHe CK,
JUXOPaJKy TPUHUMAIOT 3a CHUMITOM OakTtepuaibHOW wuHpeknuu. Ho coxpaHeHue
TEMIIepaTypbl TOCJIE Ha3HA4YCHUs aHTHOMOTHKAa peOeHKy ¢ mnpuzHakamu VIMIT wmum
ITHEBMOHHWH TIO3BOJIIET YCOMHHTBCS B JuarHo3e. TakuMm o0OpazoMm, crapToBas
OMIIUPHYCCKAsA aHTI/I6aKTepI/IaHLHa}I TEepalnug 3aJCpKUBACT NAUATHOCTUKY CK He 60nee,
yeM Ha 2-3 IHs.

W3menenust aprepuil (HE TOJBKO KOPOHAPHBIX) B OCTPOM TIEPHOJE HMMEIOT
XapakTep NEPUBACKYyJIMTa WM BACKyJIMTa KallWJUIAPOB, apTEpHO]l M BEHYJI, a TaKkKe
BOCIIAJICHUA HMHTHUMBI apTepI/Iﬁ. MNpEeUMyHICCTBCHHO CPCAHETO KaJ'II/I6pa, PEKE - KPYIHBIX
OI[HaKO MMOPAKCHUC UMCHHO KOPOHAPHBIX apTepI/Iﬁ SIBJISIETCA Hauboliee XApaKTCPpHbIM H
BaXHBIM JuarHoctudeckuM mnpuszHakom CK. OOHapyxeHHe aHEBpU3M, OCOOCHHO INpH
HenosHOW ¢opMe CK, 1mo3BOSIET ¢ BBICOKOW J10JIel BEpOSTHOCTU YCTAaHOBUTDH JHMArHo3,
OIHAaKO B OJ3TOM cClIyda€ HNOpUXOAUTCA KOHCTAaTUPOBATH (I)aKT HeCBOCBpeMeHHOﬁ
JAUArHOCTHUKMH. HOBTOMy HeO6XO,[[I/IMO CTPEMUTLCA K MAaKCUMAJIbHO paHHefI IIOCTAaHOBKE
JMarHo3a JUuisi Ha3HaueHUs criennuueckoil Tepanuu ¢ LeIblo MPeI0TBPALLECHUS Pa3BUTHUS
aHEeBpU3M, (POPMHUPOBAHUE KOTOPHIX MPOUCXOIUT B CPOKU OT MEPBOU JO IIECTON HeAenu
OT Havajia 3a00JIeBaHus.

[Tpu ycnoBuu panneii (B mpenenax mepBbix 10 mHeit Gosesnu) tepanuu BBUD
PUCK pa3BUTHUSl TNOBPEXKACHUN KOpPOHApHBIX apTepuil majgaer Oonee, yem B 4-5 pa3
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association
Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council on
Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-€999; Jlsickuna I'.A., Bunorpamosa O.W.,
[upunckas O.I'., bperens JI.B., Cy66otun B.M., bepuc JI. Knunuka, nuarHoctuka u

neyenne cuHapoma Kasacaku. KnuHuueckne pexkoMmenaanuu. Bcepoccuiickas
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oO1recTBeHHas: opranmu3anus Accoruaius JAeTckux kKapauonoroB Poccun. M. 2011:57c.

(moctymHo 1o cewiike: http://www.cardio-rus.ru/doc/kawasaki.pdf].

B octpeiii nepuon mnposiBaeHussMu CK €O CTOpOHBI CEpAEHYHO-COCYAMCTOMN
CHCTEMBl MOT'YT OBITh: MHUOKAPAWT, MEPUKAPIUT, FHIOKAPIUT, MOPAKEHHE KIIAIAHHOIO
anmapara ¥ KOPOHApHBIX apTepuil (MOBBILICHHE 3>XOT€HHOCTH U YTONIIEHHE CTEHOK
apTepuil, HEpOBHOCTh BHYTPEHHETO KOHTYpPA).

B moaocTpoM mepuoge Y€ MOXHO HaOMIO#aTh paclIMpeHHe apTepuil —

AQHEBPU3MBI, TPOMOO3bI, CTEHO3 apTEepHil CpPEAHEro pa3Mepa, IMaHBACKYIUT M OTEK
COCYJIMCTOM CTEHKH; MUOKapIUT MEHEE OUYEBH/ICH.

B nanpHeiimemM BocHanuTeNbHBIC SIBICHUS B COCYAaX yMEHBIIAIOTCS, HEOOIbIINE
pacIIMpeHusl IOJABEpPraloTcsi OOpaTHOMY pa3BUTHIO, HO 4YacTb AaHEBPU3M OCTaETCH,
yrpoasi TpoM06030M U HHPAPKTOM MUOKap/a.

Y 2,2% mnauuentoB ¢ CK oOHapyKeHHBIE C MOMOIIbI0 aHTHOrpaduu aHEBPHU3MBI B
KOPOHApHbIX apTepHsiX, B MOJIKIIOYNYHbBIX, MOJMBILICUYHbIX, BHYTPEHHEN TIPYIHON apTepuH,
MOYEYHON apTepuH, BEepXHEW OpbDKEEUHOW apTepuu, OOILIed MOAB3IOLIHON apTepuu,
BHYTPEHHEH MOJB3/IOIIHON apTepuu, OEIPEeHHON apTepusax, UMeIu TUTaHTCKUE pa3Mephbl U
MHOeCTBeHHBII XxapakTep [Singh S, Gupta A, Jindal AK, Gupta A, Suri D, Rawat A, Vaidya
PC, Singh M. Pulmonary presentation of Kawasaki disease-A diagnostic challenge. Pediatr
Pulmonol. 2018 Jan;53(1):103-107; K. Takahashi, T. Oharaseki, Y. Yokouchi, N. Hiruta, S.
Naoe, Kawasaki disease as a systemic vasculitis in childhood. Ann. Vasc. Dis.3, 173-181
(2010); Guidelines for Diagnosis and Management of Cardiovascular Sequelae in Kawasaki
Disease (JCS 2013) Digest version. JCS Joint Working Group Circ J. 2014;78(10):2521-62].
AHEBpU3MaTHYECKOE paclIupeHne NepuPeprudeckux CoCy0B HHOTA yAaeTcs NajlbIUpOBaTh.

OnHa u3 mpoOieM JUAarHOCTUKW 3akitoyaercs B ToMm, uro mposiBieHuss CK
BO3HUKAIOT IOCJIEJOBATEIBHO, BCIEICTBUE YETO PAHHUE U3 HUX, HAIIPUMEP, ChINlb, MOTYT
ObITh HE 3adukcupoBaHa BpauoM. A HauOosiee 4YacTO OOHApPYKHMBAEMBIH MNpPU3HAK -
HIeyleHue KOXXHM Ha JIAZIOHAX U CTONax - BBIABISIETCS B Oosiee MO3JHEH, MOJ0CTpO
CTaJINH, KOTJ1a YK€ MOT'YT UMETh MECTO OCJIOXKHEHHS CO CTOPOHBI CEPALLA.

ITomumo kmaccuueckoit popmbl, CK MOkeT mpoTekaTh Kak «HemnonHas Gopmay, yaie
y jJetei mepBbix MecsieB xu3znu [Rowley AH, Gonzalez CF, Giding SS,et al. Incomplete
Kawasaki disease with coronary artery involvement. J Pediatr 1987;110 :409-13]. Ilo
HaOmrofeHussM  HalnMoHambHOrO  HAyYHOTO-TIPAKTHYECKOTO  IIEHTpa  3/I0pOBbS  JETeH,
atunnuabiii CK ormewaercss y 20% OonbHbIx [bapanoB A.A., Tatouenko B.K., bakpanze
M.J. JIuxopagoyHble CUHAPOMBI y J€TEH. PEKOMEHIallU N0 JUArHOCTHUKE W JIeYeHUro. M.

Cor3 nemuatpoB Poccun;2011: 208c]. OObIYHO KpoMe JIMXOPAJKH WMEIT MecTo He 4, a
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Bcero 2-3 TMpu3HaKa: HalpuMep, CKJIEPUT M THUIEPeMUs KOXH C MPUITYXJOCThIO HaJ
MeX(alaHTOBBIMU cycTaBamu Kuctei. [luarmoz CK B 3THX Ciydasx MpeacTaBseT
TPYAHOCTH, HHOTJAa OH CTAHOBUTCS OYEBHUJHBIM IIPU TMOSABICHUM JIONOJHUTEIBHBIX
CUMIITOMOB.  3a4acTyl0 IIOCTAHOBKE JMArHo3a IOMOIaeT HCKIIOUEHHUE JPYTrux HNPUINH
CTOMKOM NMXOpajku. B OTHeNnbHBIX clydasx MpU HEMOJHOW KiuHU4Yeckoil kaptuHe CK mpu
OxoKI' BBIABISINCH M3MEHEHHMS] CTEHOK M JHMaMeTpa KOPOHAPHBIX apTEepHil, 4TO Jenajno
muarao3 CK Becema BepositibiM [Papadodima SA; Sakelliadis El; Goutas ND; et al. Atypical
kawasaki disease presenting with symptoms from the genitourinary system: an autopsy report.
J. Trop Pediatr. 2009; 55(1):55-7]. DT u3MeHEHHS U TO3KE PAa3BUBAIOIIHECS aHEBPH3MBI
KopoHapHbix aprepuit (AKA) - nouyrm natorHomoHuuHbld mpuzHak CK, mOCKONbKY
aHeBpU3MBbI apTepuil, He cBsizaHHble ¢ CK, BcTpeuaroTcs y aeTeil HedacTo (B aopTe Ipu ee
KOapKTallik, BHYTPUYEPEIHbIX COCyAax MpH cuHapomMe Mapdana, a Takke Mpu
OakTepua’dbHBIX HMOONAX apTepuil, Y3eIKOBOM MOJUAPTEPUUTE WM AOPTOAPTEPUHUTE,
MMEIOUINX UHYIO KIIMHUYECKYIO KapTHUHY).

HeoObrano nawano CK ¢ kapTUHBI 3arjoTodHoro abcmecca (JiMxopajka,
00JIE3HEHHOCTh MPU [OBOPOTaX TOJIOBBI, TPU3M) C THUMO3XOreHHbIM (HatuBHas KT
wiotHocTh 20-30 en) nuH3000pa3HBIM, HE HAKAIUTMBAIOIIUM KOHTPACT CKOIUICHHEM B
3arinorouHoil obsactu Ha KT. OTcyrcTBUE THOS IPU BCKPBITUM MPUIIYXJIOCTH Ha 3aJHEH
CTEHKE IVIOTKU M COXPaHEHUE TEMIIEPATypbl HECMOTPSl Ha aHTUOAKTEPUATIBHYIO TEPAIUIO,
Jerkuit ckiepurt, 3gpdext ot BBeneHuss BBUI' B no3e 2 1/kr, a Takke IIENTyIIEHHEe KOXKH
JaJJOHHON TOBEPXHOCTH TAaJbIIeB MO3BOJSIOT moaTBepanuTh auarno3 CK [Sasaki T(1),
Miyata R, Hatai Y. et al. Hounsfield unit values of retropharyngeal abscess-like lesions
seen in Kawasaki disease. Acta Otolaryngol. 2014;134(4):437-40].

2. JIMarHoCTHKA 3200JIeBaHUsI WJIN COCTOSIHUS (TPyNNbI 3200/1eBaHUI WU
COCTOSIHMI1), MEIUIMHCKHE TMOKA3aHWsl M TMPOTHBOMOKA3AHUA K
NPUMEHEHHNI0O METOA0B THATHOCTUKH

Kpumepuu nocmanoexu ouazcnosa cunopoma Kasacaxu [McCrindle BW, Rowley AH,
Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki
Disease Committee of the Council on Cardiovascular Disease in the Young; Council on
Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council
on Epidemiology and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki
Disease: A Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-€999; Eid, M., Badr, A., Hamza, H., Sedky, Y. (2021).

Unusual Presentation of Atypical Kawasaki Disease in a Child with Thrombocytopenia and
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Spontaneous Femoral Artery Leak: A Case Report', Pediatric Sciences Journal, 1(2), pp. 107-110. doi:

10.21608/cups;j.2021.61910.101]:

Jluxopaoka, wacmo 0o 40 C° u evlue, OIUMENbHOCMbIO MUHUMYM 5 OHell 0Oe3

OUeBUOHOU NPUYUHBL U HATUYUE XOMs Obl Yemblpex U3 NPU8eO0eHHbIX HUdce NAmu

NPU3HAKOS.

1. Hsmenenus ciuzucmoix 060104eK, 0COOEHHO pOMOBOU NOJIOCMU, 2TOMKU U
ObIXAmMeNbHbIX nymet, cyxue, 8 mMpewjuHax 2yovl; «3eMIAHUYHLILY /MATUHOBLIU S3bIK,
eunepemusi 2yo u pomo2iomku.

2. H3zmenenus kootcu Kucmetl, Cmon, (6 mMoM Uucie MNIOMHbIL OMeK,
NOKpACHeHue Na00Hell U NOOOW8, 4acmo — APKAs dpumema HA0 MeIKUMU CYCmagamu
Kucmel u Cmon) 6 panHell ¢paze, a makdxmce 2eHeparu308aHHoe UNU JOKAIU308AHHOE
wenyuienue 8 naxosvlx 001ACMAX U HA NOOYULeUKax naivyes pyk u Hoe Ha 14-21-1i oens
om Hauana 3a6071e6aHUsL.

3. Hsmenenue co cmopomnwl 2nas, npexicoe 6ce20 08YCMOPOHHAS UHBEKYUS
€oCy008 CKlep U KOHBIOHKMUBHL, 6e3 IKCCyoama U U3sbA361eHus po2o8uybl, Npu 0CMOmpe
8 NPOX00sAWeM ceeme ModHcem OblMb 8bli6IeH NepeOHULl Y8eum.

4, Veenuuenue pasmepos numgoysnos (6 50% cayuaes), 0cobeHHO wielinbiXx,
yauje 00HOCMOPOHHee NoOpadicenue, KaKk MUHUMYM 0OUH y3el ouamempom bonee 1,5 cm.

5. Coinb, kKomopas noseisaemcs 6 nepsevie HeCKOIbKo OHell bo1e3HU U yeacaem

yepe3 Heodeno;, culnb yauwje Ough@ysnas, noauMoppuas - MaKyIONanyie3Has,
VPMUKAPHAs, NOOOOHAs. MHO20GOPMHOU dpumeme, CKAPIAMUHONOOOOHAS UMU 0axdce
KOpenooobHas 6e3 8e3UKyl Ul KOpoUex.
Huaenos nenonnozo CK (amunuunoco CK) cnedyem npeononoscums 6 nepgyio ouepeos y
MaadeHyes u oemetl ¢ OIUMENbHOU HeOObACHUMOU TUXOPAOKOU npu Hatuduu 2-3 (meHee
4-x) u3 nepeyucienHvIX KIUHUYECKUX NPUSHAKOS U COOMBEmMCmEYIOuWux 1ab0pamopHblx
usmenenuti (nogviuienuwvii yposenb COI/CPB, nosviwennvlil ypogenb mMpaHcamuHas,
AHANU3 MOYU C JICUKOYUMAMU C OMPUYAMENbHOU NetKOYUMapHoUu 3cmepasoll), a maxaice
U3MeHeHUsAX 68 KopoHapuwix apmepusax no dannvim IxoKI (Ilpunoscenue b Ancopumm 1
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association
Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council on
Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):e927-e999]).
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J Cunopom Kaeacaku ecmpeuaemcsa 3nauumenvHo yauje, 4em pacno3Haemcs
. Ilpu nuxopaoxe 5 Oneii u 6onee ciedyem nooymams 00 3mMom OUACHO3e

Kpome  sviweykazannvix, pexomenoyemcs makce HpU HAIUYUU — CLEOYIOUUX
CUMNMOMO8 U NPU3HAKO8 paccMompems @eposmuocms cunopoma Kasacaku y pebenka
[Sasaki T(1), Miyata R, Hatai Y. et al. Hounsfield unit values of retropharyngeal abscess-like
lesions seen in Kawasaki disease. Acta Otolaryngol. 2014;134(4):437-40; Mark Gorelik,1
Sharon A. Chung,2 Kaveh Ardalan et al. 2021 American College of Rheumatology/Vasculitis
Foundation Guideline for the Management of Kawasaki Disease. Arthritis & Rheumatology
Vol. 74, No. 4, April 2022, pp 586-596]:

1. Cepoeuno-cocyoucmasn cucmema: ayckyibmayus (Cepoeynviii uym, pumm 2aiond,),

usmenenust na KT (yonunenue unmepeanos PRIQT anomanvuas Q eonna, nuskuili 6onemasic
komniexca QRS, usmenenuss ceemenma ST u T-3y6ya, apummuu), kapouomezanus no OAHHbIM
0030pHOU peHmeeHocpamMmMbl 0p2ano8 2pyoHou kiemku, IxoKI' (dcudkocmv 6 nonocmu
nepukapoda, aHespu3Mbl KOPOHAPHLIX COCYO08), AHEBPUMbL NepughepuyecKux apmepuil
(Hanpumep, AKCUNIAPHOLL), 3a2PYOUnHble OOIU (CMEHOKAPOUs) Ul UHGAPKM MUOKAPOa

2. Kenydouno-kuweunviti _mpakm: ouapes, psoma, 001b 6 dicusome, B00IHKA

JHCENUHO20 NY3bIPsl, NAPATUMUYECKUL UNEYC, JIecKasl JHCeNMYUHOCTb KOJNCU, HebOoNbuloe
KPAmKOBPEMEHHOE NOBbIULEHUE CLLBOPOMOYHBIX MPAHCAMUHAS.

3. Kposw: netixoyumos co cosucom 81eso, mpomooyumo3s (0o 1-1,2 man), yckopenue
COD, nosviwenue yposusa CPB, cunoanvoymunemus, ymepenunoe nosviutenue yposus ACT,
AJIT, a2-enobyruna, HebOAbUIOE CHUICEHUE KOIUYECBA IPUMPOYUMOE U  YPOBHS
2eM02100UHA, NOBLIUUECHUE

4. Moua: npomeunypus, cmepuibHas 1etuKoyumypus

5. Koorca: eunepemus u nossnenue xopku Ha mecme ggedenus BIDK sakyunvl menkue
nycmynvl, nonepeurvle 60po30bl HA HOMSAX NATLYES PYK.

6. ODZaHbl ObIXAHUSA: Kaweilb, puHopes, 3amemMHeHUsl J1ecO4YHblX noseu Ha 0630pH01/7

PEHCeHOSPAMMeE OP2AHO8 ePYOHOU KILEeMKU
1. Cycmaswl: 601b, omek

8.  Hesponoeuueckue: nieoyumo3 6  YepeOPOCNUHANLHOU — HCUOKOCMU  (C

npeobiadaHuem MOHOHYKIeApo8 ¢ HOPMANbHLIM YPOBHeM Oelka U y21e60008), cyoopozu,
nomepsi CO3HAHUS, NAPAIUY TUYEBO20 HEPBA, NAPAIUY KOHEYHOCHell
Cnedyem noouepkHyms 6aniCHOCMb @bisslieHUs: ckaepuma 0asi npeononodxcerus o CK

npu  CKyOHocmu unu  Heodvlunocmu  Opyeou  cumnmomamuru. OOHapyscenue npu
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VIbMPA38YKOBOM UCCLEO008AHUU PACUUPEHUS UTU, XOMSL Obl, USMEHEeHUlI CIEHOK KOPOHAPHBIX
apmepuii, no36osaem noomeepoums ouacno3 CK npu naruyuu nuwe 2 npuznaxos us 6.

2.1 7Kaa00bI 1 aHAMHE3

Cawmplit cymectBeHHbI npusHak CK — croiikas nuxopajaka, KoTopass HauuHAeTCs,
KaK MpaBuiio, BHe3anHo, aocturas 40°C u Bbllle, PE3UCTEHTHAs K >KapOIOHMKAIOIIUM
npenapataMm. Ee «IMarHOCTUYECKUT MUHUMYyM» - 5 JHEW, HO OOBIYHO OHA JEPIKUTCA
HAaMHOTO JIOJIbIIe, MHOT/Ia Ha MPOTSHKeHWH Mecsaua. Ha ¢oHe nuxopaaku B TedeHUe
nepBbIX 10 gHEH 0OBIYHO MOSIBIISIFOTCS CUMITOMBI, OTHOCSIIUECS K OCHOBHBIM KPUTEPUSIM
TUArHOCTHKU 3a0onieBaHus (Tunuunble npusHaku CK): cbimb, cyxue B TpeluHax
TUIIEPEeMUPOBAaHHBIE TYOBI, TUMIEPEMUSI MU HUHBELIUPOBAHHOCTH CKJIEp, IUIOTHBIH OTEK U
ITIOKpaCHEHHUE JIaJI0OHEH U ITOIOLIB.

XapakTepHbIi KIMHUYECKUM MPU3HAK JUIs I€TeH paHHEro BO3pacTa - IOKpPACHEHUE
u ymwiotHeHne Mecta uHbeknuu BIDK (3T0T mpuszHak He ObUI BHECEH B CIIHMCOK
o0s3aTenbHbIX, T.K. B CIIIA Het maccoBoit BakuunHarmu bIK).

B nopocTpoii craguu — mienyieHue Kok Ha KOHUMKaxX HallbLEB PYK U HOT.

CrnenyeT TIIATETLHO MPOBECTH PacCIpOC POAUTENEH (3aKOHHBIX MPECTaBUTENEH )
C 1IeNbI0 BBIABICHUS AHAMHECTMUYECKHUX JAaHHBIX O THUIHUYHBIX W/WIK BEPOATHBIX
nposiBneHusix CK.

2.2 duzukajabHoe 00caeT10BAHNE

Heo6xoanMo mpoBeieHre CTaHAapTHOTO OCMOTpa pedenka. O0s3aTeIbHO 0OpaTUTh
BHHUMaHue Ha TunnyHble npusHaku CK.

KnuHudeckn MOXKET BBISIBIATHCS TaXUKapJus, apuTMHUsl (BCJIEICTBUE BOBJICYECHUS B
IPOLECC MPOBOJALIEH CHCTEMBI CEpAlld, BIUIOTH 0 Pa3BUTHUS YTPOXKAIOUIUX >KU3HU
apUTMUI), BBICHYHIIMBATBbCA IIYMbl B CEpJLE BCIEACTBHE IMOPAXKEHHUsS KIAaHHOTO
annapara (MUTpajbHas, a0pTajbHas, TPUKYCIUAAIbHAS HEJOCTaTOUYHOCTb, KaK IPABUIIO,
oOpatumble 0e3 (opMHUpPOBaHMS KIIAlIAHHBIX MOPOKOB), BO3MOXHO Pa3BUTHE CEplEeUHON

HEAOCTATOYHOCTH.

2.3 JIabopaTopHbIe TMATHOCTHYECKHE HCCJIeT0BAHNS

e PexomeH0BaHO zeTsAM ¢ nogo3peHueM Ha CK ¢ IMarHoCTHYECKON LEIbI0 NMPOBENECHUE
OO6miero (KIMHUYECKOr0) aHalu3a KpPOBU DPA3BEPHYTOro [UIsl BBISBICHUS XapaKTEPHBIX
71a00paTOPHBIX MPU3HAKOB, TAKUX KaK JIEHKOIIUTO3, TPOMOOINTO3, aHeMus, moBbiienne COD
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic

Fever, Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular
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Disease in the Young; Council on Cardiovascular and Stroke Nursing; Council on
Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and Prevention.
Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A Scientific
Statement for Health Professionals From the American Heart Association. Circulation. 2017
Apr 25;135(17):€927-e999; Tremoulet AH, Jain S, Chandrasekar D, Sun X, Sato Y, Burns JC.
Evolution of laboratory values in patients with Kawasaki disease. Pediatr Infect Dis J. 2011
Dec;30(12):1022-6; Ayusawa M, Sonobe T, Uemura S, et al. Revision of diagnostic
guidelines for Kawasaki disease (the 5th revised edition). Pediatr Int 2005; 47:232; Ling,
X.B.; Lau, K.; Kanegaye, J.T.; Pan, Z.; Peng, S.; Ji, J.; Liu, G.; Sato, Y.; Yu, T.T.; Whitin,
J.C.; et al. A diagnostic algorithm combining clinical and molecular data distinguishes
Kawasaki disease from other febrile illnesses. BMC Med. 2011, 9, 130; Son, N.H.; Hao, T.K,;
Anh, N.T.H. A Retrospective Cohort Study of Kawasaki Disease in Hue Central Hospital for
10 Years (2010-2019). Open Access Maced. J. Med. Sci. 2020, 8, 99-103; Satou, G.M.;
Giamelli, J.; Gewitz, M.H. Kawasaki Disease. Cardiol. Rev. 2007, 15, 163-169; Bah,
M.N.M.; Alias, E.Y.; Razak, H.; Sapian, M.H.; Foo, F.H.; Abdullah, N. Epidemiology,
clinical characteristics, and immediate outcome of Kawasaki disease: A population-based
study from a tropical country. Eur. J. Pediatr. 2021, 180, 2599-2606; Park, J.H.; Choi, H.J.
Clinical implications of thrombocytosis in acute phase Kawasaki disease. Eur. J. Pediatr.
2021, 180, 1841-1846].

YYP-C; YOI -2)

Kommenrtapuii: /[na CK munuuen nevixoyumo3s (6onee 15-20x1 0°n) ¢ Heumpodgunesom. Ha
2-i Hedene Modcem OblMb BbIAGIEHA HOPMOXPOMHASL HOPMOYUMAPHAS —AHeMUsi U
napacmaiowuti mpomboyumos (6onee 700x10%1) [Xiu-Yu S, Jia-Yu H, Qiang H, Shu-Hui D.
Platelet count and erythrocyte sedimentation rate are good predictors of Kawasaki disease:
ROC analysis. J Clin Lab Anal. (2010) 24:385-8 ]

Vposenv ~mpomboyumos 6 cpeonem Hopmanuzyemcsi Kk 4-6 Hedene, HO Modcem
3a0epaicusamsvcsi 00 2-3 mec. 6e3 Kakux-1uoo KIuHU4eckux cumnmomos. Tpomboyumonenus
He XapaxkmepHa, 00HAKO 8 PeOKUX CIV4asX OHa ecmpeuaemcs 6 nepgvle 1-2 nedenu Oonesnu, u
Moxcem agumvcs npuznakom [[BC-cumopoma u ¢akmopom pucka pazeumus aHOMATUU
kopouapHuvix apmeputi. COD 00bIYHO NOBBIUEHA U CIYHCUM MAPKEPOM B0CHATUMETLHOZO
npoyecca. Oonako cnedyem nomHumo, umo COD nosviwaemcsa npu mepanuu BBUI
(UMMYHO2T00VIUH YeN08eKa HOPpMATbHbLU**), u nosmomy cHudcenue COD npu nocnedyroujem
HabnoOeHuy He ciedyem UCNoIb306ams 015 OyeHKU omeema Ha mepanuio. ObuapysiceHue

MuHumanoro2o nosviutenusi COD Ha hone msadicenoeo KIUHUYECKO020 3a001e8aHUSL OOIHCHO
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cmams n080OOM 01 00CIe008AHUSA HA CUHOPOM OUCCEMUHUPOBAHHO20 BHYMPUCOCYOUCTO20
ceepmuisanus kposu [Huang, Y.-H.; Kuo, H.-C. Anemia in Kawasaki Disease: Hepcidin as a
Potential Biomarker. Int. J. Mol. Sci. 2017, 18, 820]

. PexomennoBano BceM aetrsim ¢ mnogo3pennem Ha CK wuccnenoBanuwe ypoBHs C-
PCAKTUBHOI'O OeJika B CBIBOPOTKC KPOBHU JI OLICHKHW aKTUBHOCTH BOCHAJIMTCIIBHOTO ITpoIecCa
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic
Fever, Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular
Disease in the Young; Council on Cardiovascular and Stroke Nursing; Council on
Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and Prevention.
Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A Scientific
Statement for Health Professionals From the American Heart Association. Circulation. 2017
Apr 25;135(17):€927-e999; Tremoulet AH, Jain S, Chandrasekar D, Sun X, Sato Y, Burns JC.
Evolution of laboratory values in patients with Kawasaki disease. Pediatr Infect Dis J. 2011
Dec;30(12):1022-6; Newburger J.W., Takahashi M., Gerber M.A. et al. Diagnosis, treatment,
and long-term management of Kawasaki disease: a statement for health professionals from
the Committee on Rheumatic Fever, Endocarditis, and Kawasaki Disease, Council on
Cardiovascular Disease in the Young, American Heart Association. Pediatrics 2004;114:
1708-1733].

(YYP-C; VI - 3)

KommenTapuii: /[ CK xapakmepno nosviwmenue CPB >30 meln,. Oyenxy ypoens CPBH
cnedyem nosmopsams 2-3 paza 8 Heoenlo 00 mex nopa, Noka nokazameiv He <5 me/l
[Tremoulet AH, Jain S, Chandrasekar D, Sun X, Sato Y, Burns JC. Evolution of laboratory
values in patients with Kawasaki disease. Pediatr Infect Dis J. 2011 Dec;30(12):1022-6;
UPTODATE Kawasaki disease: Initial treatment and prognosis

https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-

prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see lin
k#H9 (0630p ot 09.11.2021; Burns JC, Glode MP, Clarke SH, Wiggins J, Hathaway WE.

Coagulopathy and platelet activation in Kawasaki syndrome: identification of patients at high

risk for development of coronary artery aneurysms.J Pediatr. 1984; 105:206-211,]

. PexoMennoBano BceM nieTsim ¢ mogo3peHueM Ha CK npoBecTu uccienoBaHue ypOBHS
neueHOYHbIX (GepMeHTOB (OnpesencHre aKTUBHOCTH ajlaHMHAMUHOTpaHC(epa3bl B KPOBH,
OnpezencHre akTHBHOCTH acriapraTaMHHOTpaHchepassl B KpoBH), OnpeiesieHne ak THBHOCTH
rammMa-rroTamuiarpadcdepassl B kpou (I'T'T), MccnenoBanue ypoBHs anbOyMuHa B KPOBH,

HccnenoBanue ypoBHs oOuiero OunupyOouHa B KpoBH JJIsl BhIABIIEHUs XapakTepHbIX st CK
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https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see_link#H9
https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see_link#H9
https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see_link#H9

7a00paTOPHBIX TMPU3HAKOB M ompenaeneHus ¢assl TeucHus 3aboneBanus [McCrindle BW,
Rowley AH, Newburger JW, et al; American Heart Association Rheumatic Fever,
Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular Disease in
the Young; Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular
Surgery and Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment,
and Long-Term Management of Kawasaki Disease: A Scientific Statement for Health
Professionals From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-
€999; Tremoulet AH, Jain S, Chandrasekar D, Sun X, Sato Y, Burns JC. Evolution of
laboratory values in patients with Kawasaki disease. Pediatr Infect Dis J. 2011
Dec;30(12):1022-6; Eladawy M, Dominguez SR, Anderson MS, Glodé MP. Abnormal liver
panel in acute kawasaki disease. Pediatr Infect Dis J. 2011 Feb;30(2):141-4; Rahbari-Manesh
AA, Salamati P, Ghaforian S, Zekavat M. Relationship between ESR, CRP, platelet count and
coronary artery disease in Kawasaki disease. Iran J Pediatr. (2005) 15:139-44; Tremoulet,
A., Dutkowski, J., Sato, Y. et al. Novel data-mining approach identifies biomarkers for
diagnosis of Kawasaki disease. Pediatr Res 78, 547-553 (2015)].

(YYP-C; VI - 3)

Kommenrapwmii: /[1a CK xapakmepHo neckoe unu ymepeHHOEe NOBblULeHUE CblGOPOMOUYHbIX
mpancamunaz um ITT, komopoe nabnooaemcs y 40-60% nayuenmos. Jleckas
eunepounupyounemust ecmpeuaemes y 10% [Tremoulet AH, Jain S, Chandrasekar D, Sun X,
Sato Y, Burns JC. Evolution of laboratory values in patients with Kawasaki disease. Pediatr
Infect Dis J. 2011 Dec;30(12):1022-6; Eladawy M, Dominguez SR, Anderson MS, Glodé
MP. Abnormal liver panel in acute kawasaki disease. Pediatr Infect Dis J. 2011
Feb;30(2):141-4; Huang Z, Tan XH, Wang H, Pan B, Lv TW, Tian J. A New Diagnostic
Model to Distinguish Kawasaki Disease From Other Febrile Illnesses in Chongging: A
Retrospective Study on 10,367 Patients. Front Pediatr. 2020 Nov 12;8:533759]
Tunoanvoymunemus <3 2lon marxoice xapaxmepua o CK u ceszana ¢ 6onree msicenvim u
onumensuvim eco mewenuem [McCrindle BW, Rowley AH, Newburger JW, et al; American
Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the
Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):e927-e999; Soleimani, G.; Bojd, S.S.; Tajik, M.; Shahri,
E.S.; Rashidi, S. Paraclinical Evolutions Regarding Liver and Renal Abnormalities of

Kawasaki Disease in the Southeast of Iran. J. Compr. Pediatr. 2014, 5 ; Bah, M.N.M.; Alias,
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E.Y.; Razak, H.; Sapian, M.H.; Foo, F.H.; Abdullah, N. Epidemiology, -clinical
characteristics, and immediate outcome of Kawasaki disease: A population-based study from
a tropical country. Eur. J. Pediatr. 2021, 180, 2599-2606.]

. PexoMeH10BaHO BCEM MallMEHTaM C JUIMTEIbHOW JIMXOpajakoil u noxozpenueM Ha CK
nposeaenne O0mero (KIMHAYECKOT0) aHaau3a MOYH Ul MpoBeacHus auddepeHnnanbHOM
JUAarHOCTHNKHN u HCKIOYCHUA 6aKT€pI/IaJ'IBHOFO BOCIIAJICHUA MOUYECBBIBOOAIIINX
nyreii[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association
Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council on
Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-e999; Shike H, Kanegaye JT, Best BM, et al. Pyuria
associated with acute Kawasaki disease and fever from other causes. Pediatr Infect Dis J.
2009 May;28(5):440-3; Mammadov, G.; Liu, H.H.; Chen, W.X.; Fan, G.Z.; Li, R.X.; Liu,
F.F.; Samadli, S.; Wang, J.J.; Wu, Y.F.; Luo, H.H.; et al. Hepatic dysfunction secondary to
Kawasaki disease: Characteristics, etiology and predictive role in coronary artery
abnormalities. Clin. Exp. Med. 2020, 20, 21-30].

(YYP-C; VI - 5)

KommenTapuii: B 80% cayuaes y nayuenumos ¢ CK obuapysxcusaemcs cmepunvHas
netkoyumypus 0o 10 neixoyumos ¢ nlz [Shike H, Kanegaye JT, Best BM, et al. Pyuria
associated with acute Kawasaki disease and fever from other causes. Pediatr Infect Dis J.
2009 May;28(5):440-3]. Oonako y danno2o ucciedo8anuus HU3KAsL CREYUPUUHOCTb.

. PexomenpoBano mammentam ¢ CK u mopo3peHuem Ha WH(ApKT MUOKapAa WIH
HOIEMHUIO MHUOKapaa MHOpOBOAUTL HCCICAOBAHHMA Ha MApKEpbl CEPACHHOTO HOpa)KeHI/Iﬂ:
Nccnenosanue ypoBHs TpontoHUHOB I, T B kpoBu u Mccnenoanus ypoBHs N-TepMUHAIBHOTO
¢parmenta Harpuilypetuueckoro mponentuaa wmosroBoro (NT-proBNP) B kposu,
HccnenoBanne  ypOBHS/aKTUBHOCTH  W30()EPMEHTOB  KpEaTWUHKMHAa3bl B KpPOBU
(MuokapauanbHON (pakiMu KpeaTMHKHHA3bl) JJII CBOEBPEMEHHOTO Ha3HAu€HUs Tepanuu
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic
Fever, Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular
Disease in the Young; Council on Cardiovascular and Stroke Nursing; Council on
Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and Prevention.

Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A Scientific
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Statement for Health Professionals From the American Heart Association. Circulation. 2017
Apr 25;135(17):€927-e999; Jlsickuna I'.A., Bunorpamosa O.U., lllupunckas O.I'., bperenb
JL.B., Cy66otun B.M., bepuc [[. Knunanka, muarHocTuka u JiedeHne cuHapoma KaBacakwu.
Knuanueckne pekomenmanmu. Bcepoccuiickass oOmiecTBeHHas OpraHu3anus AcCOIMAIms

nerckux KapauosioroB Poccum. M. 2011:57¢. (mocrymuo mo cceiike: http://www.cardio-

rus.ru/doc/kawasaki.pdf; Zulian F; Falcini F; Zancan L. et al. Acute surgical abdomen as
presenting manifestation of Kawasaki disease. J Pediatr. 2003; 142(6):731-5; Lin KH, Chang

SS, Yu CW, et al. Usefulness of natriuretic peptide for the diagnosis of Kawasaki disease: a
systematic review and meta-analysis. BMJ Open. 2015; 5(4):e006703; Lee SH, Song ES,
Yoon S, Hong S, Cho HJ, Yang EM, Eom GH, Kang G, Cho YK. Usefulness of Age-
Stratified N-Terminal Prohormone of Brain Natriuretic Peptide for Diagnosing Kawasaki
Disease. Dis Markers. 2017;2017:6263121; Dionne A, Meloche-Dumas L, Desjardins L,
Turgeon J, Saint-Cyr C, Autmizguine J, et al. N-terminal pro-B-type natriuretic peptide
diagnostic algorithm versus American Heart Association algorithm for Kawasaki disease.
Pediatr Int. (2017) 59:265-70; Sato YZ, Molkara DP, Daniels LB, Tremoulet AH, Shimizu C,
Kanegaye JT, et al. Cardiovascular biomarkers in acute Kawasaki disease. Int J Cardiol.
(2013) 164:58-63]

(YYP-C; VI - 5)

L PCKOMeHﬂOBaHO HalueHTaM C TAKCEIbIM TCUCHUCM CK, JJIL IPOTHO3UPOBAHUA OTBETA
Ha Tepanuto BBUI, a Takke npu NOJO3PEHMM HA TAKUE OCJIOXKHEHHUs, KaK CHHAPOM
aktuBauuu MakpogaroB u JIBC cuHIpPOM, NpOBEAEHHME PACIIMPEHHOTO MCCIIEI0BaHUS
KOoaryJorpaMmbl (HCCJ’IGI{OB&HI/IC KOaryJsasmnuOHHOT'O remMmocTasa, OnpeneneHI/Ie
HpOTpOM6I/IHOBOI‘O (TpOM60HJ’IaCTI/IHOBOFO) BPEMCHH B KPOBH HJIM B IUIA3MC, OIPCACICHUC
AKTHBHpPOBAHHOTO YaCTUYHOI'O TPOMOOIUIACTUHOBOrO BpeMeHH, lccnenoBaHue ypoBHs
¢ubpuHorena B kpoBu, OmpeneneHue KoHueHTpanuu J[-muMepa B kpoBu, OmpenencHue
MEXIYyHapOAHOrO HopmanuizoBaHHoro oTHomenus (MHO), Omnpenenenue akTHBHOCTH
aHTI/ITpOM6I/IHa III B KpOBI/I) C OCJIbKO OLCHKH U CBOeBpeMeHHOﬁ KOppCKIOHUHU IeMocCTasa
[bapanoB A.A., Tarouenko B.K., Bakpamze M.JI. JluxopaaouHble CHHAPOMBI Yy JETEH.
pEeKOMeHJauu 1o AuarHoctuke u jedeHuro. M. Coro3 nemmatpoB Poccum;2011: 208c ;
Newburger J.W., Takahashi M., Gerber M.A. et al. Diagnosis, treatment, and long-term
management of Kawasaki disease: a statement for health professionals from the Committee
on Rheumatic Fever, Endocarditis, and Kawasaki Disease, Council on Cardiovascular Disease
in the Young, American Heart Association. Pediatrics 2004;114: 1708-1733; Shao S, Yang L,
Liu X, et al. Predictive value of coagulation profiles for both initial and repeated

immunoglobulin resistance in Kawasaki disease: A prospective cohort study. Pediatr Allergy
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http://www.cardio-rus.ru/doc/kawasaki.pdf

Immunol. 2021 Aug;32(6):1349-1359; Sato YZ, Molkara DP, Daniels LB, Tremoulet AH,
Shimizu C, Kanegaye JT, et al. Cardiovascular biomarkers in acute Kawasaki disease. Int J
Cardiol. (2013) 164:58-63; Reddy M, Singh S, Rawat A, Sharma A, Suri D, Rohit MK
(2016) Pro-brain natriuretic peptide (ProBNP) levels in North Indian children with Kawasaki
disease. Rheumatol Int 36, 551-9; Shuran Shao, Lixia Yang, Xiaoliang Liu, et al. Predictive
value of coagulation profiles for both initial and repeated immunoglobulin resistance in
Kawasaki disease: a prospective cohort study. Authorea. October 22, 2020].

(YYP-C; Y]] - 5)

. Bcem manmentam ¢ momospenuem Ha CK ¢ nuddepeHnmansHO JUarHOCTHYECKOM
IEJBI0 PEKOMEHIOBAHO MpoBeaeHue TectupoBanus Ha SARS-CoV-2 (Omnpenenenne PHK
koponaBupyca TOPC (SARS-cov) B Ma3kax cO CIU3HUCTOW O0OOJOYKH HOCOTJIOTKA METOJIOM
[P, Omnpenenenne antuten kimaccoB M, G (IgM, IgG) x SARS-cov s uckmroueHus
BO3MOXHOCTH HaJIUM4IUA MYJIbTHCUCTCMHOI'O BOCIHAJIUTCIBHOI'O CHHAPOMA [Sharma C,
Ganigara M, Galeotti C, et al. Multisystem inflammatory syndrome in children and Kawasaki
disease: a critical comparison. Nat Rev Rheumatol. 2021 Oct 29:1-18].

(YYP-C; VI - 5)

KommenTapuii. Bnepsvie 0 mynvmucucmemuom eocnanrumenbHom cunopome (MBC) ovino
ynomanymo 6 2020 200y 6 Benuxoopumanuu. Hecmompsa na mo, umo COVID-19 y demeti 6
yeiom npomexkaem JjecKo, enepeovlie ObLIU ONUCAHDI crydau 3a60/zeeaHuﬂ, KAUHUYECKU CXOOHbLE
no c[)eHomuny ¢ CK umu c CuH@pOMOM MOKCUYEeCKO20 UloKa, umernuue msaixicejloe medeHue.
chope nocie 9omoeco cmaiu noA6AAmMbCA COO6H4€H1/I}1 0 msdCEIOM MeYeHUuU HOBOl
KOPOHABUPYCHOU UHGpeKyuu y oemel u 8 Opy2ux CmMpauax. Mo COCMOoAHUe NOLYUULO
HA3e6aHUue MyabmucucmemHoco 60cnalumeilbHoco cuH()pOMay oemeil.

B oanvhetiwem 6v110 8blcKA3aHO NPEONONOIHCEHUE, YMO CUHOPOM SABIAECMCS Pe3yIbmanmom
AHOMAJIbHO2O0 UMMYHHO2O omeena HAa supyc, 4mo umeem HEKomopoe KiluHudveckoe CcX00Ccmeo
¢ CK u opyaumu noooonvimu cuHopomamu (Hanpumep, CUHOPOMOM AKMUBAYUU MaKkpoghazos)
Oonarxo, cydﬂ no umerowumcs uccieoosanusim, MBC umeem uMMyHogbeHomun, OMIIUYHBIL
om CK [Carter MJ, Fish M, Jennings A, et al. Peripheral immunophenotypes in children with
multisystem inflammatory syndrome associated with SARS-CoV-2 infection. Nat Med 2020;
26:1701; Lee PY, Day-Lewis M, Henderson LA, et al. Distinct clinical and immunological
features of SARS-CoV-2-induced multisystem inflammatory syndrome in children. J Clin
Invest 2020; 130:5942].

Tounvie mexanuzmul, ¢ nomouvio komopwoix SARS-CoV-2 svizvieaem anomanbHblll UMMYHHbLIL
omeeni, HeuseecmHbsl. CqumaemCﬂ, Ymo NamoioSudecKull npoyecc 3sanyckaemcs nocie

ocmpoﬁ d)aB’bl qu)EKl/ﬂ/lu. Hpedeapumeﬂb%le uccnre0o8anus nokasvlearom, 4mo nayuermosl C
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msoicenou  gopmoti MBC  npooyyupyrom aumumena - ummynoenooyiuner G (IgG) c¢
NOBLIUEHHOU CNOCOOHOCNbIO akmusupoeamsb MOHOYUMbL, UMEION] cmoﬁkyro yumoneHuro (6
nepsyo ouepeodv T-kiemounyio aumgponenuio) u ycunenuyio axkmusayuio CD8+ T-xnemoxk
[Carter MJ, Fish M, Jennings A, et al. Peripheral immunophenotypes in children with
multisystem inflammatory syndrome associated with SARS-CoV-2 infection. Nat Med 2020;
26:1701; Lee PY, Day-Lewis M, Henderson LA, et al. Distinct clinical and immunological
features of SARS-CoV-2-induced multisystem inflammatory syndrome in children. J Clin
Invest 2020; 130:5942]. Bartsch YC, Wang C, Zohar T, et al. Humoral signatures of
protective and pathological SARS-CoV-2 infection in children. Nat Med 2021; 27:454.

Vella LA, Giles JR, Baxter AE, et al. Deep immune profiling of MIS-C demonstrates marked
but transient immune activation compared to adult and pediatric COVID-19. Sci Immunol
2021; 6.]

Kax yoce 2osopunoce, ouggepenyuposamv MBC u CK docmamouno cnoscro. Coznacho
HakonienHoim 3a nepuod snudemuu COVID-19 oannvim, 40-50% nayuenmos ¢ MBC umenu
CUMNMOMbBL Kak noano2o max u He noanozco CK. OOHCZKO, MeDfCOy IMmumu COCMOAHUAMU
cyuiecmeyront u Kirodeesoble pas3jiudusl, no3eojsirnwue 3an0003pumb MBC.

Knroueewie paznuuus mexicoy MBC u CK:
® Pazeumue MBC uawe 6ceco xapakmepto 0. Oemeli cmapuie2o 803pacma u nooOpoCmKos,

6 mo epems kak kiaccuueckuti CK obviuno écmpeuaemcs y miadeHyes u oemetl Miaouie2o
eozpacma.

® JKenyOoouHo-Kuuieynvle CUMNMOMbL (0COOEHHO OOaU 8 HCUBOME) OYeHb PACHPOCMPAHEHbL
npu MBC, ¢ mo 8pems xax npu knaccuveckom CK amu cumnmomvl MeHnee 8bipadceHsi.

® Jlucghynkyua muokapoa u woxk uawje ecmpeuyaiomcsi npu MBC no cpaenenuio c
knaccuueckum CK [Feldstein LR, Rose EB, Horwitz SM, et al. Multisystem Inflammatory
Syndrome in U.S. Children and Adolescents. N Engl J Med 2020; 383:334]. Xoms omu
CUMNMOMOKOMNIIEKCHL MO2YNt CLYIHCUNb NPUSHAKAMU CuHOpOMCl uwoka npu CK.

. Bocnanumenvnvie mapxepui (ocobenno CPB, ¢peppumun u D-oumep) uawe noguviuiensi
npu MBC, uem npu CK, ¢ mom uucne, conposoacoaiowemcs woxom [Whittaker E, Bamford A,
Kenny J, et al. Clinical Characteristics of 58 Children With a Pediatric Inflammatory
Multisystem Syndrome Temporally Associated With SARS-CoV-2. JAMA 2020; 324:259.].
Kpome moceo, abconomHoe Koauuecmeo Jzumgbouumoe u mp0M60uum06, Kak npaeuo, RHuasce
npu MBC no cpasnenuto ¢ CK [Henderson LA, Canna SW, Friedman KG, et al. American
College of Rheumatology Clinical Guidance for Multisystem Inflammatory Syndrome in
Children Associated With SARS-CoV-2 and Hyperinflammation in Pediatric COVID-19:
Version 1. Arthritis Rheumatol 2020; 72:1791].
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Ha cecoonawnuii oenb He coécem NOHAMHO, BOBIEKAIOMCA JIU KOPOHAPHbIE apmepuu 8
namoaocudeckuii npoyecc npu MBC mak e uacmo, kak u npu CK, xoms coobwenuii o
B03HUKHOBEHUU KOPOHAPHBIX aHespusm/ungapkmos muoxapoa npu MBC 6 aumepamype

noumu Hem.

Ilpusedennvie 6vlue xapakmepucmuku mo2ym nomous epauy omaudums MBC ¢
cumnmomoxomniexcom CK om camozo CK, ne ceazannozo ¢ SARS-CoV-2, no 6 Koneunom
umoee, onpeoensiowum  pakxmopom 8 OuacnHocmuxke MBC sgnsemcs  pezyibmam
mecmuposanuss  Ha SARS-COV-2 u snudemuonocuueckutl u uH@eKyuoHHwvlll aHAMHE3.
Tayuenmur ¢ nonoscumenvrvim mecmom Ha SARS-COV-2 (unu ¢ xkonmaxmom ¢ uenogexom,
3apasicennvin COVID-19), komopsie makdce coomeemcmeayom Kpumepusim HOIHO20 ULl

nenonnoeo CK, cuumaromes 6onrvnvimu MBC u nonyuarom cmanoapmuoe aeverue CK.

Oonaxo, no wmepe pacnpocmpanenus COVID-19, omauuume nayuenmos ¢ MBC u
cumnmomamu CK om nayuenmos c¢ ucmunnvim CK 6yoem cnoocno. KonruuecmeenHvlie
Mumpbl AHmumen Mo2ym nomoqv nposecmu ouggepenyuanvuyio ouacnocmuxy [Rostad CA,
Chahroudi A, Mantus G, et al. Quantitative SARS-CoV-2 Serology in Children With
Multisystem Inflammatory Syndrome (MIS-C). Pediatrics 2020; 146/. B xoneunom umoee,
B03MOJICHO, OOJlee MOYHAA XAPAKMEPUCMUKA — PA3TUYHBIX  UMMYHOGEHOMUN0o8 2mux
CUHOPOMOB MOJICem NOMOUb KIUHUYUCIMAM Omaudums ooun om opyeozo [Carter MJ, Fish M,
Jennings A, et al. Peripheral immunophenotypes in children with multisystem inflammatory
syndrome associated with SARS-CoV-2 infection. Nat Med 2020; 26:1701; Lee PY, Day-
Lewis M, Henderson LA, et al. Distinct clinical and immunological features of SARS-CoV-2-

induced multisystem inflammatory syndrome in children. J Clin Invest 2020; 130:5942]

L HaHI/ICHTaM C IMOAO3pCHHUEM Ha CK, COIIPOBOKAAOIICTOCA CTOMKOH J'IPIXOp&I[KOﬁ
PCKOMEHAOBAHO ITPOBCACHNC MI/IKpO6I/IOJ'IOFI/ILIeCKOI‘O (KyanypaJ'ILHOFO) HCCIICI0OBAaHUA
KPOBH Ha CTEPUIBHOCTH JUIS UCKIIIOUYEeHUs OakTepranbHoro cericuca [McCrindle BW, Rowley
AH, Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-e999;
UPTODATE Kawasaki disease: Clinical features and diagnosis Author:Robert Sundel

https://www.uptodate.com/contents/kawasaki-disease-clinical-features-and-
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diagnosis?search=kawasaki%?20disease%20in%20pediatrics&topicRef=6416&source=see_lin
k#H26263419; 2015 by American Heart Association, Inc.
https://doi.org/10.1161/circ.131.suppl_2.94 Originally publishedJune 29, 20151, Zachary
Barbara, Savannah P. Ellenwood, Emily D. Loe, Joon Choi, Kathleen Ryan, Nancy Joseph,

"Kawasaki Disease Complicated by Salmonella oranienburg Coinfection”, Case Reports in
Pediatrics, vol. 2021, Article ID 5584514, 4 pages, 2021.
https://doi.org/10.1155/2021/5584514].

(YYP-C; Y]] - 5)

. PexomennoBano mauuenram c nopo3peHueM Ha CK, corpoBoxaaromierocs CTOHKON
meopazu(oﬁ I/ICCJ'IG,Z[OBEIHI/IC YPOBHA MPOKAJIBIIUTOHWHA B KPOBHU JISI UCKIIFOYCHUA TSDKEIION
oakrepuansHoi uadekuu [Liu XP, Huang YS, Kuo HC, et al. A novel nomogram model for
differentiating Kawasaki disease from sepsis. Sci Rep. 2020 Aug 13;10(1):13745;
UPTODATE Kawasaki disease: Clinical features and diagnosis Author:Robert Sundel

https://www.uptodate.com/contents/kawasaki-disease-clinical-features-and-

diagnosis?search=kawasaki%?20disease%20in%20pediatrics&topicRef=6416&source=see_lin
k#H26263419; Xu Yun-ming, Chu Yan-giu, Wang Hong Correlation Analysis of Anti-
Cardiolipin Antibody/D Dimer/C-Reactive Protein and Coronary Artery Lesions/Multiple-
Organ Damage in Children With Kawasaki Disease Frontiers in Pediatrics VOLUME=9,

2021; Zachary Barbara, Savannah P. Ellenwood, Emily D. Loe, Joon Choi, Kathleen Ryan,
Nancy Joseph, "Kawasaki Disease Complicated by Salmonella oranienburg Coinfection™,
Case Reports in Pediatrics, vol. 2021, Article ID 5584514, 4 pages, 2021. Lee NH, Choi HJ,
Kim YH. Clinical usefulness of serum procalcitonin level in distinguishing between Kawasaki
disease and other infections in febrile children. Korean J Pediatr. 2017;60(4):112-117.
doi:10.3345/kjp.2017.60.4.112, Niu, M.M., Jiang, Q., Ruan, J.W. et al. Clinical implications
of procalcitonin in Kawasaki disease: a useful candidate for differentiating from sepsis and
evaluating  IVIG  responsiveness. Clin  Exp Med 21, 633-643 (2021).
https://doi.org/10.1007/s10238-021-00709-9].

(YYP-C; VI - 5)

PexoMennoBano mnamueHtam c¢ mnogo3penreM Ha CK, compoBoXXmaromerocsi CTONKOU
JUXOpaJKOM, BBIpAKEHHOM JauManeHonaTuedl, CbIIbIO U APYTUMH  XapaKTEPHBIMH
KJIMHUYECKUMH  TPOSIBICHUSMH  CTPENTOKOKKOBOW  HMH(ekuuu bakrepuonoruyeckoe
UCCIIeIOBaHKUE OTACISIEMOrO U3 3¢Ba Ha CTPENTOKOKK rpymmbl A (Streptococcus gr. A) (Ma3ku
u3 3eBa (u/mnm sKcmpecc-Tect) Ha P- remonuTHuYeckuii cTpentokokk rpymmbl A (BI'CA,

Streptococcus pyogenes)) i yTOYHEHHs] JUArHo3a M HCKIKYCHHUS CTPENTOKOKKOBOU
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undexun [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association
Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council on
Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-e999; UPTODATE Kawasaki disease: Clinical

features and diagnosis Author:Robert Sundel https://www.uptodate.com/contents/kawasaki-

disease-clinical-features-and-

diagnosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=6416&source=see_lin
k#H26263419; Lee NH, Choi HJ, Kim YH. Clinical usefulness of serum procalcitonin level
in distinguishing between Kawasaki disease and other infections in febrile children. Korean J
Pediatr. 2017;60(4):112-117; Niu, M.M., Jiang, Q., Ruan, J.W. et al. Clinical implications of
procalcitonin in Kawasaki disease: a useful candidate for differentiating from sepsis and

evaluating IVIG responsiveness. Clin Exp Med 21, 633-643 (2021)],omHako Ha
CEI OI[H}IH_IHI/Iﬁ JACHb YCTAHOBJICHO COCYHICCTBOBAHNEC OAHOBPEMCHHO CKn CTpGHTOKOKKOBOfI
uHpekuun y ogHoro u Toro xe maienta [Min DE, Kim DH, Han MY, Cha SH, Yoon KL.
High antistreptolysin O titer is associated with coronary artery lesions in patients with
Kawasaki disease. Korean J Pediatr. 2019 Jun;62(6):235-239. doi: 10.3345/kjp.2018.06989.
Epub 2018 Nov 7. PMID: 30404429; PMCID: PMC6584233.].

(YYP - C; VI - 5)

2.4 HNHcTpyMEHTAJLHBIE THATHOCTHYECKHE UCCIC0BAHUS

. Bcem mammentam ¢ momo3penumem Ha CK  pexkoMeHIOBaHO  TPOBEACHHUE
Oxokapauorpaduu s OIICHKHA COCTOSsIHUSI KopoHapHbIX cocynoB [McCrindle BW, Rowley
AH, Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-e999;
UPTODATE Kawasaki disease: Clinical features and diagnosis Author:Robert Sundel

https://www.uptodate.com/contents/kawasaki-disease-clinical-features-and-
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diagnosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=6416&source=see lin

k#H26263419; Fukazawa R, Kobayashi J, Ayusawa M, et al; Japanese Circulation Society
Joint Working Group. JCS/JSCS 2020 Guideline on Diagnosis and Management of
Cardiovascular Sequelae in Kawasaki Disease. Circ J. 2020 Jul 22;84(8):1348-1407; de
Ferranti SD, Gauvreau K, Friedman KG, Tang A, Baker AL, Fulton DR, Tremoulet AH,
Burns JC, Newburger JW. Association of Initially Normal Coronary Arteries With Normal
Findings on Follow-up Echocardiography in Patients With Kawasaki Disease. JAMA Pediatr.
2018 Dec 1;172(12):e183310 Leahy TR, Cohen E, Allen UD. Incomplete Kawasaki disease
associated with complicated Streptococcus pyogenes pneumonia: A case report. Can J Infect
Dis Med Microbiol. 2012;23(3):137-139. ; Vijay Linga, Grace N. Kibuule, Montana O'Dell,
Raphael Mattamal; Atypical Kawasaki Disease Secondary to Streptococcal pyogenes.
Pediatrics July 2020; 146]

(YPP-C; VIO - 3)

KommenTapmii: npu nposedenuu  330xkapouocpaguu  nayuenmam ¢ CK  o0bviuno
BUZVAUSUPYIOMCA: HCUOKOCTL 8 NOOCIU NEPUKAPOA, AHe8PUMbL U OUIAMAYUSA KOPOHAPHBIX
€OCY008, YMOoIujeHUue CmeHoK KOPOHAPHBIX apmepuil, HePOGHbLEe KOHMYPbI.

B Hexomopulx cayuasx Mod’cHo 0OHApy’CUMb MPOoMOO3 KOPOHAPHBIX apmepull ¢ pa3gumuem 8
nocnedyrowem ungapkma muokapoa. Ilpu msasxcenom mpomboze u OKKIO3UU KOPOHAPHBIX
apmepuii  MO2ZYym OMMeYamvbCs: Hapyulenue 2n00aibHOU U JIOKATbHOU CUCMOTUYECKOU
dyHKYUU  dHceny0ouKos cepoya BCre0cmeue UwemMuu MUOKapod, CHUJCEHUEe HACOCHOU
@dyHKyuu cepoya u Opyeux naApamempos 2eMOOUHAMUKU, NPUBOOAWUX K pPA3GUMUIO
He0OCMAamoyHOCmu KPOBOOOPAUEHUS.

Credyem ommemums, 4mo Haiudue mpomoos 8 KOPOHAPHBIX AHEe8PUIMAX OANeKO He 8ce20d
NPOsGIAEeMCsL KIUHUYEeCKU. Jlasce KpynHolil mpomo, pacnonazasict NPUCMEHOYHO 8 NPOCeeme
AHEBPUBMDL, MOJCEM He HApYyuams KOPOHAPHLIL KPOoGOMOK. Baoicno ewisensimv nanuuue
MaKux  mpombo8 ¢ NOMOWbIO  MemoOo8  GUIVAIUAYUY,  YMOObL,  VCUIUE
AHMUMPOMOOMUYECKYI0 Mepanuio, Npeoomepamumy yeeiuieHue pazmepos mpomoa u
passumue OKKIO3UU KOpoHapuvlx apmepuii. OKKMO3Us J1e60U KOPOHAPHOU U nepeoHell
MeACIHCEYOOUKOBOU apmepuu noumu 6ce20a npusooum K urgapxmy muoxapoa. OKKI03us
npasoll KOPOHAPHOU apmepuu MmoavKo 8 1/3 cayuaes npusooum K ungapkmy muoxapoa, 6 2/3
cyuaes npomexkaem 0eCCUMNMOMHO 8¢Cle0Cmeue OblCMmpoll peKanaIu3ayuy u/unu 8KIoYe s
kosamepanivHozo kposooopawenus. [Guidelines for diagnosis and management of
cardiovascular sequelae in Kawasaki disease (JCS 2008)--digest version. Circ J
2010;74:1989-2020. DOI JST.JSTAGE/circj/CJ-10-74-0903 [pii], Suzuki A., Miyagawa-

Tomita S., Nakazawa M., et al. Remodeling of coronary artery lesions due to Kawasaki
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disease: comparison of arteriographic and immunohistochemical findings. Jpn Heart J
2000;41:245-56, Jlvickuna I".A., boxepus O.J1., [llupunckas O.I'., ['aeapuna H.B., Camwokosa
A.C., Topoax A.B., Kocmuna FO.O. ['ueanmckue amnespuzmvl KOPOHAPHBLIX apmepuil npu

cunopome Kasacaxu "Kapouonocusn", 2017, Ne5, c. 76-84]

. [Tanmentam ¢ HeocnoxHeHHbIM TedyeHHeM CK 0e3 nunatanuii KOpoOHApHBIX apTEPHA
PEKOMEHIOBAHO TIOBTOPHOE IMpOBeleHuEe DXokapauorpaduu yepes 1-2 Henenu u uepe3 4-6
HEJeNb Ul OLCHKM JUHAMUKM M HCKIIOYECHMS IIOBPEKICHUNM KOPOHAPHBIX apTepUi
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic
Fever, Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular
Disease in the Young; Council on Cardiovascular and Stroke Nursing; Council on
Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and Prevention.
Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A Scientific
Statement for Health Professionals From the American Heart Association. Circulation. 2017
Apr 25;135(17):€927-e9991, Sabatino J, Borrelli N, Fraisse A, Herberg J, Karagadova E,
Avesani M, Bucciarelli V, Josen M, Paredes J, Piccinelli E, Spada M, Krupickova S, Indolfi
C, Di Salvo G. Abnormal myocardial work in children with Kawasaki disease. Sci Rep. 2021
Apr 12;11(1):797; An, H.S., Kim, G.B., Song, M.K. et al. The occurrence of coronary artery
lesions in Kawasaki disease based on C-reactive protein levels: a retrospective cohort study.
Pediatr Rheumatol 19, 78 (2021); McCrindle, B.W. and Cifra, B. (2018), The role of
echocardiography in Kawasaki disease. Int J Rheum Dis, 21: 50-55 ]

(YYP-C; VI - 5)

° [TaruenTam ¢ OONBIIMMU Pa3BUBAIOIIMMUCSA aHEBPU3MaMU KOPOHApHBIX apTepuil (z-
score > 2,5) B ocTpyto a3y 00Jie3HH PEKOMEHJOBAHO NMPOBEACHHE IXokapauorpaduu He
PEKE ABYX pa3 B HCACIIO O TCX IMOP, MOKAa YBCIMYCHHUE IMPOCBETA COCyda HEC MNECPCCTAHCT
mporpeccupoBaTb, ¢ HCJIbIO OLCHKKW JUHAMHUKH W CBOCBPEMCHHOI'O BBLISABJICHUA Tp0M6030B
[McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic
Fever, Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular
Disease in the Young; Council on Cardiovascular and Stroke Nursing; Council on
Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and Prevention.
Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A Scientific
Statement for Health Professionals From the American Heart Association. Circulation. 2017
Apr 25;135(17):927-e999% ].

(YYP-C; VI - 5)
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Kommenrapuii: /[ ceoeepementnozo 6visgieHusi mpombo3a KOPOHAPHLIX apmeputi U
KOppeKyuyu aumumpomOomuieckou mepanuu nayuenmam ¢ KPYRHLIMU AHe8PUIMAMU
gvinonnsemcs  Ixoxkapouozpagus 08axicovl 8 Heoelk NOKA pamepvl  NpoooJAHCAIOm
yeenuuueamocs, oanee munumym 1 paz 6 nedenio (unu wawe no noxazanusm) 6 meuenue 45

aHelZ, oanee edxcemecsayno 6 meyerue 3 mecsyes om Havania bonesnu.

L Bcem IIalfu€HTaM C IMOAO3pCHUEM Ha CK PEKOMECHIA0OBAHO IIPOBEACHUC
anekTpokapauorpaduu (Perucrparms snextpokapaunorpammel U Pacmmdposka, onucanue u
UHTEPIIpPETalusl  JJCKTPOKapAHOrpadUuecKuX  JAHHBIX) JUI  OICHKA  CEpICYHOM
npoBogumoct. [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart
Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council
on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-e999; Fukazawa R, Kobayashi J, Ayusawa M, et al;
Japanese Circulation Society Joint Working Group. JCS/JSCS 2020 Guideline on Diagnosis
and Management of Cardiovascular Sequelae in Kawasaki Disease. Circ J. 2020 Jul
22;84(8):1348-1407; Sumitomo N, Karasawa K, Taniguchi K, Ichikawa R, Fukuhara J, Abe
O, Miyashita M, Kanamaru H, Ayusawa M, Harada K. Association of sinus node dysfunction,
atrioventricular node conduction abnormality and ventricular arrhythmia in patients with
Kawasaki disease and coronary involvement.Circ J. 2008; 72:274-280]
(YPP-C; VI - 3)
Kommenrapuii: M3uenenus na IKI' 6 ocmpoii gpaze CK ceooamces k yeenuuenuio unmepeana
PR, cnuocenuro sonvmasica komnnexca QRS, ynnowenuro 3yoya T, usmenenuam ceemenma ST.
Hwemuueckue usmeneHus 603HUKAOM no3dice, 8 NOOOCMpoU Qase, 6 pe3yibmame mpomoosa
anespusM KOPOHAPHBIX apmepull.

ﬂuaZHocmuquKue BO3MOINCHOCMU OUEHKU d)yHKZ/;uu J11€6020 ofceﬂyc)qua Memooom
speckle tracking echocardiography (cnexn-mpexune sxoxapouoepaghus) y demeii 6 nozouue
CPOKU pEKOHsAleCyeHyuu CK na oanuvlii MOMeHm HAXO00AMC 68 CMAOUU UCCAeO08AHUA.
Cnexn-mpexune axoxkapouoepaghus  paccmampueaemcs 8 Kauecmee Memooda
MOHRUMOPUPOBAHUA CUCMOJIUYECKOU 0ucqbyHKuuu J1€6020 ofceﬂydowa 6 MOM Yucie 6 YCiloesusix
Gopmuposanus  ubposa ¢ mrxanu cepoya [Adler, A.C. and Kodavatiganti, R. (2016),
Kawasaki disease and giant coronary artery aneurysms: the role of echocardiography from
diagnosis through follow-up. Echocardiography, 33: 1245- 1250; Wang H, Tong M, Mu J,
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Wu T, Ruan L. Assessment of myocardial function by two-dimensional speckle tracking
echocardiography in patients with Kawasaki disease: a mid-term follow-up study. Coron
Artery Dis. 2021 Sep 1;32(6):500-508; Lin Z, Zheng J, Chen W, Ding T, Yu W, Xia B.
Assessing left ventricular systolic function in children with a history of Kawasaki disease.
BMC Cardiovasc Disord. 2020 Mar 12;20(1):131].

2.5 Unble JAUATHOCTHYECCKHUEC UCCIICA0OBAHUSA

2.5.1. InddepeHnuaabHasg ITHATHOCTHKA

Ilposenenus, cxoonvie ¢ CK, umeem pso 3abonesanuii, CONPOBOANCOAOUUXCSL
9K3AHMEMOU U UBMEHEeHUAMU CYCMAsos. Omo CUHOPOMbBL MOKCULECKO20 WOKA U
«OWNAPEHHOU KOXNCU», H0BCHUNIbHBIL PeeMamoudHvlli apmpum, cunopom Cmueenca-
Jorconcona, a maxoice psio IK3AHMEMHBIX UHPDEKYUL.

o Ilenywenue Kodicu npu KOpu Ha KUCMSX U HA CMONAX He HAOI00aemcs.

o HUngexyuonnoviti MOHOHYKIE03, 6bl36anHbIL eupycom Omumetna-bapp 6 10-15%
Cyuae8 COnpoBoHCOAemcs MAaKyi0-nanyie3Hol Cbinblo, HO JUXOpaoKka npu Hem
Oepoicumcsi 00bIYHO MeHee Hedelu, 0a U JaaOOpamopHvle OAaHHble NOMO2AOM
omauuums 3mo cocmosinue om CK.

O Aoenosupycnas — uH@beKyus — OMAUYAEMCA  BBIPANCEHHBIMU  NPOSAGIEHUAMU
Hazogapuneuma, JaUXOPAOKOU ONUMENLHOCMbIO OKONO 5 OHell, npu dmMoM, Maxou
CUMNMOM KAK «MATUHOBbIU 3bIK» HE XAPAKMEPEH.

o Ilpu ckapramune He 6cmpeyaemcs UHbEeKYUsi KOHbIOHKIMUS.

o Cunopom Cmusenca-/oconcona omauuaemcss om CK nanuyuem nociedosamenbHo
MPAHCHOPMUPYIOWUXCSL  BLICHINAHULL: MAKYIbl — NANYAbl — 6e3UKVIAbl U OYVIIb,
YPMUKAPHbLe 3J1eMeHmbl UTU CIUBHAS IPUMEMA C U3bAZENEHUSMU U HEKPO3OM.

o CucmemHvlll 106CHUIBHLIL UOUONAMUYECKUL APMPUM  MOdcem 0eblomuposams
onumenvHou (2 Hedenu u 0Oonee) 2eKMUYECKOU JIUXOPAOKOU, 2eHepatu308aHHOl
aum@aoenonamuell U NAMHUCMOU PO30BOU Jlemyyeli Cblnbl0 6 OmMCYMCmeue
apmpuma. O Hem, KaK u 00 y3e1K080M noauapmepuume, ciedyem 0ymams ) 601bHbIX
¢ nooosperuem na CK, komopvim npogedero neyeHue adekgamuoti 0o3ou BBUI be3
aghghexma.

o Cnedyem UCKTIOYUMb CUCMEMHYIO namono2uro, MYTLIMUCUCTEMHBLT
socnanumenvbHulil CUHOpOM, accoyuuposannwill ¢ SARS-CoV-2.

Mynsmucucmemuulil 80CNAIUMENbHBIL CUHOpOM Y Oemell, accoyuuposanuviii ¢ SARS-CoV-2,

saensemcs kpumuveckou ¢opmou COVID-19. Ilpu dannom cunopome passueaemcs upyc-
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UHOYYUPOBAHHBINL BMOPUUHBIL  2eMODALOYUMAPHBIL  CUHOPOM  (YUMOKUHOBLII  WIMOPM),
NPOAGNAIOWUNCS HEKOHMPOIUPYEMOLL aKmMusayuell UMMYHHOU CUCEMbL C 8bICBOD0NCOEHUEM
npogocnanumenvuvix yumoxunose (@HO-anvpa, HJI-1, WUII-2, HII-6, HJI-S, HJI-10, u
mapxepos eocnanenusi (CPB, cvleopomounsviii heppumun), umo moducem npugooums K
pazeumuto  NOAUOP2AHHOU — Hedocmamounocmu.  MynrbmucucmemHvlli.  80CNAIUMENbHBIL
CUHOpoM HepedKo paszsusaemcsi 6 nozonue cpoku 6oneznu COVID-19. [Moroscumenvuoiii
I[P na SARS-CoV-2 onpedensemcs ne y 6cex nayueHmos, 0OHAKO NOYMU Y 8CEX MONCHO
evis6ums anmumena k 8o3o0youmento COVID-19. OcHosHbIMU KIUHUYECKUMU NPOSGTIEHUAMU
MYTbMUCUCMEMHO20 B80CHAIUMENbHO20 CUHOpOMA y Oemell AGNAIOMC NepCUCMUPYIOuas.
JUXOPAOKA U CUCTEMHOe BOCHANEHUE C BOBleYEHUEM 8 NAMOLOSULECKULL NPOYECC PATUYHBIX
opeanos, 8 cesasu ¢ yem kaunudecku conocmasum ¢ CK [Sharma C, Ganigara M, Galeotti C, et
al. Multisystem inflammatory syndrome in children and Kawasaki disease: a critical
comparison. Nat Rev Rheumatol. 2021 Oct 29:1-18; M3 P® Meroanyeckre peKOMEHIAIHK
Oco0eHHOCTH KIMHUYECKHUX TMPOSIBJICHHNA W JICUCHHUs 3a00JICBHAWS, BBI3BAHHOTO HOBOH
koponasupycHo uadekiueir (COVID-19) y nereit, Bepcus 2 (03.07.2020; Li, Y., Zheng, Q.,
Zou, L. et al. Kawasaki disease shock syndrome: clinical characteristics and possible use of
IL-6, IL-10 and IFN-y as biomarkers for early recognition. Pediatr Rheumatol 17, 1 (2019).)]

3. JleueHue, BKJIHOYAsI MeIUKAMEHTO3HYI0 U HeMeTUKAMEHTO3HYI0 Tepanum,
AHeTOoTEepPanuio, 00e300,J1UBaHNe, MeAUINHCKUE TOKA3AHUS U
NMPOTUBONOKA3AHUA K NIPUMEHEHUI0 METOA0B JIeUeHMsI

3.1 KouncepBaTuBHOE JieueHH e

° PexomenpoBano mnamuentaM mnpu noctaHoBke auarHoza CK 6Ge3ormaratensHoe
Ha3zHaueHue MHPY3UH UMMYHOITIOOyIMHA YeJI0BEKa HOPMAJIbHOIro ** B BBICOKOH J103€ 2 I/KT
B/B OOHOKPATHO 34 8-12 4gacos AJI1 CHUIKCHHA pPUCKaA W/ BBIPAKCHHOCTH IMOBPCKACHU
KOPOHApHbIX apTepuil. JleueHuto mojuiexar Kak MaHU(ECTHBIE, TaK U «HETOJHBIE» CIIydau,
IIOCKOJIbKY IIOCIIEAHHUE, IO PALY HaOJIIOeHNH, Jalle IPHUBOIIAT K U3MEHEHUSIM KOPOHAPHEBIX
aprepuii [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart Association
Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council on
Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-€999; Newburger JW, Takahashi M, Beiser AS, et al.
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A single intravenous infusion of gamma globulin as compared with four infusions in the
treatment of acute Kawasaki syndrome. N Engl J Med. 1991 Jun 6;324(23):1633-9,; Mori M,
Miyamae T, Imagawa T, et al. Meta-analysis of the results of intravenous gamma globulin
treatment of coronary artery lesions in Kawasaki disease. Mod Rheumatol. 2004;14(5):361-6;
Sonobe T, Kiyosawa N, Tsuchiya K, et al. Prevalence of coronary artery abnormality in
incomplete Kawasaki disease. Pediatr Int. 2007 Aug;49(4):421-6; Oates-Whitehead RM,
Baumer JH, Haines L, Love S, Maconochie IK, Gupta A, Roman K, Dua JS, Flynn I.
Intravenous immunoglobulin for the treatment of Kawasaki disease in children.Cochrane
Database Syst Rev. 2003;(4)].

(YPP-A; VI -1

KommenTapuii: O¢gexm ummynocnobynuna uenoseka nopmanvhozo ** mnposensemcs 6
CHUdICeHuUu memnepamypovl 6 meuenue 24-48 uacoe om nauana eésedenus. Eciu nuxopaoka
KYNUpo8amna, OONbHOMY —OCMABNAIOM  NOO0EPHCUBAIOWYI0 003V  AUEMUICATUYUTIOBOU
KUciomol™* u nosmopsitom s3xoxkapouoepaguro na 2-i u Ha 6-i Hedene 601e3HU.

Ilposedennvie uccnedoganus ceUOemMenIbCmeyom o moM, UYMO pa3eumue NoPaA#CeHUl
KOPOHAPHBIX apmeputi 3a8Ucum om 003bl UMMYHO2N00YIUHA 4el08eKa HOPMAanlbHo20 ** u He
3asucum om 003vl ayemuicaruyunosou kuciomur** [Jlpickuna I'.A., Bunorpamosa O.N.,
Hlupunckas O.I'., bperens JI.B., Cy66otun B.M., bepuc /I. Knunuka, nuarnHoctuka u
nedyenune cuaapoma Kapacaku. Knunnyeckue pexkomenmanuu. Beepoccuiickasi o01mecTBeHHas
opranuzaius Accouuanus JeTckux kapauoioroB Poccum. M. 2011:57c. (moctymHO 1O

ceouike: http://www.cardio-rus.ru/doc/kawasaki.pd; Terai M, Shulman ST. Prevalence of

coronal artery abnormalities in Kawasaki disease is highly dependent on gamma globulin
dose but independent of salicylate dose. J Pediatr. (1997) 131:888-93; Ito Y, Matsui T, Abe
K, Honda T, Yasukawa K, Takanashi JI and Hamada H (2020) Aspirin Dose and Treatment
Outcomes in Kawasaki Disease: A Historical Control Study in Japan. Front. Pediatr. 8:249].
H€K0m0pbl€ nayuermosl mo2cym ObImb PEZUCMEHNIHbL K mepanuu uMMyHOZJZO6yJZUHOM
yenoeeka HOle/laJZbelM**, umo 06yCJ106Jl€H0, Kak npaeuno, ux ceHemudyecKkumu
ocobennocmsimu [Ogata S.. BandoY., Kimura S. et al. The strategy of additional immune
globulin and steroid pulse therapy. J. Cardiol. 2009; 53: 15-19; Taniuchi S, Masuda M,
Teraguchi M, et al. Polymorphism of Fc gamma Rlla may affect the efficacy of gamma-
globulin therapy in Kawasaki disease. J Clin Immunol. Jul 2005;25(4):309-13]
Beposamuocmo pesucmenmnocmu pedenka K UMMYHORIOOYIUHY HeN08eKd HOPMATbHOMY™ ™
(16,6% nayuenmos) [Guidelines for Diagnosis and Management of Cardiovascular Sequelae
in Kawasaki Disease (JCS 2013) Digest version. JCS Joint Working Group Circ J.

2014;78(10):2521-62; Nandi A, Pal P, Basu S. A comparison of serum IL6 and CRP levels
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http://www.cardio-rus.ru/doc/kawasaki.pd;%20f

with respect to coronary changes and treatment response in Kawasaki disease patients: a
prospective study. Rheumatol Int. 2019;39(10):1797-801; Iwashima S, Kimura M, Ishikawa
T, Ohzeki T. Importance of C-reactive protein level in predicting non-response to additional
intravenous immunoglobulin treatment in children with Kawasaki disease: a retrospective
study. Clin Drug Investig. 2011;31(3):191-9; Nakagama Y, Inuzuka R, Hayashi T, Shindo T,
Hirata Y, Shimizu N, et al. Fever pattern and C-reactive protein predict response to rescue
therapy in Kawasaki disease. Pediatr Int. 2016;58(3):180-4].

B03MOJICHA NPU HATUYUU CLEOVIOWUX PAKMOPOE.

v Bospacm mnaowe 1 200a;

v Myaccrou nox; [Liu G, Wang S, Du Z. Risk Factors of Intravenous Immunoglobulin

Resistance in Children With Kawasaki Disease: A Meta-Analysis of Case-Control Studies.

Front Pediatr. 2020 Apr 21;8:187. doi: 10.3389/fped.2020.00187. PMID: 32373568;

PMCID: PMC7186309].

v’ Iosviuwenue COD >90,5 mm 6 uac [Faim D, Henriques C, Brett A, Francisco A,
Rodrigues F, Pires A. Kawasaki Disease: Predictors of Resistance to Intravenous
Immunoglobulin and Cardiac Complications. Arqg Bras Cardiol. 2021 Mar;116(3):485-
491. English, Portuguese. doi: 10.36660/abc.20190758. PMID: 33470332; PMCID:
PMC8159558.]

3nauumenvroe nosviienue CPE (>80-100 me/n);

Tosvruennwiii yposenv AJIT u ACT;

Yposenv mpomboyumos 6 obwem ananuse kposu <300 000/,
Jletixoyumo3s u nanoukosidephwiil cO8ue;

CHuoicenue ypoeHs Hampus 8 cbleOpomie Kposu <133 mmonw/n

AN N N N SN

Huskuit yposenwv cviéopomounoeo anvoymuna.[ Zahari N, Bah MNM, Sulieman MF,
Choo HL. Intravenous immunoglobulin-resistant Kawasaki disease: Risk factors in children
in a middle-income country. Ann Pediatr Cardiol. 2023 Mar-Apr;16(2):102-108. doi:
10.4103/apc.apc_159 22. Epub 2023 Aug 16. PMID: 37767168; PMCID: PMC10522152].
v Apmpum 6 oe6rome CK [Hartas GA, Hashmi SS, Pham-Peyton C, Tsounias E, Bricker
JT, Gupta-Malhotra M. Immunoglobulin Resistance in Kawasaki Disease. Pediatr Allergy
Immunol Pulmonol. 2015 Mar 1;28(1):13-19. doi: 10.1089/ped.2014.0423. PMID: 25852966;
PMCID: PMC4365508.]

L4 PCKOMCHHOB&HO C OCJIbI MPEAOTBpaAlICHHUA CEPpACHHO — COCYAUCTBIX OCJIO>KHEHHUM
HE3aMCAJIUTCIIBHOC BHYTPHBCHHOC BBCICHUC I/IMMyHOFJ'IO6y.HI/IHa YCI0BCKa HOpMaJ'IBHOl"O>l<>l<

B J103€ 2 T/KT Macchl Tena nanuenty ¢ cumntomamu CK (muxopaaka, mpu3HaKu CUCTEMHOTO
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BOCIIAJICHUS, U3MEHEHHUS KOPOHAPHBIX apTEepPUi MO JaHHBIM dXOKapauorpaduu), KOTOPhIi B
nepBbie 7-10 nHeit Oone3nu He moayumn tepanuio BBUIT [McCrindle BW, Rowley AH,
Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):927-e999;
Newburger J.W., Takahashi M., Gerber M.A. et al. Diagnosis, treatment, and long-term
management of Kawasaki disease: a statement for health professionals from the Committee
on Rheumatic Fever, Endocarditis, and Kawasaki Disease, Council on Cardiovascular Disease
in the Young, American Heart Association. Pediatrics 2004;114: 1708-1733, Terai M,
Shulman ST. Prevalence of coronary artery abnormalities in Kawasaki disease is highly
dependent on gamma globulin dose but independent of salicylate dose.J Pediatr. 1997,
131:888-893]

(YPP-B; VI - 3)

KommenTapwmii: Tepanus naubonee s¢hghexmuena npu nasnauenuu 6 nepevie 7-10 Owueltl
3abo1esanusi (Hauboiee ONMUMATLHBLU NEPUOOD 01 NPEOOMBPAWEHUS CePOEUHO-COCYOUCTIbIX
ocnodCcHeHull), ooHako nocie 10 OHA Oone3Hu Npu COXpAHEHUU JIUXOPAOKU U NPUSHAKOB
CUCMEMHO20 B0CHANIeHUs. HeoOX00UMOCb 6 HA3HAYEeHUU uMMyHOZ/ZO6y]ZuHa yenoeeka
HOPpMANbHO20™* coxpansiemcs.

L PCKOMGHHOBaHO INOBTOPHUTH BBEACHUC I/IMMYHOI‘J'IO6YJ'II/IH3 YCJIOBCKa HOpMaJ'IBHOI‘O** B
TOU K€ A03€C MAOUCHTY C CK, B TOM CJIy4dac, €CJIM OH HC OTBCYACT HA CTApPTOBYIO TCpaAllNIO
BBUI magenuem TemrmepaTypsl yepe3 36 4acoB OT ee Hadalia, JIn0Oo B CIIy4ae BOSHUKHOBCHHUS
oboctpenuss B Teuenue 2 Heaenar [McCrindle BW, Rowley AH, Newburger JW, et al;
American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease
Committee of the Council on Cardiovascular Disease in the Young; Council on
Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and Anesthesia; and
Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-Term
Management of Kawasaki Disease: A Scientific Statement for Health Professionals From the
American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999; Ogata S..
BandoY., Kimura S. et al. The strategy of additional immune globulin and steroid pulse
therapy. J. Cardiol. 2009; 53: 15-19; Taniuchi S, Masuda M, Teraguchi M, et al.
Polymorphism of Fc gamma Rlla may affect the efficacy of gamma-globulin therapy in

Kawasaki disease. J Clin Immunol. Jul 2005;25(4):309-1].
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(YPP-B; VJI1—3)

. He pexomeHa0BaHO PYTHMHHO TMPOBOJMUTH TEPANHUI0 aHTHOAKTEPHAIBHYIO TEpaIuio
nanuentam ¢ CK, Tak kak oHa He a3¢pekTuBHA npu jJedeHuun cunapoma Kasacaku [McCrindle
BW, Rowley AH, Newburger JW, et al; American Heart Association Rheumatic Fever,
Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular Disease in
the Young; Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular
Surgery and Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment,
and Long-Term Management of Kawasaki Disease: A Scientific Statement for Health
Professionals From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-
€999].

(YPP-C; VI - 5)

KommenTapuu: 6 psoe ciyuaes omcymcmeue s¢hghekma om npoBooUMOU SMIUPULECKOT
NPOMUBOMUKPOOHOU mepanuu no3eoisem npeononoxcums ouachos CK, ocobenno 6
Hemunuuno npomekaowux cayyasx [Liu TN, Kuplicki AC, Ang JY. An Atypical Presentation
of Kawasaki Disease and Potential Markers for Diagnosis. Glob Pediatr Health. 2023 Jun
15;10:2333794X231180420, McCrindle BW, Rowley AH, Newburger JW, et al; American
Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the
Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-€999]. Ilpomusomuxpobnas mepanus mosicem 0vino
paccmompena 6 ciyuae cowemannou ungexyuu [Yang Y, Huang J, Yan H, Li X, Liu P, Zhou
W, Zhang X, Lu X, Xiao Z. Clinical characteristics and outcomes of children with Kawasaki
disease combined with sepsis in the pediatric intensive care unit. Front Cell Infect Microbiol.
2023 May 10;13:1101428].

. PexomennoBaHo manmeHTaMm ¢ ycTaHOBIeHHBIM nuarHozom CK B octpoit ¢aze
Ha3HauYeHHE #ANCTIICATUIINIOBON KUCTOTHI** B mo3e 30-100 mr/kr/aens (max 4r/meHs) ¢
HpOTHBOBOCHaHHTCHBHOﬁ eJIbIO (B OO0JIBIINX n03ax) U B KAYCCTBC AHTUAI'PCTAHTHOI'O (B
MaJIbIX J103aX) CpeACTBa Npu OoTCyTCTBUM npotuBomnokasanuii [McCrindle BW, Rowley AH,
Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and

Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
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Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999;
American Academy of Pediatrics. Kawasaki disease. In: Red Book: 2018 Report of the
Committee on Infectious Diseases, 31st ed, Kimberlin DW, Brady MT, Jackson MA, Long SS
(Eds), American Academy of Pediatrics, Itasca, IL 2018 p.490; Terai M, Shulman ST.
Prevalence of coronary artery abnormalities in Kawasaki disease is highly dependent on
gamma globulin dose but independent of salicylate dose. J Pediatr. 1997 Dec;131(6):888-93;
Baumer JH, Love SJ, Gupta A, Haines LC, Maconochie I, Dua JS. Salicylate for the treatment
of Kawasaki disease in children.Cochrane Database Syst Rev. 2006;(4); Zheng X, Yue P, Liu
L, et al. Efficacy between low and high dose aspirin for the initial treatment of Kawasaki
disease: current evidence based on a meta-analysis. PLoS One. 2019;14(5)].

(YPP-B; VI - 3)

KommenTapuii: 6 ocmpoti cmaouu 3abonesanuss #AUETUICATMITWIOBAS KHUCIOTa*™
Haznauaemcs 8 0o3supoexe 30-100 me/ke/cym 6 4 npuema (8 pasHviX CMpAHax NPUHSMbL
pasnvle 0o3upoexu.: 6 Anonuu 30-50 me/ke/cym, 6 CIIA — 6onee svicokue dozvi: 80-100
me/xe/cym). Ilocne npexpawjenus auxopadku (8 Oo01bwUHCIMEE CIyYaed Nocle 66e0eHUs
UMMYHOTIOOYIUHA YeNlo8eKa HOPMANbHO20™™) uepe3 48-72 u 003y npenapama cHudicaom 00
3-5 me/xe/cym 6 00un npuem u npooonicarom 00 HOPMAIUZAYUU YPOBHS MAPKEPO8 OCMPO2O
B0CHANEHUs U YUCIA MPOMOOYUMO8, ecliu 8 medeHue 6-8 nHedenb om Hayaia 3a601e8aHUs Npu
axoxapouozpaguu He ObLIO BbIAGIEHO AHeBPUIM KOPOHApHbIX apmepuil. Ilpu evisignenuu
anespusm <8 mm 6e3 mpomb03a nayuenmsl NPoOOHCAOM npuem HANETUICATUIIUIOBON
KHUCIIOTBI** 0o mex nop, noka uzmeHnenusi He Kynupyomcs npu nO8MopHoU 3XoKapouocpaguu
u OKI' (Pecucmpayus snekmpoxapouocpammsl  +  Pacwugpoexa, onucanue u
unmepnpemayusi - d1eKMpPOKaApPOUOSPAPUIUeCKUX OaHHLIX) (KOHMPOIb Kadxcovle 6 mecsyes).
Ilpu aHespuzmax «KopoHapuwlx apmepuii > SMM UUIU HATUYUU MPOMOO3a npuem
#AUETUIICATUITMIIOBON KUCIIOTBI™** 8 003e 2-5 me/ke 8 Oenb (8 KombOunayuu ¢ sappapunom™*
noo koumponem —MHO (Onpedenenue mexcoynapooHo2o0 HOPMAIUZ08AHHO20 OMHOULEHUS
(MHO)) npooonrcaemes noocusnenno [Guidelines for Diagnosis and Management of
Cardiovascular Sequelae in Kawasaki Disease (JCS 2013) Digest version. JCS Joint Working
Group Circ J. 2014,78(10):2521-62, Rife, E., Gedalia, A. Kawasaki Disease: an Update. Curr
Rheumatol Rep 22, 75 (2020); Rife, E., Gedalia, A. Kawasaki Disease: an Update. Curr
Rheumatol Rep 22, 75 (2020)].

Cunopom Pes xomopwiti modcem pazsumvcsi y oemeti, noaydarowux #Ayemuncaruyunogyio
Kuciomy**, na ¢home GUPYCHbIX UHDeKyull, MaKux Kax cpunn, empsHds OCHd, MAaK#Cce

onucan u y oOemel, OIUMENbHO NOAYHAOWUX BbICOKUE 003bl HAyemuicaruyuiosou
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kuciomol** nocne nepenecennoco CK [McCrindle BW, Rowley AH, Newburger JW, et al;
American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease
Committee of the Council on Cardiovascular Disease in the Young; Council on
Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and Anesthesia; and
Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-Term
Management of Kawasaki Disease: A Scientific Statement for Health Professionals From the
American Heart Association. Circulation. 2017 Apr 25;135(17):€927-€999; Lee JH, Hung
HY, Huang FY. Kawasaki disease with Reye syndrome: report of one case. Zhonghua Min
Guo Xiao Er Ke Yi Xue Hui Za Zhi. 1992;33:67—71; Takahashi M, Mason W, Thomas D,
Sinatra F. Reye syndrome following Kawasaki syndrome confirmed by liver histopathology.
In: Kato H, ed. Kawasaki Disease: Proceedings of the 5™ International Kawasaki Disease
Symposium, Fukuoka, Japan, 22-25 May 1995. New York, NY: Elsevier; 1995:436-444.].
Bzaumocssazu meocoy npuemom Huskux 003 #Ayemunrcanuyunogotl kuciomol** u pazeumuem
cqupOJwa Pes ne svisisneno.

Heobxooumo nomuums npo ompuyamenvHoe eausanue uodynpogena™** na sppexmol
AyuemuaICcatuyuIo8ol Kuciomsl**: npoucxooum O10Kuposanue uHUOUPOBAHUSL 0OPA30B8AHUSL
cblBopomounoco mpomookcarna B(2) u aepecayuu mpombdboyumos. Crnedyem uzbecamv ux
cosmecmnoco npumenenus [Catella-Lawson F, Reilly MP, Kapoor SC, Cucchiara AJ,
DeMarco S, Tournier B, Vyas SN, FitzGerald GA. Cyclooxygenase inhibitors and the
antiplatelet effects of aspirin.N Engl J Med. 2001; 345:1809-1817].

L PeKOMeHI[OBaHO C HCJIIbIO KYIIHPOBAHUA BOCHAICHUA PACCMOTPECTH BOIIPOC O BO3MOXKXHOM
AOMNOJHUTCIIBHOM HA3HAYCHUU T'IFOKOKOPTUKOUIOB (CI/ICTeMHOI‘O HeﬁCTBI/IH) Yy NanueHTOB C
CK, He oTBewalolmMX Ha TOBTOPHOE BBEIACHHE HMMMYHOIVIOOYJIMHA  4YeJlIOBEKa
HopmanbHoro** [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart
Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the
Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease:
A Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):e927-e999; Agarwal S, Agrawal DK. Kawasaki disease:
etiopathogenesis and novel treatment strategies. Expert Rev Clin Immunol. 2017
Mar;13(3):247-258; Kobayashi T, Saji T, Otani T, et al; Efficacy of immunoglobulin plus
prednisolone for prevention of coronary artery abnormalities in severe Kawasaki disease

(RAISE study): a randomised, open-label, blinded-endpoints trial. Lancet. 2012 Apr
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28;379(9826):1613-20; UPTODATE Kawasaki disease: Initial treatment and prognosis

https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-

prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see |

ink#H9:; Wardle AJ, Connolly GM, Seager MJ, Tulloh RM. Corticosteroids for the treatment
of Kawasaki disease in children. Cochrane Database Syst Rev. 2017;1; Green J, Wardle AJ,

Tulloh RM. Corticosteroids for the treatment of Kawasaki disease in children. Cochrane
Database Syst Rev. 2022 May 27;5(5); Chen S, Dong Y, Kiuchi MG, Wang J, Li R, Ling Z,
Zhou T, Wang Z, Martinek M, Piirerfellner H, Liu S, Krucoff MW. Coronary artery
complication in Kawasaki disease and the importance of early intervention: a systematic
review and meta-analysis. JAMA Pediatr. 2016;170:1156-116 ]

(YPP - B; YUI - 3)

Kommenmapuii: naubonee uacmo HA3sHaAUaom 6HYMPUBEHHO MEMUINPEOHU30N0H** 6 0o3e
30 me/xke 6 meuenue 2-3 uacos 1 paz 6 Oenwv 6 meuenue 2-3 cymok. Kpome smoco,
Ccywiecmsylom pasiudHvle CxXemvl NPUMEHEHUs 2NI0KOKOPMUKOUOO8, makKue, Kak nyibC-
mepanus. Memuanpeoruzononom** uz pacuema 600 me/m2 0sa paza 8 denv 6 meuenue 3 OHell
unu npuem npeoHusoNoHa** @ doze 2 me/ke/cym 6 meuenue 5 Ouetl, Oanee 1 me/xe/Oensv 6
meuenue 5 oneti u no 0,5 me/ke/0env 6 meuenue 5 oneu [Agarwal S, Agrawal DK. Kawasaki
disease: etiopathogenesis and novel treatment strategies. Expert Rev Clin Immunol. 2017
Mar;13(3):247-258;, UPTODATE Kawasaki disease: Initial treatment and prognosis

https://www.uptodate.com/contents/kawasaki-disease-initial-treatment-and-

prognosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=5772&source=see lin
k#H9; Inoue Y, Okada Y, Shinohara M, Kobayashi T, Kobayashi T, Tomomasa T, Takeuchi
K, Morikawa A. A multicenter prospective randomized trial of corticosteroids in primary

therapy for Kawasaki disease: clinical course and coronary artery outcome. J Pediatr.
2006;149:336-341].

e [Ipu pesucrentHocTM mamueHtoB ¢ CK k  Tepanmum  nepBoil  MHMHK
(I/IMMyHOF.IIO6yJ'II/IHOM YCJIOBCKa HOpMaJ]LHLIM**) PCKOMCEHAOBAHO PACCMOTPCTL HA3HAYCHUC
uHruOuTOpoB  (akTopa Hekpo3a omyxonmu anbha (PHO-anbda) #UuPnukcumad**,
#OtaHeprenT** 1 yMEHbIIECHHS BBIPaXEHHOCTH CHCTeMHOro Bocmajienus [Burns JC, Best
BM, Mejias A, et al. Infliximab treatment of intravenous immunoglobulin-resistant Kawasaki
disease. J Pediatr. 2008;153(6):833-8; Accomando S, Liotta A, Maggio MC et al. Infliximab
administration effective in the treatment of refractory Kawasaki disease. Pediatr Allergy
Immunol. 2010; 21(7):109; Tremoulet AH, Jain S, Jaggi P, et al. Infliximab for intensification

of primary therapy for Kawasaki disease: a phase 3 randomised, double-blind, placebo-
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controlled trial. Lancet. 2014 May 17;383(9930):1731-8; Portman MA, Dahdah NS, Slee A, et
al. Etanercept with IVIG for acute Kawasaki disease: a randomized controlled trial. Pediatrics.
2019;143(6):220183675. doi: 10.1542/peds.2018-3675]

(YPP-C; YA - 5).

KommenTapmii: [locxonvky 6o epems ocmpoiu cmaouu CK npoucxooum axmusayus T-
kiemok ¢ npooykyueii DHO-anvha, omeemcmeennHo2o 3a NOsAGLEHUe KIACCULECKUX
CUMNIMOMO8 CUCIEMHOU B0CNATUMENbHOU Peakyul, HA3HauyeHue uHeubumopos gaxmopa
Hekposa onyxonu anvgpa (PHO-anvgha) moocem nosnusmo HaA OIA2ONPUSMHBIL UCXOO
3abonesanus. Hmeromces nyoauxayuu HeCKOAbKUX CaAyuaes 3hhexmusHo2o npumeHeHus

Hungruxcumaba™*

6 0oze 5 me/ke/0ensv (llpumenenue npenapama y oemeu off label — ene
sapecucmpupoeaHiblx 6 UHCMPYKYUU JIEKAPCMBEHHO20 cpec)cmea I’ZOKCBCZHMIZ, C paszpeuieHus
JloxanvHoeo IMU4YeCKo2o Komumema MeduquHCKoﬁ opearnuzayuu, npu HAauduu
NOONUCAHHO20 qu70le/lp06‘aHH020 coziacusl 3aKOHHO2O npedcmaeumeﬂﬂ u pe6eH7<a 6
sospacme cmapuie 15 nem) npu pezucmewmHocmu K MPAOUYUOHHOU mepanuu
UMMYHO2NI00YIUHOM Henoeeka Hopmarvhubim** (BBUI) [Hamada H, Suzuki H, Onouchi Y, et
al. Efficacy of primary treatment with immunoglobulin plus ciclosporin for prevention of
coronary artery abnormalities in patients with Kawasaki disease predicted to be at increased
risk of non-response to intravenous immunoglobulin (KAICA): a randomised controlled,
open-label, blinded-endpoints, phase 3 trial. Lancet. 2019 Mar 16;393(10176):1128-1137;
Burns JC, Best BM, Mejias A, et al. Infliximab treatment of intravenous immunoglobulin-
resistant Kawasaki disease. J Pediatr. 2008;153(6):833-8]. Oonako, umeromes nybauxayuu o6
omcymcmeuu 3¢hhekmusHocmu npu CHUNCeHUU pepakxmeprHocmu K mepanuu, Xoms OaHHbsie
npenapamol U CHUMNCAIOM AuUxXopaoxy u mapkepst eéocnanenus [Accomando S, Liotta A,
Maggio MC et al. Infliximab administration effective in the treatment of refractory Kawasaki
disease. Pediatr Allergy Immunol. 2010; 21(7):1091

Tremoulet AH, Jain S, Jaggi P, et al. Infliximab for intensification of primary therapy for
Kawasaki disease: a phase 3 randomised, double-blind, placebo-controlled trial. Lancet. 2014
May 17;383(9930):1731-8].

Ilpumenenue #Itanepuenta** (0,8 me/ke) 6 0sotinom cirenom naayeboO-KOHMPOIUPYEMOM
uccne0o8anuu epynn NayueHmos, peppakxmepuvix Kk mepanuu #FUMMYHO2I00YIUHOM Yel08eKd
HOPMAJIbHbIM, NOKAs3alo, 4mo npenapam 603MONCHO cnocoben YMeHbUambv duﬂamauuio
KOPOHAPHBIX apmeputi U O0eMOHCMPUPO8Asl OOIbULYI0 dhhekmusnocms 6 epynne Oemeli

cmapwe 1 2o0a. [Portman MA, Dahdah NS, Slee A, et al. Etanercept with IVIG for acute
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Kawasaki disease: a randomized controlled trial. Pediatrics. 2019;143(6):e20183675. doi:
10.1542/peds.2018-3675]

L Ha].[I/IeHTaM ¢ CK PEKOMCHAOBAHO IPHUMCHCHHUE CIACAYIOIUX IIperaparoB A
npopmIakTukd Tpom0030B 1o mokazanusm (ta6m.2) [McCrindle BW, Rowley AH,
Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999;
Fukazawa R, Kobayashi J, Ayusawa M, et al; Japanese Circulation Society Joint Working
Group. JCS/JSCS 2020 Guideline on Diagnosis and Management of Cardiovascular Sequelae
in Kawasaki Disease. Circ J. 2020 Jul 22;84(8):1348-1407: Giglia TM, Massicotte MP,
Tweddell JS, Barst RJ, Bauman M, Erickson CC, Feltes TF, Foster E, Hinoki K, Ichord RN,
Kreutzer J, McCrindle BW, Newburger JW, Tabbutt S, Todd JL, Webb CL; on behalf of the
American Heart Association Congenital Heart Defects Committee of the Council on
Cardiovascular Disease in the Young, Council on Cardiovascular and Stroke Nursing, Council
on Epidemiology and Prevention, and Stroke Council. Prevention and treatment of thrombosis
in pediatric and congenital heart disease: a scientific statement from the American Heart
Association [published correction appears in Circulation. 2014;129:e23].Circulation. 2013;
128:2622-2703; Baumer JH, Love SJ, Gupta A, Haines LC, Maconochie I, Dua JS. Salicylate
for the treatment of Kawasaki disease in children.Cochrane Database Syst Rev. 2006;(4);
Zheng X, Yue P, Liu L, et al. Efficacy between low and high dose aspirin for the initial
treatment of Kawasaki disease: current evidence based on a meta-analysis. PLoS One.
2019;14(5):e0217274].

Taomuma 2 - Ilpemapatel qis npoduiaktiuku Tpombo3a [McCrindle BW, Rowley AH,
Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals
From the American Heart Association. Circulation. 2017 Apr 25;135(17):€927-e999;
Fukazawa R, Kobayashi J, Ayusawa M, et al; Japanese Circulation Society Joint Working

Group. JCS/JSCS 2020 Guideline on Diagnosis and Management of Cardiovascular Sequelae
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in Kawasaki Disease. Circ J. 2020 Jul 22;84(8):1348-1407: Giglia TM, Massicotte MP,
Tweddell JS, Barst RJ, Bauman M, Erickson CC, Feltes TF, Foster E, Hinoki K, Ichord RN,
Kreutzer J, McCrindle BW, Newburger JW, Tabbutt S, Todd JL, Webb CL; on behalf of the
American Heart Association Congenital Heart Defects Committee of the Council on
Cardiovascular Disease in the Young, Council on Cardiovascular and Stroke Nursing, Council
on Epidemiology and Prevention, and Stroke Council. Prevention and treatment of thrombosis
in pediatric and congenital heart disease: a scientific statement from the American Heart
Association [published correction appears in Circulation. 2014;129:e23].Circulation. 2013;
128:2622-2703; Baumer JH, Love SJ, Gupta A, Haines LC, Maconochie I, Dua JS. Salicylate
for the treatment of Kawasaki disease in children.Cochrane Database Syst Rev. 2006;(4);
Zheng X, Yue P, Liu L, et al. Efficacy between low and high dose aspirin for the initial
treatment of Kawasaki disease: current evidence based on a meta-analysis. PLoS One.
2019;14(5):e0217274]

#Ayemuncanuyunosas KUCI1oma™**

B ocmpoii cmaouu 30-100 me/xe 6 4 npuema, uepes 48-72 u.

Tlocne npexpawenus nuxopadku 3-5 me/xe/cym.

Bapgpapun™*

0,16 me/xe/0env oemsm maaowe 12 mecayes; 0,04-0,10 me/ke

(¢ CIIIA — 0,05-0,035 me/xe) noo konmporem MHO (2-3)

Hegpaxyuonuposannwiii cenapun

(eenapun nampus**) 6/6

Hosza nacviyenus 50 ed/ke. [loodepacusarowas doza — 20
eod/ke (noo koumponem A4TB: 60-85 cex. — 6 1,5-2 paza eviuie

NEePEOHAYANLHOZ0 YPOBHSL)

Tenapunvl (Huzkomonekyasiprbiti
eenapum n/x)
(6 ocmpoti cumyayuu ¢ KIUHUKOU

uwemuu MuOKapOa- BO3MONCHO 6/8

Hanpumep, snoxcanapun nampus™*
Jleuenue:
Hemu <2 mecayes 1,5 me/ke/0o3a kadicovle 12 uacos

>2 mecsayes 1,0 me/ke/003y kaxcovie 12 yacos

66edeHue)
IHpogpunaxmuxa:
Lemu < 2 mecsiyes 0,75 me/ke/003y kaxcovie 12 uacos >2
mecsyes 0,5 me/ke/0o3y kaxcovie 12 uacog
#Knonuoozpen™* 0,2-1 melxelcym
YPP-C; V] -5)
KommenTapumn:

Heobxooumo nomnums npo ompuyamenvHoe 6iusnue ubynpogena** wna s¢hghexmol
ayemuacaruyuio8ol KUciomol**: npoucxooum Oa0KUposanue uUHSUOUPOBAHUS 0OPA308AHUSI
cbl8OpomoyHo20 mpombokcana B(2) u aepecayuu mpomboyumos. Cnedyem uzbecamv ux

cosmecmnoco npumenenuss [Catella-Lawson F, Reilly MP, Kapoor SC, Cucchiara AJ,
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DeMarco S, Tournier B, Vyas SN, FitzGerald GA. Cyclooxygenase inhibitors and the
antiplatelet effects of aspirin.N Engl J Med. 2001; 345:1809-1817].

. PexomennoBano nanuentam ¢ CK mpu OKKIIIO3MM aHEBPU3M KOPOHApHBIX apTepuit
IIPOBEACHUC TpOM6OJ’II/ITI/I‘l€CKOI71 TEpaIIiu C LCJIbIO:
o Jluzuca TpoMOOB B KOPOHAPHBIX apTepUSX y MAIIUEHTOB ¢ MH(APKTOM MHOKap/a
(B TeueHME MEPBBIX 6 YacoB);
o Jlusuca TpoMOOB KOpOHAPHBIX apTepuid, Bo3HuKIMX Beienacrsue CK. [Monagle P,
Chan AK, Goldenberg NA, Ichord RN, Journeycake JM, Nowak-Goéttl U, Vesely SK;
American College of Chest Physicians. Antithrombotic therapy in neonates and
children: Antithrombotic Therapy and Prevention of Thrombosis, 9th ed: American
College of Chest Physicians Evidence-Based Clinical Practice Guidelines [published
corrections appear in Chest. 2014;146:1422 and Chest. 2014;146:1694].Chest. 2012;
141(suppl):e737S-801S ]:
(YPP-C; VI -5)
PexomennoBano namuentam ¢ CK, TpomM0030M aHEBpU3M KOPOHAPHBIX apTepuil (B TOM uuUCIe
OKKJTFO3MOHHOM) HCIIOJIb30BaHUE TPENapaToB aHTHKOATYISIHTOB ((DEpPMEHTHBIX IMpEnapaToB):
#ypokunaser** (Ilpumenenue mpemapara y aereil off label — BHe 3aperucTpupoBaHHBIX B
HHCTPYKIMU JICKAPCTBECHHOI'O CPEACTBA HOKaBaHHP’I, C pa3pCUICHUA JIoOKanbHOI'0 3TUYECKOIO
KOMUTETa MGHHHHHCKOP'I opraHu3anuu, IpU HAJIAYUNU TOAINHNCAHHOTO I/IH(i)OpMI/IpOBaHHOI‘O
COTJIacHsl 3aKOHHOTO TIPEICTaBUTEINSI U peOeHKa B BO3pacTe crapiie 15 yer), anternass™™ B/B ¢
1enpio mposeaeHuss TpomoOosmsuca [McCrindle BW, Rowley AH, Newburger JW, et al;
American Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee
of the Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):927-€999; Fukazawa R, Kobayashi J, Ayusawa M, et al;
Japanese Circulation Society Joint Working Group. JCS/JSCS 2020 Guideline on Diagnosis
and Management of Cardiovascular Sequelae in Kawasaki Disease. Circ J. 2020 Jul
22;84(8):1348-1407; Jlsickuna I'.A., Bunorpamosa O.U., Illupunckas O.I'., Bperens JI.B.,
Cy66orua B.M., bepuc JI. KnuHuka, QuarHocTuka ¥ JedeHHe cuHIApoMa KaBacaku.
Knunuueckue PCKOMCHIAalUU. BCCpOCCHﬁCKaﬂ OGIJ.IGCTBCHHa}I opraHu3anusa ACCOI_II/IaI_[I/ISI

neTckux KapauosnoroB Poccuu. M. 2011:57c. (moctymuo mo cceuike: http://www.cardio-
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rus.ru/doc/kawasaki.pdf); Guidelines for Diagnosis and Management of Cardiovascular

Sequelae in Kawasaki Disease (JCS 2013) Digest version. JCS Joint Working Group Circ J.
2014;78(10):2521-62 Serizawa H, Lin L, Sato T, Takahashi-lgari M, Kato Y. Low-dose i.v.
urokinase for coronary thrombosis in Kawasaki disease. Pediatr Int. 2019 Mar;61(3):302-303]
Kommenmapuii:. Pexcum oosuposanus anmennazor™** 0,1-0,6 (o6viuno 0,5) melke 6 uac 6ls 6
meuenue 6 uacos [McCrindle BW, Rowley AH, Newburger JW, et al; American Heart
Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the Council
on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke Nursing;
Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology and
Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):927-e999 ; **]

VYpokuHa3zy** UCHONB3YIOT B HU3KUX J03ax u3 pacdera 10000-16000 E/l/kr B cyTtku (cpemHsist
no3a 15 000 Ex /xr B cytku) [Serizawa H, Lin L, Sato T, Takahashi-lgari M, Kato Y. Low-dose
I.v. urokinase for coronary thrombosis in Kawasaki disease. Pediatr Int. 2019 Mar;61(3):302-
303%$ Fukazawa R, Kobayashi J, Ayusawa M, et al; Japanese Circulation Society Joint Working
Group. JCS/JSCS 2020 Guideline on Diagnosis and Management of Cardiovascular Sequelae
in Kawasaki Disease. Circ J. 2020 Jul 22;84(8):1348-1407

(YPP—A; Y] - 5)

3.2 Xupyprudeckoe Je4eHue

L PCKOMCHI[OBaHO pPaccMOTPETh BO3MOXHOCTH IMPOBCACHUA XprpFquCKOﬁ
peBackyidpu3anii MHUOKapjJa y IAlUEeHTOB C HMEIOIMUMH CEPIAEYHO-COCYIUCTBIMU
ocinoxaenussmu CK B BUJAC T'SMOAUHAMHUYCCKU 3HA4YMMON OKKIIIO3MHM OCHOBHEIX BETBEH
KopoHapHbix aptepuii. [Guidelines for Diagnosis and Management of Cardiovascular
Sequelae in Kawasaki Disease (JCS 2013) Digest version. JCS Joint Working Group Circ J.
2014;78(10):2521-62; Tsuda E, Kitamura S; Cooperative Study Group of Japan. National
survey of coronary artery bypass grafting for coronary stenosis caused by Kawasaki disease in
Japan.Circulation. 2004; 110(suppl 1):1161-1166.]

(YPP - A; VIIII - 5).

KommenTapmii:

s 6onee mMoOYHOU OyeHKU MANCECU NOPANCEHUsI KOPOHAPHLIX apmepuil Onpeoesitom
CPeOHI0l0 NUK0BYI0 cKopocmb Kposomoka (APV), koponapusiii pezeps (CFR), ¢ppakyuonmwiii
peszeps  muoxapoa (FFRmyo), uanpsocenue cosuea u nepugepuyeckoe cocyoucmoe

conpomuenenue, cpeou NPouUux mep, UCHONb3YS NPOBOOHUK, OCHAUJEHHbIU YIbMPA36YKOBbIM
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30HOOM U BbICOKOUYBCBUMENbHbIM OAMYUKOM OaegieHus. PYHKYUOHATbHbIE napamempa
MUokapoa cnedyem OYeHU8amb KOMNIEKCHO C YY4emoM HANUYUA/OMCYMCMEUs: CUMNIMOMOS
cmenokapouu, oannvix IKI ¢ husuyeckoil Haepyskoll, cyunmuepaguu Muokapoa ¢ mauiiuem,
osyxmeprou Ixo-KI', eemmpuxynoepaguu nesoco dcenyoouxka (1OKAIbHASL NOOBUINCHOCDb
cmenku muokapoa) u op. [Magro P, Carvalho N, Anjos R, Neves J. Coronary artery bypass
grafting in a child with Kawasaki disease. Rev Port Cardiol (Engl Ed). 2021
Jul;40(7):519.e1-519.e4. doi: 10.1016/j.repce.2021.07.021. PMID: 34274100.]

e PekOMEHI0BaHO NPOBEJEHUE KOHCYJIbTAllMM Bpaya - CEPAEYHO — COCYIUCTOrO XHpypra
(ITpuem (ocMOTp, KOHCYJIBTALMS) Bpaya — CEPACYHO — COCYIUCTOrO XUPYpra) Ajsl peieHus
BOIIPOCAa O HEOOXOJUMOCTH MPOBEICHUS pPEBACKYJISpU3AMM MHOKAapAa MaldeHTaM C
cepleYHO-coCcyIuCThIMU ociiokHeHussMU CK B citydae BbISBICHMS CIEIYIOLIMX N3MEHEHUI
IIpY IPOBEIEHUH KOpoHaporpaduu (KOpoHapOaHTHOTpaduH):
o [T'eMoamHamMuyecku 3HaUMMOE MMOPAKEHHE JIEBOM KOPOHAPHOM apTepuu;
o [T'eMogmHamMuyecku 3HAUMMOE MOPAXKEHHUE JBYX U TPEXCOCYAUCTOM IMOPAKEHUH
co creno3amu >50%;
o [T'eMogmHamMuyecky 3HaUMMOE MTOPAKEHUE NEPEIHEN HUCXOIAILEH apTEPHH;
o bonpmas nnomaap npexonsiied HUIIEMUM MHOKapAa MPU HArpy304HOM CTpecc-
tectupoBanuu (>10% mnomanu JOK) wim 3naunmom @PK, nmubo mpu crenose >
50% B €IUHCTBEHHOW COXpaHHOM KOpOHAapHOM apTepuu (MpU HATUYUU
3aJI0KyMEHTHUpOBaHHOW wuimemMun muokapna; wim OPK < 0,80, MPK<0,89; wiu
crenose > 90%) [Arnaz A, Sarioglu T, Yalcinbas Y, Erek E, Turkoz R, Oktay A,
Saygili A, Altun D, Sarioglu A. Coronary artery bypass grafting in children. J Card
Surg. 2018 Jan;33(1):29-34. doi: 10.1111/jocs.13510. Epub 2018 Jan 7. PMID:
29315865.].

(YPP-A; Y11 -5).

KommenTapuii: 0ns  6vibopa naubonee s¢hghexkmuenoco memooa pesacKyiapusayuu
MUOKApOa ¢ Yeivlo MUHUMUZAYUU DPUCKOS HeDIALONPUSMHBIX CepOeyHO-COCYOUCbIX
coObIMUIL  PEKOMEHOYemcs  YUUmvl8amy.  AHAMOMUYECKUEe OCOOEHHOCMU — NOPAdXCeHUs
KOPOHAPHBIX apmepuil; CORYMCmayiouyo Namoiocuro U 6eposmHbvle pUcku eMeuamenbcmad,
coenacue 3aKOHHO20 npedcmasumens NAYueHma/nayueHma Ha KOHKPemHubvlll Cnocoo
onepamugHozo emeuwiamenvcms. IIpu  MHOMICECMBEHHOM —2eMOOUHAMUYECKU —3HAYUMOM
nOpadiceHUuUu KOPOHAPHLIX apmeputl 8 OONbUWUHCMEE CNYy4ae8 PeKOMeHO08aHd Onepayus
KOPOHAPHO20 WIYHMUPOBAHUSL C UCKYCCMBEHHbIM KPO8ooOpaweHuem uiu dez neeo. Haubonee

NpeonoumumenbHO UCHONIb308AMb 8 Kauecmee WIYHMA GHYMPEHHIOW 2PYOHYI0 (MAMAPHYIO)
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apmepuro, nm.K. OOKCZS’CIHO, umo ()ua/vzemp U OIUHA MAKUX mpaHcnianmamos yeeiuduearomcs
¢ pocmom demeti. Cmenmuposanue KOpoOHAPHLIX apmeputi NPOBOOUMCS NPU HEBbIPANHCEHHOLUL
kanvyuguxayuu nopaxcennoco yyacmka. [Tsuda E, Kitamura S, Kimura K, Kobayashi J,
Miyazaki S, Echigo S, et al. Long-term patency of internal thoracic artery grafts for coronary
artery stenosis due to Kawasaki disease: Comparison of early with recent results in small
children. Am Heart J 2007; 153: 995-1000]. Ilpu wnanuuuu eucawmckux awneepuzm
KOPOHAPHBIX apmeputi 803modcHo coemeweHue KL ¢ pedykyueti anespuzmamuyecko2o
pacuiiupenusl ¢ Yyeilvo Hopmaiusayuu Kpoeomoka U yMeHbUleHUuA pucKka mp0M6oo6pa306aHuﬂ
[Fukazawa R, Ikegam E, Watanabe M, Hajikano M, Kamisago M, Katsube Y, et al. Coronary
artery aneurysm induced by Kawasaki disease in children how features typical senescence.
Circ J 2007; 71: 709-715]

o B cjrydace CTa6I/IJII/I3aI_II/II/I COCTOsAHHUHMN Ha (I)OHC MCHKaMeHTOSHOﬁ TCpaIiiu,
PEKOMCHAOBaHA KOHCCPBATHBHAA TAKTHKaA JICUCHUA C o0ecrieyeHuEM PEryisipHoro
npoBeleHUsT KopoHaporpadguu (KopoHapoaHrHorpaduu) ¢ IMEIbI0 JAUHAMHYECOMH
OLICHKHM TSDKECTH IIOPAKEHUs KOPOHApHBIX aprepuil. KoHcepBaTMBHAs TaKTHKa
BLI6I/IpaeTC}I C LOCJIbKHO MaKCHUMAJIbHO BO3MOKHOH OTCPOYKH IIPOBCIACHHA KIII a0
JOCTHUIKCHUA pe6CHKOM Ooiee CTapmero BO3pacTa. O,[[HaKO, INalqUCHTaM C
BBIPQKCHHBIMU U3MEHEHUSMU KOPOHAPHBIX apTEPU WIIM OCIIOKHEHHBIMHU (popMaMu
nH(papKTa MUOKap/la XUpypruueckoe JIe4eHne MoKa3aHo Jaxe B Bo3pacte 1— 2 ner.
[Kwak Y, Kwak JG, Cho S, Kim W-H. Long-term clinical outcomes of coronary
artery bypass grafting in young children with Kawasaki disease. Cardiology in the
Young. 2022;32(3):459-464. doi:10.1017/S1047951121002420]

L HaHI/IeHTaM C TsDKeIou MPITpaJ'ILHofI HEOOCTAaTOYHOCTBIO, pe3HCT€HTHOﬁ K
MCHHK&MGHTOSHOﬁ TCparuu, PEKOMCHIOBAHO IMPOBCACHUC PEKOHCTPYKIIUHU NI
MMPOTE3NPOBAHUA MUTPAJIBHOI'O0 KilamlaHa C NOEJIbK0 HOpMalIW3alluku TICMOAWHAMHUKU U
MPEIOTBpPAIICHUS] Pa3BUTHUSL JIETOYHOW THUMEPTeH3HMH U apyrux ocnoxHenuii [Tsuda E,
Negishi J, Miike H, Kurosaki K. Ruptured mitral valves chordae tendineae around a
convalescent infant with acute Kawasaki disease. Cardiol Young. 2019 Jan;29(1):30-35. doi:
10.1017/S1047951118001646. Epub 2018 Oct 26. PMID: 30360765.].

(YPP - A; VIIII - 5).

Kommenrapuii: [lokazanusa k onepayuu 3asucam om msasxcecmu MH, éospacma nayuenma,
BLIPANCEHHOCIU CUMNIMOMO8 CEPOeUHOU He00CMamo4HOCmU, mpedyroujeco Xupypeuieckoll
koppexyuu. Ilpomeszuposanue MK y nayuenmos neouampuueckou epynnvl C613aHO C
OZCPpAHUYEHHbIM 8bl60p0]l/l npome3oe6 aA0eKeamuo20 pasmepa U 603MONCHbIMU MEXHUYECKUMU

mpyc)Hocm;mm —  HeobXo0uUMOoCmvio pasmewienusl npomesa 6 pﬂ()e crydyaes  He 6
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Qusuonocuneckom noaroNHceHUU, a 8 CYnpaanHyIsapHou oonacmu. B nocieonee oecamunemue
chopmuposanacs, menoeHyusl K y8eaudeHulo Kianan coxpansiowux onepayuii y oemeti na MK
no CpAaGHEHUI0 C npome3upoeaHuem, U KOHYyenyus peKOHcmpmeueHoﬁ xupypcuu Kianahos
6noeb cmana akmyanvrou. [Baumgartner H, Falk V, Bax JJ, De Bonis M, Hamm C, Holm PJ,
et al. 2017 ESC/EACTS Guidelines for the management of valvular heart disease. Eur Heart J
2017 Sep 21;38:2739-2786; Nishimura RA, O’Gara PT, Bavaria JE, Brindis RG, Carroll JD,
Kavinsky CJ, et al. 2019 AATS/ACC/ASE/SCAI/STS Expert Consensus Systems of Care
Document: A Proposal to Optimize Care for Patients With Valvular Heart Disease: A Joint
Report of the American Association for Thoracic Surgery, American College of Cardiology,
American Society of Echocardiography, Society for Cardiovascular Angiography and
Interventions, and Society of Thoracic Surgeons. J Am Coll Cardiol 2019 May 28;73:2609—
2635.].
o HaIII/IeHTaM C CK, HMCIONIMM B KA4YCCTBC OCJIOXXKHCHUA AHCBPU3MATUUCCKOC
pacliupeHre pa3JIU4YHBIX OTAEJIOB AOpThl HIM JPYruX Hepudepruueckux apTepuit
PCKOMCHAOBAH KOHTPOJb pPOCTAa QaAHCBPHU3M U IIPOBCACHHUC COOTBCTCTBYIOIIUX THIIOB
XUPYPrHYECKUX BMEMIATENLCTB TpU Haimmuuu mnokasanuit [Guidelines for Diagnosis and
Management of Cardiovascular Sequelae in Kawasaki Disease (JCS 2013) Digest version.
JCS Joint Working Group Circ J. 2014;78(10):2521-62]
(YPP-C; VI - 4).

Kommenmapuii: npu meuenuu eackyiuma, ewvizeannoco CK, mozym pazeusamvcs

AHe8pUIMbL B0CX005Uell A0OPMbl, HUCX00AWel aopmbl, OPIOUWHOU Aopmbl U ee 8emaell,

a makoice npouux apmepuil. Xupypeuieckoe iedenue anespusm noKa3aHo moivko 0

OonbLUUX UTU OLICMPO NPOSPECCUPYIOWUX NOPANHCEHUI.

o HaLII/ICHTaM C CCPACUHO-COCYAUCTBIMU OCJIOKHCHUAMU CK B BUC 3HAYUTEILHOU
I[I/IC(l)YHKHI/II/I JICBOTI'O KEITya0o4dKa BCJICACTBHUC TeMOINHAMHUYCCKU 3HAYUMBIX
MOPaXEHU MPOKCUMAJBHBIX OTIEJIOB KOPOHAPHOI'O pPYyCla, KAZHEYIPOKAIOUIEH
apUTMUU U JPYTUX IPOSBICHUM OCTPOM WIM TEPMHUHAIBHONH XPOHUYECKOMN
HEAOCTATOYHOCTH PCKOMCHIOBAHO pPACCMOTPETH BO3MOKHOCTH TpPAHCIIAHTAIIUU
cepaa WM UMIUIAHTAllUU YCTPOWCTB MEXaHUYECKOW MOJAEPKKU KPOBOOOpAIEHHUS.
[Singh TP, Cherikh WS, Hsich E, Chambers DC, Harhay MO, Hayes D Jr, et al. The
International Thoracic Organ Transplant Registry of the International Society for
Heart and Lung Transplantation: Twenty-fourth pediatric heart transplantation report -
2021; focus on recipient characteristics. J Heart Lung Transplant. 2021 Oct. 40

(10):1050-1059.]
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(VPP — C; VI - 4).

Kommenmapuii: Tpancnianmayus cepoya noxkazaHa OONbHLIM ¢ MEPMUHATLHOU
(Kpumuueckotl) cepOeuHol HedOCMAMOYHOCMbIO, CONPOBONCOAIOWEUCS KIUHUYECKU
BHAYUMBIMU  NPUBHAKAMU  OEKOMNEHCAYUU Kpo8ooOpawjeHus, U HeOIa2oNnpUsmHbIM
NPOCHO30M HCUZHU, HECMOMPSL HA HAZHAYEHUEe MAKCUMATbHO NEPEHOCUMON IMUOMPONHOU
MEOUKAMEHMO3HOU — mepanuu U NPU  HEBO3MOJNCHOCMU  BbINOJHEHUS  UHbIX

OpP2AHOCOXPAHANWUX MeamelbCme U He UMeWUX npomueonoxas*ayuﬁ.

4, Mezmunncxaﬂ peaﬁnnnTaunﬂ, MEANIHNHCKHE NTIOKA3aHUA |
NMPOTHBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B peaﬁn.ﬂnTaunn

HOJ’I)KHa OBITh HallpaBJICHA Ha IIOAACPIKAHHC Cepnequﬁ q)YHKI_II/II/I U YyIy4dlICHUC

Ka4yCCTBa KM3HU ITallMCHTOB.

5. IlpodpunakTuka U AMCNAHCEPHOEe HAOIIOIeHNEe, MeIMIIUHCKHE MIOKA3AHMS
U NIPOTUBONOKA3AHUS K NPUMEHEHUI0 METOI0B NMPOPHIAKTUKHA

5.1 [IpopuaakTuka

Cneyuguueckoii npogunaxmuxu He cyuwecmsyem.

IIpogpunaxmukoii cepOeuHo-cocyOucmvix HapyuwleHu y OONbWUHCIMEA NAYUEHMOS
AGNAEMCA  paHHee YCMAHOGIEHUe OUdeHO3A U CB80eBpeMeHHoe Npogedenue mepanuu
UMMYHO2NO0OYTUHOM YeNIO8EKA HOPMATbHO20 **.

5.2 Benenue nanueHToB

Pebenox nocne nepenecennoco CK oOondcen Habn0O0amocs 6pavom- OemcKum
Kapouonozom. B Hnacmoswee epems Hem uyemroeo KoHceHcyca O ONUMENbHOCMU
oucnanceproeo HabaooeHus. OOHAKO, OONLUUHCMBO CHREYUANUCTO8 NPUSHAIOM, YmMo
neperecuue CK, umerom evicokuil puck passumusi cepOedHo-coCyOUCMbIX OCILONCHEHUl, 8
mom uucie, opmuposanue KOPOHAPHBIX CE2MEHMAPHbIX U OUDDY3HBIX CMEH0308 U UX
NPOCPeccupo8anUs 8 medeHue HCU3HU.

Oxoxapouozpaghua nayuenmam ¢ CK oonocna npoeooumuscs pezyisipHo. nepsvie mpu
Mecaya nocie 60nNe3HU exceMecsuHo, oanee Kajxcovlie 6 mec, 00 CMOUKO20 UCYE3HOBEHUS
KOPOHAPHLIX — aumeepusMm. [lemsam co  cOPMUPOBAHHBIMU — CHOUKUMU — AHEBPUMAMU
NOJNACUSHEHHO Kadicoble 6 Mec Nnpogoodsm dxokapouozpaguio u sekmpoxapouoepaguio. Ilo
NOKA3AHUAM - KOpOHapozpaguro u mecm ¢ ¢usuyeckou Hazpyskou. B ceazu ¢ mem, umo CK
Modcem Oblmb 0OHUM U3 hAKMOPO8 PUCKA pa38umusi amepocKieposa, nayuenmam cieoyem

PA3bACHUMb  HE0OX0OUMOCMb BeOeHUsl COOMBEMCMBYIOUec0 00pasa HcusHu (ouema ¢
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OcparHuderuem myconiasKux oIcupoe u «6bzcmpblx» y2ﬂ€60006, KOHmMpOJib Maccvl meia,
omkaz om kypenusi u m.0.) [McCrindle BW, Rowley AH, Newburger JW, et al; American
Heart Association Rheumatic Fever, Endocarditis, and Kawasaki Disease Committee of the
Council on Cardiovascular Disease in the Young; Council on Cardiovascular and Stroke
Nursing; Council on Cardiovascular Surgery and Anesthesia; and Council on Epidemiology
and Prevention. Diagnosis, Treatment, and Long-Term Management of Kawasaki Disease: A
Scientific Statement for Health Professionals From the American Heart Association.
Circulation. 2017 Apr 25;135(17):€927-e999; Fukazawa R, Kobayashi J, Ayusawa M, et al;
Japanese Circulation Society Joint Working Group. JCS/JSCS 2020 Guideline on Diagnosis
and Management of Cardiovascular Sequelae in Kawasaki Disease. Circ J. 2020 Jul
22;84(8):1348-1407; Zulian F; Falcini F; Zancan L. et al. Acute surgical abdomen as
presenting manifestation of Kawasaki disease. J Pediatr. 2003; 142(6):731-5; Fukazawa R,
Ogawa S. Long-term prognosis of patients with Kawasaki disease: at risk for future
atherosclerosis? J Nippon Med Sch. (2009) 76:124-33. doi: 10.1272/jnms.76.124; McCrindle
BW, Mcintyre S, Kim C, Lin T, Adeli K. Are patients after Kawasaki disease at increased risk
for accelerated atherosclerosis? J Pediatr. (2007) 151:244-8]

5.3 OcoGeHHOCTH BAKIIMHAIIMH

e C nenpio NpoUIAKTHKH HHQPEKIMOHHBIX 3a00JICBaHMK PEKOMEHIOBAHO BAaKI[MHAIIUIO
HWHAKTUBUPOBAHHBIMH BaKIIMHAMU ITPOBOJUTH BCEM IMALIUCHTAM ITOCJIC KYIIHPOBAHUSA OCTPBIX
nposieeHuii  CK; BaklIMHALKMIO JKUBBIMM BHUPYCHBIMM BakIMHamu (IIPOTUB  KOpH,
SMUACMHUYCCKOI0 MapoTuTa, KpaCHyXH, IMOJIMOMHUCIIUTA U BCTpS[HOfI OCHBI) PEKOMEHAOBAHO
OTJIOKUTH Ha 11 MECALICB IIOCJIE BBCIACHHSA BBICOKHX 03 I/IMMYHOFJ'IOﬁYJ'H/IHa YCJIOBCKA
HOpMaJ'II;HOFO>l<>l< H3-3a BO3MOXKHOCTHU HCAJACKBATHOI'O CCPOJJIOTHICCKOI'0 OTBCTA HAa BBECACHHLIC
Bakiubl [Mori M, Miyamae T, Imagawa T, et al. Meta-analysis of the results of intravenous
gamma globulin treatment of coronary artery lesions in Kawasaki disease. Mod Rheumatol.
2004;14(5):361-6.; Kawasaki disease.In: Red Book. 2015 Report of the Committee on
Infectious Diseases. Elk Grove, IL: American Academy of Pediatrics; 2015:494-500]
(YPP-C; Y1 - 5)
KommenTapmii: [lemu ¢ 6biCOKUM PUCKOM 3apajdceHus KOpblo MO2Ym Npoumu 6aKYUHAyuro
panvute, a 3amem noenopHO UMMYHUSUPOBAMbCA Uepe3 11 mecAayee nocie 66€0eHUs
UMMYHO2IOOYIUHA HOPMATLHO20 —Yelo8euecko20 ™ npu  HechopmMuposaHHom UMMYHHOM
omeeme Ha 6AKYUHbL.
° HaLII/IeHTOB B BO3pacTe cTapue 6 MCCAIICB, JIUTCIBHO MOoJIy4Jaromux

HaNeTUIICAIUIIMIIOBYIO KHCIIOTY** pEKOMEHJO0BAHO MPUBHUBATh TOJHKO WHAKTHBHUPOBAHHOU
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BaKI[MHOM MPOTHUB TPUIIIIA C 1IETHI0 MUHUMH3AIUA PUCKOB pa3BUTHS cUHApoMa Pes Ha ¢one
3aboneBanus 3toit nHpekuueit [Guidelines for Diagnosis and Management of Cardiovascular
Sequelae in Kawasaki Disease (JCS 2013) Digest version. JCS Joint Working Group Circ J.
2014;78(10):2521-62; American Academy of Pediatrics. Kawasaki disease. In: Red Book:
2018 Report of the Committee on Infectious Diseases, 31st ed, Kimberlin DW, Brady MT,
Jackson MA, Long SS (Eds), American Academy of Pediatrics, Itasca, IL 2018 p.490].

(YPP-C; VI - 5)

. [MarmenTaMm, MONMYYAOIIUM HAICTUICAIMLIUIOBYI0 KHCIOTY**, PEKOMEHIOBaHO
BO3JCPKATBCA OT BBCACHUA JKUBOH BaKIIUHbBI IIPOTUB BeTpHHOﬁ OCIIbI C HOCJIbIO
IpeayNPexRaACHIsS BO3MOKHOUO pa3ButHs cuHapoma Pes [Mori M, Miyamae T, Imagawa T,
et al. Meta-analysis of the results of intravenous gamma globulin treatment of coronary artery
lesions in Kawasaki disease. Mod Rheumatol. 2004;14(5):361-6.].

Kommenrapuii:_ Jliobas Opyeas owcueass 8aKkyuHa OOIHCHA — B800UMBCA  CO2NACHO
VMBEPHCOEHHOU UHCMPYKYUU C YUemoM YKA3AHUL O 803MONCHOM 83AUMOOEUCEUU BAKYUHDL

¢ #auemuncanuyunosou Kuciomou™*

(YPP - C; Y]I/I - 5)

5.4 Mouutopunr namueatToB ¢ CK

o PexomMeH10BaHO Uil OCYIIECTBICHHUS KOHTPOJISI COCTOSHUS M MOHUTOPHMHIA Pa3BUTHS
OCJIOKHEHUH 3a00JIEBaHUS MPUEPKUBATHCSA OOITUX MPUHIIMIIOB HAOIIONCHUS MAIMEHTOB C
CK [18]

o Bcem manmentam ¢ CK pexomeHayeTcss NpPOBOAMTH 3XOKapauorpaduio mpu
JMarHOCTHKE U cIycTs 6-8 Hesenb mocie nepBbIX MPOsBICHUHN 3a00JIeBaHNS;

o Ilpm oTCyrcTBMM W3MEHEHHI TpH TIEpPBOM MPOBEACHUH 3dXOKapauorpaduu
PEKOMEHI0BaHO JOTOIHUTEIHHOE MMOBTOPHOE HccaeaoBanue Ha 10-14 neHs;

o VY MamyeHTOB ¢ BBIABICHHBIMH Ha dXOKapAuorpadguu aHeBpU3MaMHu WU y JAETeH ¢
COXpaHSIONIMMUCS  JIAOOPAaTOPHBIMU ~ TNPU3HAKAMH  aKTMBHOCTH  3a00JeBaHUs
pPEKOMEH/IyeTCs. IPOBOJUTh KOHTPOJBHBIE MCCIEIOBAHUS HXOKapauorpapuu
€XEHEeJIeNIbHO;

o [lammeHTam ¢ COXpaHSIOUIMMHCS aHEBPHU3MaMH MO JAaHHBIM 3XOKapauorpaduu
pPEKOMEHAyeTCs JAIUTEIbHBIN MPHeM aleTHICATULIUIOBOM KUCIOTHI** B mo3e 3-5
MI/KT/CyT. #AUETUICATUIMIOBAas KUCIOTa** MOXeT ObITh OTMEHEHa IIpH

HNCYC3HOBCHUHN aHECBPU3MEIL,
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o IlamuenTtam c xamobamu Ha 601b WU TUCKOM(OPT B 3arpyAUHHON 00J1aCTH W/WITH
CepaeOneHns, a TakKEe BCEM TAalMeHTaM CO CTEHO3aMH H THTaHTCKUMU
aHEBpH3MaMHU apTEepPUil PEKOMEHIYeTCs MPOBOJUTh CYTOYHOE XOJTEPOBCKOE
MOHHUTOPHUPOBAHHE CEPJCUHOTO PUTMA JI UCKIIOUEHHUS apUTMHUI U UIIEMHYECKUX
HapyIICHUMN.

o B 3aBucmmocTH OT pa3Mepa aHEBpPH3MBI IO JaHHBIM JXOKapauorpaduu, B
TAIBHEUIIEM KOHTPOJIBHBIE HCCIICIOBAaHUS CepAlla W KOPOHAPHBIX COCYJIOB
PEKOMEHYETCsl MPOBOJUTD Kax/ple 6-12 mec.

o Ilpunnunst Benenust nanumeHtoB ¢ CK B 3aBucuMoctu OT (aspl M TsHKECTH
3a0osieBanus npenacrasieHsl B [Tpunoxxennn I'1.

(YPP - C; YIII - 5)

6. Opranusanus OKa3aHus MeAMIUHCKON TOMOIIH

7. lonosinuTeabHas HHpopManus (B TOM 4uciie (paKTOPbI, BIAUSIOINE HA

UCXO0/ 3200/1eBAHNUS UJIH COCTOSIHUSA)

7.1 OcJI0KHEeHNS

IToMrMoO mopaskeHUsI KOPOHApHBIX apTepuil U WX TpomOo3a ¢ pa3BUTHEM HH(pAPKTa
MHOKapJa, HapyI_I_ICHI/Iﬁ putMa cepaua, nmpu CK ¢ pa3H0171 JacTOTOU BCTPCYAKOTCA BOJASHKaA
KEIYHOT'O IMy3bIpA, rennarur, IMaHKPECaTHuT, MHO3UT, MNEpUKaApaAUT n MHOKapauT,
MEHUTORHIIePaIUT, HEHpoceHCOpHass Tyroyxoctb. OOpa3oBaHHE aHEBPU3M U TpPOMOO30B
IKCTpaKapAHaIbHBIX apTepuil MOXKeT BecTH K nepudepuueckoii ranrpere [McCrindle BW,
Rowley AH, Newburger JW, et al; American Heart Association Rheumatic Fever,
Endocarditis, and Kawasaki Disease Committee of the Council on Cardiovascular Disease in
the Young; Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular
Surgery and Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment,
and Long-Term Management of Kawasaki Disease: A Scientific Statement for Health
Professionals From the American Heart Association. Circulation. 2017 Apr 25;135(17):e927-
€999; Baker A.L.; Lu M.; Minich L .L. et al. Associated symptoms in the ten days before
diagnosis of Kawasaki disease. J Pediatr. 2009; 154(4):592-595; UPTODATE Kawasaki
disease: Clinical features and diagnosis Author:Robert Sundel

https://www.uptodate.com/contents/kawasaki-disease-clinical-features-and-

diagnosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=6416&source=see lin
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https://www.uptodate.com/contents/kawasaki-disease-clinical-features-and-diagnosis?search=kawasaki%20disease%20in%20pediatrics&topicRef=6416&source=see_link#H26263419

k#H26263419; Dengler LD, Capparelli EV, Bastian JF, Bradley DJ, Glode MP, Santa S,
Newburger JW, Baker AL, Matsubara T, Burns JC. Cerebrospinal fluid profile in patients
with acute Kawasaki disease.Pediatr Infect Dis J. 1998; 17:478-481; Knott PD, Orloff LA,
Harris JP, Novak RE, Burns JC; Kawasaki Disease Multicenter Hearing Loss Study Group.

Sensorineural hearing loss and Kawasaki disease: a prospective study.Am J Otolaryngol.

2001; 22:343-348].

7.2 Ucxoabl M IPOTrHO3

HpOFHOCTI/IHCCKI/I H66J’Ial“0HpI/I${THBIM Yy HNanucHTOB C CK saBnsercs COXpPaHECHUEC
auxopagaku Oojiee 16 CyTOK, peUHMIMUB IOCIHE 2 CYTOK HOPMAJbHOW TEMIEpaTyphl,
KapJMOMeTalus, HapyIIeHUsI CEPJICIHOr0 puTMa (KpOME aTpHOBEHTPUKYISIPHOI OJI0Ka b1
1-i1 crenenu), pa3BUTHE BTOPUYHOIO TeMO(paroluTapHOro CUHApoma. XyIUIUil IPOrHo3
OTMCHACTCA y MaJIbUUKOB U z[eTeﬁ o0oux IIOJIOB B BO3pacTe MJIaame 1 roaa.
TpombouuTonenus, Boicokuit ypoBeHb CPb u IL-6, HU3KHII TeMaTOKpUT, HU3KUI
nokazatesib COD W HHM3KHI ypOBEeHb ajibOymMHHa B AeOrOTE 3a00JEBaHHMS — TaK JKe
SIBJISIFOTCSL  HEOJIAarOMPHUATHBIMU ~ IIPOTHOCTUYECKUMK — Npu3Hakamu [bapaHoB A.A.,
Tarouenko B.K., bakpanze M.Jl. JIluxopagounsie CHHAPOMBI y JE€TECH. pEKOMEH AU 110
nuarHoctuke u jedennto. M. Coro3 neauarpoB Poceun;2011: 208c¢; 18, Rahbari-Manesh
AA, Salamati P, Ghaforian S, Zekavat M. Relationship between ESR, CRP, platelet count
and coronary artery disease in Kawasaki disease. Iran J Pediatr. (2005) 15:139-44; Burns
JC, Glode MP, Clarke SH, Wiggins J, Hathaway WE. Coagulopathy and platelet
activation in Kawasaki syndrome: identification of patients at high risk for development
of coronary artery aneurysms.J Pediatr. 1984; 105:206-211Nandi A, Pal P, Basu S. A
comparison of serum IL6 and CRP levels with respect to coronary changes and treatment
response in Kawasaki disease patients: a prospective study. Rheumatol Int.
2019;39(10):1797-801;]

[Ipornoz CK mpu CBOEBPEMEHHOM aJ€KBaTHOM JIEYCHUH OJaronpusTHBIN,
JeTanbHOCTh — MeHee 1%, penuanBel Habmoaar0TCs peako (1-3%), Jaie B TeueHue roaa
II0CJIC I[C6IOT3. 3a0oneBannss u. OCHOBHasg OIIACHOCTH CBsI3aHa C KOpOHAapHbIMU
aHCBpI/I3MaMI/I: TpOM603 AHCBPH3M, 0CO0€EHHO TUTaHTCKUX, YPCBAT I/IH(I)apKTOM MHOKap/Ja.
WupapkT MOKeT pa3BUTbCA TaKKe U BCIEACTBHE IMPOTPECCHPOBAHUS CTEHO3a
kopoHapHbix aprepuii [Nakamura Y, Aso E, Yashiro M, Uehara R, Watanabe M, OKki I,
Yanagawa H. Mortality among persons with a history of Kawasaki disease in Japan:
mortality among males with cardiac sequelae is significantly higher than that of the
general population.Circ J. 2008; 72:134-138; Nakamura Y, Aso E, Yashiro M, Tsuboi S,
Kojo T, Aoyama Y, Kotani K, Uehara R, Yanagawa H. Mortality among Japanese with a
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history of Kawasaki disease: results at the end of 2009.J Epidemiol. 2013; 23:429-434;
Chang RK. Hospitalizations for Kawasaki disease among children in the United States,
1988-1997.Pediatrics. 2002; 109:e87]

KpnTeplm OLICHKHU KaYecTBa MeIlI/I]_[I/IHCKOﬁ nomMoIm

Ta6JII/IHa 1- OpFaHI/I3aHI/IOHHO'TeXHI/I‘IeCKI/Ie YCJIOBU OKA3aHHA MCHHHHHCKOﬁ IIOMOIIIH.

crienuain3vupoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHA,

Bua MeaMIIMHCKOI TOMOIIH
MEIUIIMHCKAs! TIOMOIIb

Bo3pacrHas rpynmna JIeT!

YciaoBus oka3zaHus

MeTHIHUHCKOM MOMOIIHU CTAITMOHAPHO, B THEBHOM CTaITHOHAPE
@opma oKka3aHUsl MeTUIUHCKOM

HEOTJIOXKHAS, INIAHOBAas
TTOMOIIH

Tabmuna 2 - Kpurepun kauecTBa OEHKH METUITTHCKOW TOMOIIN

Ne Kpurepun kauecrBa Cuna YpoBeHnb
peKoMeHAanu | yOeauTelbH
i ocTH
peKoMeHa
110707
1 Boimonnen O0muit (KIMHUYECKUil) aHaIu3 KPOBH 3 C
pa3BepHYTOro
2 Brinonnena onenka ypoBHsi C-peakTUBHOTO Oenka 3 C
3 BrinonHen OMOXUMUYECKU aHATTU3 KPOBH: 3 C
Omnpenenenne akTUBHOCTH
allaHMHAMUHOTpaHc(hepassl B KpoBH, OnpeeneHme
aKTUBHOCTH acrapTaTaMUHOTpaHc(hepas3bl B KPOBH,
Onpenenenne akTHUBHOCTH FraMMa-
rimotamuinTpancgepassl B kposu (I'T'T),
HccnenoBanue ypoBHs anbOyMuHa B KPOBH,
Hccnenoanue ypoBHs oOiiero OunupyonHa B
KpPOBH
4 Brmmonaena sxokapanorpadus 3 C
5 Brimonnena snexrpokapauorpadus (Peructparus 5 C
3JIEKTPOKapAnOrpaMMel U PacumdpoBka, onrcanue
Y MHTEPIIPETALUs SIEKTPOKapAHOTrpapuuecKux
JTAHHBIX )
6 BelinonHena tepanusi BHyTpUBEHHBIM 1 A
MMMYHOTIJIOOYJIMHOM 4eJI0OBeKa HOPMAJIbHBIM **
7 Brimonnena Tepanus #AneTHICaTUITAIIOBOM 3 B
KHUCIOTON**
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Ipuiaoxenue Al. CocraB padoueil rpynnsbl 1o pa3padoTke U NepecMoTpy
KJIMHUYECKHUX PeKOMEeH 1A

ABTOpBI NOATBEPKIAIT OTCYTCTBHE (PMHAHCOBOI MOAAEPKKH/KOH(IMKTAa HHTEPECOB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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IIpunoxenue A2. MeTomoJiorus pa3padoTKi KJIMHUYECKHX PEKOMEHIANM I

LesieBast ayAnTOPHs AAHHBIX KINHUYECKUX PeKOMEHaLMii:
1 Bpauu neauarpbl

2 Bpauu o6meit ceMeitHON MpaKkTUKH (ceMeifHas MeIuIuHa)
3 Bpauu - nerckue kapauoaoru

4. Bpauu — cepaedHo -coCyaucThIe XUPYPTH

5 Bpauu - peBmaTonorun

6 Crynentsl MmequuHCKUX BY30B, HHTEpHBI, OpJMHATOPHI;

Tadoauua 1.11Ikana oieHku ypoBHEN q0ocTOBEpHOCTH Aokazarenbets (Y 1) mis
METO/IOB JIMAarHOCTHKHU (AMArHOCTUYECKUX BMEIIATEIHCTB)

YA Pacuu¢pposka

1 Cucremaruueckue 0030pbl UCCIIEIOBAHUM ¢ KOHTPOJIEM peepEeHCHBIM METOI0M WU
cUcTeMaTH4YeCcKUi 0030p paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIIET0BaHUM C
IPUMEHEHHEM MeTa-aHaju3a

2 OTnenbHbIE UCCIIEOBAHMS C KOHTPOJIEM pe(epeHCHBIM METOAOM UJIU OT/E/IbHbIE
PaHAOMU3HPOBAHHbIE KIMHUYECKHUE UCCIIEJOBAHMS U CUCTEMATUYECKUE 0030Pbl
UCCJIEIOBaHUM JF000T0 Ju3aiiHa, 3a UCKIIIOUEHUEM PaHOMU3UPOBAHHBIX
KJIIMHUYECKHUX UCCIIEJOBAHUM, C IPUMEHEHUEM METa-aHaJIn3a

3 HccnenoBanust 6e3 Mociie0BaTeIbHOTO KOHTPOJIS pehepeHCHBIM METOI0M HIIH
UCCIIeI0BaHMs ¢ pe(epEeHCHBIM METOJIOM, HE SBIISIOLIMMCS HE3aBUCUMBIM OT
HCCIIEyEMOT0 METO/Ia MJIM HEPAHIOMU3HPOBAaHHBIE CPABHUTEIILHBIEC UCCIIEJOBAHMS,
B TOM YHCJIE KOTOPTHBIE HUCCIIE0BAHUS

4 HecpaBHuTtenbHble Hccae10BaHUS, ONMCAHNE KIMHUYECKOTO CyYast

5 Nmeertcs nuiib 000CHOBaHNE MEXaHU3Ma JACUCTBUSI UM MHEHHE SKCIIEPTOB

Ta6auua 2.111kana oneHkn ypoBHEW JO0CTOBEpHOCTH Aoka3arenbeTs (Y 1J])ans metonoB
npoUIaKTUKY, JIeYeHUs 1 peabunutanuu (mpoduIaKTHIECKHX, JIeYeOHbIX,
peabMITUTAITMOHHBIX BMEIIATEIILCTR)

YA Pacuugposka

1 | Cucremarnueckuii 0630p PKU ¢ npumeHeHneM meTa-aHanmn3a

2 | Otrnensuble PKU u cucrematnyeckue 0030pbl HCCIIeOBAaHUM Tr000T0 1M3aiiHa, 3a
nckirouennem PKH, ¢ npumenennem Mera-aHanusa

3 | Hepangomu3upoBaHHBIE CPABHUTEIEHBIC UCCIIEIOBAHMS, B T.4. KOTOPTHBIC
UCCIIEIOBaHMS

4 | HecpaBHUTENbHbBIE HCCIEA0BAHNUS, ONUCAHUE KIMHUYECKOTO CITydasi WU CEPUH
CJIy4aeB, UCCIIEJOBAHMS «CIIY4aii-KOHTPOJIb)

5 Nmeetcs nums 000CHOBaHNE MEXaHU3Ma JIEUCTBHS BMEIIATEIBCTBA (JIOKIMHIYECKUE

I/ICCJ'IC,Z[OBaHI/Iﬂ) HJIM MHCHUC SKCIICPTOB

Ta6uua 3.111kana oneHku ypoBHel yoenuTenbHocTH pekomeHaanmii(VYYP) aius meronos
npoHIAKTUKHY, THATHOCTUKH, JIEYEHUS U peadriIuTanuu (MpoduiIakTHIecKuXx,
JTUArHOCTHYECKUX, JIeYEOHBIX, peaOMINTA[MIOHHBIX BMEIIATEIbCTB)
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YyP

Pacmmmdposka

CunbHas pekoMeHIalus (Bce paccMaTpuBaeMble Kputepun 3G PeKTUBHOCTH
(McX0/bl) ABISAIOTCS BaKHBIMU, BCE MCCIIEIOBAaHUS UMEIOT BHICOKOE UM
YZIOBJIETBOPUTEIBHOE METO0JIOTHYECKOE Ka4eCTBO, X BBIBOJBI 110
MHTEPECYIOIIUM UCX0JIaM SIBJIIFOTCS] COTJIaCOBAaHHBIMM)

VYcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble Kputepuu 3G PpeKTuBHOCTH
(McX0/bl) SABISAIOTCS BaKHBIMU, HE BCE UCCIIEOBAHUS UMEIOT BBICOKOE WU
yIOBJIETBOPUTEIHHOE METOIOJIOTHUECKOE KaYeCTBO U/UIIH UX BBIBOJIBI IO
MHTEPECYIOIIUM UCX0J1aM HE SIBJISIFOTCS COIIACOBAHHBIMU)

Cnabas pexomeHaaus (OTCYTCTBUE JOKA3aTENbCTB HAIJICKAIIETO KAaYeCTBa
(Bce paccmatpuBaembie KpuTepur 3HPEKTUBHOCTH (MCXOIbI) SBIISIIOTCS
HEBaXHBIMU, BCE MCCIIEAOBAHUS UMEIOT HU3KOE METOJOJIOTHIECKOE KAUYECTBO U
WX BBIBOJIBI IO MHTEPECYIOIIUM MCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

[Tpu pazpaboTke KIMHHYECKHE PEKOMEHAAIUHN COOIIOIaINCh PUHIIHITBI, SBIISTFOIIUAECS

3aJI0OI'OM BBICOKOKAUYCCTBCHHBIX U HAJCKHBIX KIMHUYCCKUX peKOMeHILaHI/Iﬁ.

MeToabl, HCTIOJIL30BAaHHBIE JIJIsl COOPa/CesIeKIIUN I0KA3aTeJIbCTB

ITouck B QJICKTPOHHBIX bazax JaHHBbIX.

Onucanue METOA0B, UCITOJb30BAHHBIX IJIfA cﬁopa/ce.nemmn A0Ka3aTeJIbCTB

JlokazaTenbHON 0a30il ayig myOJMuMKauUMM SIBISIFOTCSL NyONMKAlUH, BOLIEAIINE B

Kokpanosckyto Oubnuoreky, 06aszpl manubix EMBASE u MEDLINE. I'myOuna moucka

COCTaBIIsANIA 5 JIET.

MeTOJIbI, HCHOJIB30BAaHHbIC 1JIM1 OCHKH Ka4Y€CTBAa U CHJIBI 10Ka3aTECJbCTB

KoHceHcyc 3kcnepToB.

MeTOIlLI, HCII0JIb30BaHHbIE 1JIS1 aHAJINU3a 10Ka3aTeJbCTB.

e  O030pbI OMYOJIMKOBAaHHBIX META-aHAIN30B;

e  Cucremaruueckue 0030pbI ¢ TAOJIUIIAMH JI0KA3aTEIHCTB.

Onucanue METOA0B, UCITI0JIB30BAHHBIX JJIfl aHAJIH3A J0KA3aTEJIbCTB

C OCJIBKO  HCKIIIOYCHHA  BJIMAHHUA CY6’LGKTI/IBHOFO (I)aKTopa 1 MHUHHMHU3AIHNHU

INOTCHIIMAJIbHBIX omuboK KaXXJ0€ HCCICIO0BAaHUEC OLCHHUBAJIOCH HE3aBHCHMO, IIO MECHBIIICH

Mepe, IByMsl HE3aBHUCHUMBIMU 4WieHaMu paboueil rpynmnbsl. Kakue-nubo pa3nnuus B OLleHKax

06CY)K,Z[3.J'II/ICL BCeH I‘pyHHOﬁ B IIOJIHOM COCTaB€. HpI/I HCBO3MOXXHOCTHU JOCTHKCHUA

KOHCCHCYCa IIPUBJICKAJICA HE3aBUCUMBIN OKCIICPT.

Metoasbl, MCIIOJIL30BAHHBbIE 11 (POPMYIMPOBAHMSA PEKOMEHAALM I

KoHceHcyc 3kcnepToB.

MeToa BaJIugauum peKoMeHaauuil

- Bremnss OKCIICPTHAA OLICHKA

- BHyTpeHHsIs1 oKcriepTHas! OLleHKa

69




Onuncanue MeToaa BAJIUAANNM PeKOMEHIANMIA

[IpencraBneHHble pEeKOMEHIAMKU B MPEABAPUTEIBHON BEPCUH OBLUIU PEIEH3UPOBAHBI
HE3aBUCUMBIMHU D3KCIEPTaMH, YCTAaHOBUBIIMMH, UYTO JI0KA3aTEJbCTBA, JIeXkKAIIHME B OCHOBE
HACTOALIUX PEKOMEHIALUH, TOCTYIHBI U1 TOHUMAaHHUS.

C HacTosmMMHU PEKOMEHJALUSIMHU O3HAKOMJICHBI MEIUaTpbl, KOTOpbIE YyKazaad Ha
JIOXOYUBOCTh H3IIOKEHUS W WX BAXKHOCTh, KaK padOyero WHCTPYMEHTA IOBCEIHEBHOMN
MPaKTUKH.

Bce koMMeHTapuu, MOJlyd€HHBIE OT IKCIEPTOB, TIIATEIbHO CHUCTEMATH3UPOBAIHUCH U
oOcyxJanuch mpejcenareieM M wieHaMu pabodeil Tpymmbl W, B Cily4ae HEOOXOIMMOCTH,
BHOCHJIUCH MOMPABKU B KIIMHUYECKUE PEKOMEHIAIINH.

JKOHOMHYECKHUIT aHATU3

AHanu3 CTOMMOCTM HE MPOBOAWJICS W MNyOnukanmuu 1O ¢GapMaKOIKOHOMHUKE He
AHATU3UPOBAIIHCH.

KoncyabTanus u 3kcnepTHas OlleHKAa

[Tocnenare W3MEHEHHS] B HACTOSIIMX PEKOMECHIAIMSAX OBUIM TPEACTABICHBI IS
o0CyXJIeHUS B IPEIBAPUTEIHHON BepcUM Ha coBellaHuu paboueii rpymimsl, Mcnonkoma CIIP
Y WICHOB NMpoduiIbHOM Komuccuu B (hepaie 2015 roxa.

[IpoekT pexomeHmanuii OBUT PEHEH3UPOBAH TAKXKE HE3aBUCUMBIMH JKCIIEPTaAMHU,
KOTOPBIX TOMPOCUIIM TMPOKOMMEHTHUPOBATh JIOXOJYMBOCTh W TOYHOCTH HWHTEPIPETAIINI
JIOKa3aTeNbHOMN 0a3bl, Jiexalieid B OCHOBE peKOMEHIAITHi.

Pabouas rpynna

Jnst okOHYATENIbHOW peaKIMK W KOHTPOJISI KaueCTBa PEKOMEHAAIMU ObLUTH MTOBTOPHO
MIPOAHATIM3UPOBAHBI YJIE€HAMHU pabouell TPYMIbl, KOTOPhIE MPUILIH K 3aKIIOYCHHUIO, YTO BCE
3aMEYaHusl U KOMMEHTapHUHM SKCIEPTOB NPHUHATHI BO BHUMAaHHUE, PUCK CHUCTEMATHYECKOM
OIIMOKY TIpH pa3paboTKe peKOMEHAAIN CBEJICH K MUHIMYMY.

AKTyanu3aiusi JaHHBIX KIMHUYECKUX PEKOMEHIAINN OYyIeT MPOBOIUTHCS HE PEXeE,
4YeM OJIUH pa3 B TpH roja. [Ipunstue pemenus 06 0OHOBIEHUHN OyIeT MPUHSATO HA OCHOBAHUH
MPEJIOKEHUH, MPECTaBICHHBIX METUIIMHCKUMHU MPOo(dhecCHOHATbHBIMH HEKOMMEPYECKUMU
OpraHU3aIMsIMU C YYETOM PE3YyJIbTAaTOB KOMIUIEKCHOW OLIEHKU JIEKAPCTBEHHBIX IMPENapaToB,

METUIIMHCKUX M3/CIIUN, a TAK)KE PE3yJIbTaTOB KIIMHUYECKOW armpoOarii.
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Ipunoxkenue A3.CnpaBodyHble MAaTepHaJbl, BKJIKYAs COOTBETCTBHE
NMOKA3aHUI K NPUMEHEHUIO U TPOTHBONOKA3AHNI, ClIOCO00B NPUMEHEHUS U
103 JIEKAPCTBEHHBIX TMpPenapaTroB, HWHCTPYKUMH MO0 NPUMEHEHHUIO
JIEKAPCTBEHHOI' 0 Mpenapara

Iopsiaku okazanusi MeauUMHCKOI# momomm: [lpukaz MwunsnpaBa Poccun ot 20
deBpans 2026 . Ne 1200 «O0 yTBEp)KICHHH TOPSAIKA OKa3aHHUs MEIUITMHCKOW IMOMOIIM 110

npod o "MeauaTpus

IlpyMepbI TUATHO30B

o Cunopom Kasacaku, noanas ¢hopma.

o bonesuv Kasacaxu, noauwas gopma om 11.2014 200a. Cunopom ounamayuorHouU
Kapouomuonamuu. Anespuzmol 1e680U U NPasou KOPOHApHoU apmepuil. XpoHUuecKas
cepoeunas nedocmamounocmov (XCH) Na, ¢hynxyuonanvueiii knacc (@K) 1l no Ross.

e bonesuv Kasacaxu, Henonnasa gopma om 05.2013 200a. Okxnosus npasou

koponapnou apmepuu. XCH |, @K | no NYHA.
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Ipuiaoxenue b. Anropurmsl aeiicTBUIl Bpadya

[Naruent ¢ cumnromamu 0oJe3HU (CUHAPOMA)
Kapacaxu

Koncynpranus
crneuainucTa

\ 4

[wnarnoctuka

A

Jluaruos
TOATBEPKICH?

Jleuenne B

cTalMoHape

Tepanus
s dexTuBHa?

Koppexuus
Teparnuu

JnHaMmuueckoe HaOIIOICHNE U JIEUECHUE

JA

Nmerorcsa
MOKa3aHUs K

FOCHI/ITaJ'H/BaIII/II/I?
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Ipuaoxenne B1. Anropurmsl noucka HernojHoro CK [McCrindle BW, Rowley
AH, Newburger JW, et al; American Heart Association Rheumatic Fever, Endocarditis, and
Kawasaki Disease Committee of the Council on Cardiovascular Disease in the Young;
Council on Cardiovascular and Stroke Nursing; Council on Cardiovascular Surgery and
Anesthesia; and Council on Epidemiology and Prevention. Diagnosis, Treatment, and Long-
Term Management of Kawasaki Disease: A Scientific Statement for Health Professionals

From the American Heart Association. Circulation. 2017 Apr 25;135(17):€927-999].

[etu c nuxopagko# 25 aHe u Hanuuuem 2-3 KanHUYeckux Kputepues UM mnageHusl c
HeobbACHUMOI NMxopaaKoii = 7 gHeld

}

[ Ouenka nabopaTopHbIX aHanU30B ]

[ CPB < 30 mr/n van CO3 < 40 mm/u ] [ CPB = 30 mr/n wan CO3 = 40 mm/u ]

Gnu 6onee nabopaTtopHbIx npmaHaKaN

1. Adnemwna

HaGmo,u,enme B AUHaMWKe U NOBTOPHaA

oueHKa nabopaTopHbIX aHaNM308 Npu 2. Tpombouuros 2 450.000 nocne 7
LHA NNXOpajKu

Anebymun <3 1/an
MoBbiweHue AJIT

NeitkouuTtos bonee 15,000/mKn
JlelikouuTtbl B Mode 2108 N 3

COXPAHEHWUMW NIMXOPALKK; uer
MNoeTop IxoKl npn noAasneHMK wenyweHna
KOHEeUYHOCTEMN

S

Aa

Y
Neuenue WpaKTeprle M3MeHeHuA Ha IxoKl /
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IMpunoxenue B. Uudopmanus 11 NauMeHTOB

Boae3nb (cunapom KaBacakm) ocTtpo mportekaromiee 3aboieBaHUE, TIPH KOTOPOM
MOpaXKaroTCsl CpeJHHE M MeJKHEe apTepud (apTEepHHT), pPAa3BUTHEM JE€CTPYKTUBHO-
npoaudepaTiBHOTO BacKynuTa. MHOTJa B MpOIECC MOTYT BOBJICKATHCS aopTa W JAPYrUe
KkpynHeie aptepun. Hanbonee yacto cunnpom KaBacaku BcTpeuaercs y JieTedd TpyAHOTO U
paHHero Bo3pacTa.

SpkuMH NpOSBACHUSIMH OOJIE3HH SIBIISIFOTCSI CTOMKOE MOBBIIICHHE TEMIIEPATYpPhI
TeJa JI0 BHICOKUX 3HaueHUM (BIUIOTH 10 40°), Kak mpaBmiio, He MeHee 5 JHel (BO3MOKHO
no 1 mecsmma). Ha ¢one nuxopanku B TedeHHE NMepBbIX 10 gHEH OOBIYHO TOSBIISIOTCS
CIENyIOIhe MPHU3HAKU: ChIllb, CyXHWE B TPEIIMHAX SPKO-KpacHbIE TYObI, SIPKHIA
«MaJMHOBBIN» SI3bIK, TOKPACHEHUE CKJIEpP a3 C APKO BBIPAXKEHHOU COCYIHCTON CEThIO,
IJIOTHBIA OTE€K U MOKpPAaCHEHHWE JIAJJOHEH M TOJOIIB CTOI, CMEHSIOIINECS BIIOCICICTBUHU
HISTYIICHUEM KOXKHU.

VY nereii panHero Bo3pacta (10 3 J€T) MOXHO 3aMETUTh NOKpPACHEHHe H
yILuloTHeHHe MecTa nHbeknun BIK.

OcHoBHOI1 omacHocTbi0 Oosie3nn  KaBacakm  SIBJISIIOTCS  OCJIOKHEHHS:
(¢opMupoBaHUe HeOOpPATUMBIX MU3MEHEHHUIl B COCydax: pacliupeHue (AHeBPU3MbI) WIH
cy:keHHe (CTeHO3bl), 0COOEHHO KOPOHAPHBIX apTEepUil, YTO MOKET MPUBOJIUTH K CEPACUHO-
COCYAMCTBIM OCTIOKHEHUSIM, BIJIOTH 10 MH(apKTa MHOKapAa B AETCKOM Bo3pacTe. Takum
obpaszom, Oone3np KaBacaku - omHa W3 TPUYHH MPUOOPETEHHBIX CEPIIEYHO-COCYAUCTHIX
3a00JIeBaHUH.

daxTopsl, BbI3bIBarOIMe 0one3Hb KaBacaku 10 HACTOSIIETO0 BPEMEHH TOYHO HE
YCTaHOBJIEHBI, MpeAnoaraeTcs BO3MOKHOE COYeTaHHe TE€HETUYECKOMN
MIPEAPACIIONOKEHHOCTH W BO3JCHCTBUS HEKOTOPBIX BUPYCOB. llpu 3TOM 3apazuthCs
6one3Hpt0 KaBacaku oT Apyroro ueiaoBeKka CUUTAETCS] HEBO3ZMOKHBIM.

Kak nmuarnoctupyercs Oonesnbp Kapacaku? [Ipeamonoxutsh 3To 3a0oieBaHUE B
TUMIUYHBIX CITy4YasX HECIOXKHO MPHU HATWYHH XapaKTePHBIX MPOsSBICHUHA. B cBsi3u ¢ Tem,
YTO TIPOSBJICHHS] OOJIE3HM MPOTEKAIOT MOCJIEN0BATEILHO, 1 HA MOMEHT OCMOTpa BpPauoM
HEKOTOpbIE TIPH3HAKH YK€ MOTYT HCYEe3HYTh, BCerja oOpaliaiiTe BHUMaHHE Ha
BBIIICTIEPEYUCIICHHBIE W3MEHEHHUSI KOXH U CIM3UCTBIX O00O0JI0YEK, 3allOMHUTE WX U
00s13aTeNbHO COOOIIUTE O HUX TIEAUaTpy.

JIOKTOp MOXET Ha3HauuTh OOLIMIl aHamu3 KpPOBH, OOIIMN aHAIM3 MOYH H

YIBTPa3ByKOBOE UCCIIEIOBAHHUE CEPILIa.
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Jleyenwne: kak mpaBuiio, AeTH ¢ O0one3Hbpl0 KaBacaku B OCTpO#l W/WMIM MOAOCTPOM
CTaJuU HYXIAIOTCA B IOCIIUTAIIN3AalINN. BOJILH_II/IHCTBy HannuceHTOB C 60H€3HBIO Kasacaku
HA3HAYaeTCs BHYTPUBCHHBI MMMYHOTJIOOYIMH U aleTWICAIMLIMIOBAS KHUCIIOTa, B
WHAMBUAYAIbHO TOM00paHHBIX a03ax. JlaHHbIe mpemapaTbl MOTYT MpPEIOTBPATUTh Yy
MHOTUX JeTel OCIOKHEHUS CO CTOPOHBI CEpIEeYHO-COCYAMCTON cuctembl. llpu wux
Hed(pPEeKTUBHOCTH Bpad pacCMOTPUT BO3MOXKHOCTh HAa3HAYCHHS JPYTUX TPYII
JICKApCTBCHHLBIX CPCACTB.

[lepenecennass Oosie3nb KaBacaku He sBIsSETCS MPOTUBONOKA3aHUEM IS
npoBefeHUsT BakuuHauuu. (OcCOOEHHO aKTyaJbHBIMH NpPHUBUBKaMU JUid  JIeTeid,
INpUHUMAOIMUX alCTUJICAIUIUIOBYIO KHUCIOTY, SABJAKOTCA BaKOWHBI OT TpUIIIIa U
BETpSIHOM ocnbl. PerieHue o ToM, Korja 1eaecoo0pa3Ho NpUBUBATh peOEHKa MPUHUMAET
Bpau.

[Tocne mnepenecenHoii Oone3nn KaBacaku mManueHT [IOJDKEH HAOMIOAATHCA Yy
JIETCKOT'O KapJIMojora, 0O4eHb BaXXHO COOJIIOAATh HA3HAYCHHBIE TJOKTOPOM PEKUM, TUETY,

JIEYEHUE, a TAK)KE JUArHOCTUYECKUE MPOLIEAYPHI.
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IIpunoxenue I'1-I'N. HIkanbl oueHKH, BONPOCHUKH U APyrue OLeHOYHbIEe

HHCTPYMEHTbI COCTOSIHUS MALIMEHTA, NPUBEIeHHbIEe B KIMHUYECKHUX
peKoOMeHIaAuUsIX

Ipuiaoxenue I'l. OueHka pucKoOB M peKOMEHAANNH 110 JJIUTETbHOMY
Beaennio aerei ¢ CK

TsxecTh

Iarodusnonorus

JIlnarHocruyeckue
MeponpusTHS B
3aBHCUMOCTH OT
KJIUHUYECKOTO TeUeHust
00J1e3HU

Jleuenune

Duznyeckas
AKTHBHOCTb,
00pa3 ;KH3HH

| (HeT u3MeHeHMIH
B KOPOHAPHBIX
apTepusaxX Ha
JOOBIX dTanax

B Hacrositiee BpeMs He
JI0OKa3aHoO, ABJISACTCA WU HCT
CK 0e3 u3sMeHeHul co
CTOPOHBI KOPOHAPHBIX

00JIe3HN) apTepuii (paKTOPOM pUCKa
Pa3BUTHS aTEPOCKIEepO3a
Il (tpamsutopHas | B tedenne octpoii pa3sl
IKTA3MSA pasBuBaeTCs
KOPOHAPHBIX THCTOINATOJIOT HYSCKHUiT

aprepuii- 1o 6-8
HEJelM OT Havyana

BacCKyJIUT B HAPYKHOM CIIO€
CPEIMHHOM 000JIOYKH H

OleHka prcka pa3BUTHSA
CeplIeYHO-COCYAUCTHIX
3a00JICBaHUH,
KOHCYJIbTAIUs Ha
IPOTSKEHUU 5 JIET.
O6cnenosanue Ha 30
nenb, 60 neHb, Ha 6-1
Mec., uepes 1 rog u
gepes 5 JeT mocie
MOsIBJIEHNS 00JIE3HU
(BKT, 9x0-KT', mo

He na3navaercs
rocie
paspenieHus
ocTpoit (azbl
(aepes 6-8
HEJICIIb)

dusnyeckas
aKTHUBHOCTb -0€3
OrpaHUYEeHUM.
Bo3MoxHOCTH
3aHATHI B
CIIOPTUBHBIX
CEKIUAX
paccMaTpuBaeTcs
WHIUBUAYAIBHO.
Pexomenmanum no
BEJICHUIO

3a00JICBaHN) PAacIpOCTPaHAETCSA 3aTeM Ha | HEOOXOAMMOCTHU — 3710pOBOrO 00pasa
UHTUMY B KOPOHAPHBIX peHTreHorpadus KHU3HY (CM. 11.5.2)
aptepusix. 9xo-KI' OpraHoB IpyJHOMI
BBIIBIIACT U (Dy3HYIO KJIeTKH. PexoMeHayeTcs
JIUIIAaTalUi0 KOPOHAPHBIX nposenenue OKI ¢
apTepHii, HO ITH U3MEHEHUsT | (HU3HUECKOH Harpy3Koi
ncye3aroT B TeueHue 30 IIPY TIOCJIETHEM
JIHEH 1ocIe UX MOSIBJICHUS o0ce10BaHNN)
Il (Perpeccust) Yamie Bcero perpeccust Habnronenue u Huzkue 10361 Her orpannuennit

MOJKET HACTYIIHUTH B TCUCHUE
1-2 net mocte MOSBICHUS,
0COOEHHO TIpU HATTMIUHU
aHEBPU3M MaJloro U
cpenHero auaMerpa. B
CErMeHTax ¢ perpeccueu
0OHapYKUBAIOTCS:
CHUXKEHHE KOPOHApHOHI
JIUACTOJUYECKOM (YHKIIUH,
aHOMaJIbHOE
(hyHKIIMOHHUPOBaHUE
COCYIUCTOTO SHIOTEIHUS ’
3HAYUTENbHAs THIIEPILIa3Hs
WHTHMBL.

Wmerorcst cooOrieHus o
BO3MOXKHOCTH Pa3BUTHS
0CTPOT0 KOPOHAPHOTO
curapoma y B3pocisix ¢ CK
B aHAMHE3E C
perpeccupoBaBLIMMHE MOCIIE
ocTpoit a3sl 6one3HN
MOPaXEHUSIMH apTEPUH.

KOHTPOJb KaXKIbIe 3
MecsIa 10
HCYC3HOBCHUS
aHEBPU3M, Jlayee -
€XeroJHoe HabIoIeHNE
KapauoJjora ¢
npoBeneHueM Oxo-KI™ u
OKT, u, mo
MOTPEOHOCTH,
peHTreHorpaduu
OpTaHOB IPYIHON KICTKH
Io 6 ner, naiee — Te xKe
metonbl + OKI ¢
(usmueckoil Harpy3Koi
(KaK TOJBKO MO3BOJISET
BO3pacT peOeHKa).
[TanmenTam ¢
aHEeBpU3MaMHU
KOPOHApHbIX apTepuii ¢
0OBIINM BHYTPEHHUM
JINaMETPOM B OCTpOH
(haze 6onesnu, cienyer
MPOBOANTD
COOTBETCTBYIOIINE
BU3yaJIN3aIIMOHHBIE

#aneTuiacanunn
JIOBOM
KHCIOTBI** (3—
5 Mr/kr/cyT.) 1Mo
Mepe
HEOOXOUMOCT
U (Kak
MUHHMYM JI0
JIOKYMEHTAJIbHO
MOTBEPKICHH
oro
HCYC3HOBCHHUS
AQHEBPU3MBI)

yepes 8 Helenb.
He
peKOMeHIyeTcs
3aHATHA
TpaBMaTUYHBIMH
BUIaMU CIIOpTa Ha
¢domne
AQHTHArperaHTHOU
Teparum.
OcBoboxieHe OT
y4JacTus B
CIIOPTHBHBIX
COpPEBHOBAHMUSIX.
3anpemaTcs
3aHATHS B
CIIOPTHBHBIX
cexsix. Crexyer
nposouth OKI ¢
¢uzngeckoi
Harpy3KkoH Kak
TOJIBKO MO3BOJHT
BO3pacT pebeHka
(crapme 5 ner).
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METOIBI 00CIIeTIOBaHHUS
(KT- wiiu MPT-
aaruorpagus, MPT-
0oJee IpeATIOYTHTEIHHO
B CBSI3U C OTCYTCTBUEM
JIy4eBOH HArPy3KHM)®
[Ipu BBIsIBIEHUHN
WILEMHUH TIPU CTPecc-
TecTe — MoKa3aHa

KOpOHapoaHruorpadus
VYposens 1V AHEBpPU3MEI, Ocmotp Kapauosora 2 JnutensHas HUcknrounts
(coxpaHsrolmecst | COXpaHsIOUIMECs B IEpHOJIEe | pa3a B TOJ C Tepanus KOHTaKTHBIE U
aHEBPU3MBI PEKOHBANECHEHIIUU WU npoBeneHueM Oxo-KI'u | #anetwicanuuy | TpaBMaTHYHBIE
KOPOHApHBIX no3nHee, paccmarpuBaemele | OKIT; JIOBOM AKTUBHBIE UIPHI.
aprepuit) kak ocnoxuernus CK. EsxeromHo - ctpecc-Tect; | kucinotor**,y | OcBoOoxaeHue ot
I'mcTomaronornaecku UL BU3YaIH3aLUH MIAIIMEHTOB C ydJacTus B
MPOTPECCUPOBAHIE aHEBPHU3M KOPOHAPHBIX THTaHTCKUMH CTIIOPTHBHBIX
BOCHAJICHHUS BEIET K aprepuii — KT- mn aHEBpPH3MaMH COPEBHOBAHHMSIX.
MOBPEXKICHUIO BHYTpeHHeH | MPT-anrnorpadus WJI IpU 3aHsTHs B
3/1aCTUYECKON MeMOpaHHI, Onenka nep¢ys3un HaJINIUH CIIOPTHBHBIX
BBI3BIBas [TAHAHTUUT. MHOKap/a. Tpomba B CEKITHIX
Hapy»xHast u BHyTpeHHsA ITanuenTam, UMEBIIMM B | KOPOHapHOH 3aIPEILEHEI.
MeMOpaHsI OCTpOi#i (ha3e aHEBPU3MBI | apTEpPHH - B ITanuenTam ¢
(parMeHTUpOBaHbBI U KOPOHApHBIX apTepuii ¢ KOMOWHAIIUU C | TUTAaHTCKUMU
pa3pylIeHBl apTepHaIbHBIM | OOJBIINM BHYTPEHHUM AQHTUKOArylIsHT | aHEeBpU3MaMHU
JIaBJICHUEM C JIaMETpoM - aMH: TIOBCETHEBHAS
(hopMupOBaHHEM aHEBPHU3M. | CIHHTUTpadus Bapdapua** (uznaeckas
[TanueHT ¢ THTaHTCKUMH MHOKapAa ¢ Harpy3Kkon (menesoe Harpyska JoJDKHa
aHEBpU3MaMHU JOJDKEH OBITh | KaKIble 2-5 JeT ¢ sgayenne MHO | ObITh
TIIATEIHHO 00CIIEeI0BaH Ha MOMEHTA MOSBIICHUS 2.0-2.5) nmm JMMUTHPOBAHA.
IpeaMeT UILEMHUN WIIEMHAU MHOKap/a. HU3KOMOJIEKYIIS
MHOKap[a, TaKk KaK y TaKUX [TepBast anruorpadust Ha | pHbIHA
OoJIbHBIX HIIeMUsl MUOKapaa | 6-12 mecsue ot Havana remapun™*
MOJKET Pa3BUBATHCS JaXKe 3a00/1eBaHUS HIIH (uenesoe
MIPY OTCYTCTBHM 3HAUMMBIX | MO3[HEE IO MOKAa3aHUAM | 3HAUCHHE
CTEHOTUYECKUX U3MEHEHUH IloBTOpHAs YPOBHSI aHTH-
B apTEpPHUsIX. anruorpadusi- eciu Xa daxTopa:
HEWMHBAa3UBHEIE TECTEHIL, 0.5-1.0 Ea/m).
KJIMHUYECKHE WIIH Aopro-
71a00paTOpHBIE TaHHBIE KOpOHapHOe
MPEATOIaraoT HIIEMHIO; | IIyHTHPOBaHNE
JIOTIOJTHUTENBHO MOJeET OBITh
MOBTOPHUTH MOKa3aHO
aHTHOTPa(UIO €CITU €CTh | MAIlUeHTaM C
MOKa3aHMs TUTaHTCKUMU
aHeBpU3MaMH,
He
COIIPOBOXKAAIO
IUMUCS
3HAYMMBIMU
CTEHO3aMHU IIpH
HaJINYUH
HIIEMUN
MHUOKapAa.
YposennVa OKKJITI03HsT TPOMOOM [Toxxuznennoe IIponomxurens | Uckmouutb
(creHos AQHEBPU3M KOPOHAPHBIX HabmroieHue Has Tepanus KOHTaKTHBIC U
KOpOHapHOU apTepHil cpeHero uiu KapJiMoJiora o aleTUJICAIUIIWI | TpaBMaTUYHbIE
aprepuu 0e3 THUTAHTCKOTO pa3Mepa MOTYT | WHAWBUAYAJIBHOW CXeMe | OBOW KMCIIOTOH | BHIBI CTIOpTA.
MIPU3HAKOB pa3BUBaTHCSA Ha (1 pa3 B 3-6 mecs1eB). B HU3KHX 703ax. | OcBoOOXAEHNE OT
HAIIEMHAN OTHOCHUTEJIBHO PAaHHUX IIpoomstcsa: Oxo-KI' u IIpumenenue y4acTus B
MHOKap/a) cTanusax 6ome3Hn. Moxer OKT, B ToM uncie, OKI' | #HUTpaTOB 111 | CHIOPTHBHBIX
MPOSIBUTHCS BHE3AMHOM ¢ puznueckor MIPEJOTBPALIEH | COPEBHOBAHMSIX.
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YposensV
(obcTpyKitust
KOpPOHapHOU
apTepun)

CMEPTBIO MALUCHTA, OHAKO
y 2/3 manueHTOoB OKKIIO3UN
aCHUMITOMATHYHBIL. Y
MAIIMEHTOB YMEHBIACTCS
WIIEMUS MAOKapaa
BCJIEJICTBHE PEeKaHAIN3AIINI
cocya wiu
KOJIIATEPaTHHOTO

KPOBOTOKA MOCJIC OKKJIFO3UH.

PasBurtue/mporpeccupoBanu
€ PEerHOHAIBHOTO CTCHO3a B
OTJAJICHHOM TIEPHOJIC Yallle
MPOUCXOJIUT B JICBOI
KOpPOHapHOHM apTepHH, 4YeM B
npaBoil. Hanbonee gacro: B
MPOKCUMABLHBIX CETMEHTAX
B TJIABHOM CTBOJIC JIEBOH
nepenHed Hucxoasauiei
aprepun. Yem OoibIire
aHeBpI/ISMa, TEM BBIIIIC pI/ICK
MPOTPECCUPOBAHHUS 10
CTEHO03a/0KKIIIO3UH.
CTeHO3bI MOTYT
paSBI/IBaTI)CSI B OTOAAJICHHOM
Tepuo/Ie.

Harpy3Ko;
CoOoTBeTCTBYIONIHE
METO/IbI BU3YaIH3aLUH
(ITpoBenenue
KOpOHapoaHTHorpadun
PEKOMEHAYETCS IS
BBIPAOOTKH TaKTHKH
Teparuu; pacCMOTPETh
BO3MOXXHOCTb
MIEpUONYECKON
BU3yaN3allii aHEBPU3M
KOPOHapHBIX apTepuii ¢
nomotrsio KT- unu
MPT-anrnorpaduu c
LEITBEO
MOHHTOPHPOBAHUS)

Usl IPUCTYTIOB
HILEMUH.
Jleuenue
cepleyHOn
HEJOCTaTOYHOC
TH: #OJIOKaTOPHI
KaJIbLIUEBBIX
KaHaJoB, #0eTa-
a/IpeHo0JIOKaTO
pr7
HHTUOUTOPBI
AQHTHOTEH3UH-
MIPEBPAIOILETO
(depmenTa,
OIoKaTOPEI
penenTopa
AQHTMOTCH3MHA
I1* (cm. KP mo

3auarusa B
CIOPTHUBHBIX
CEKIIUAX
3aMpeIeHsbI.
OOBSICHUTH
MaIueHTy
Ba)KHOCTP U
HEOOXOAUMOCTD
COOIIIOIEHUS
pexuMa
Ha3HA4YECHHOM
TEpaIuu, OLICHUTh
MPUBEPIKCHHOCTh
K JIEYEHHIO,
pacckasartp 0
CHMIITOMAX,
KOTOPBIE MOTYT Y
HEro BO3HUKHYTb,

QUAaTHOCTHKE U | a Takke O
JICUCHUIO JIETeN | MeHCTBUSX,
C XpOHMYECKOH | KOTOpbIE OH
cepAe4HOn JIOJKEH
HEI0OCTaTOYHOC | MPEANPHHATH B
TBIO) cllydae pa3BUTHS
HIIEMUH.
CwMm. IToBcenneBHast
peKoMeHIanuu | pu3mueckas
U ypoBHA Va. | Harpyska JoJDKHA
Paccmotpets OBITH
BO3MOKHOCTB JMMHTUPOBAHA.
TIPOBEACHUS 3ampemnrarorcs
aopTo- 3aHATHS B
KOPOHAPHOTO CIIOPTHBHBIX
IIYHTHPOBAHHUS | CEKIMSIX. Y POBEHb
WM OaJUIOHHOH | (hu3MuecKoii
AQHTUOIUIACTUKN | HAarpy3KH
KOpOHapHOMU BEIOMpaeTCs Ha
apTepuu OCHOBaHUHU
(mepkyTaHHas JTAHHBIX TECTOB C
TpaHCIIOMHHAN | (pu3mIecKoit
bHas HATPY3KOU U
KOpOHapHas OIICHKH TSDKECTH
AQHTUOIUIACTHKA | WIIEMHH
(IITKA)) ecu MUOKapJa.
10 JaHHBIM PazbsicHuTh
OKT ¢ MaIUeHTy
¢busnyeckoii Ba)KHOCTb
Harpy3Kol Wi | JIeKapCTBEHHOM
cTpecc- Teparnuu.
MUOKapAUOCLU
HTUrpadun
BBISBIISICTCS
HIIeMHUs
MHOKap/a.

# llpumenenue mnpenapara y nereit off label — B cooTrBercTBUM C mMOKa3aTensiMu
(XapakTepHCTHKaMHu), HE YKa3aHHBIMA B WHCTPYKIMHM 1o ero mnpumeHenuto (off-label),
OCYIIECTBIISIETCS [0 pELIEHUI0 BpadyeOHOM KOMHUCCHMM TIpPU YCJIOBUU TOAMNHCAHHOTO
UH(POPMHUPOBAHHOTO JA0OpPOBONBHOrO cornacusi (cormacHo @3 Ne323-03 or 21.11.2011r. ¢
WU3MEHEHUSIMH).
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1

Ox0-KI', B Tom wumcne, crpecc-Oxo-KI, cTpecc-MuokapanoCHMHTUTpadUS,
CEJIEKTUBHAsl KOpPOHapoaHruorpagdus, BHYTPUCOCYAUCTOE YIbTPAa3BYKOBOE HCCIIEIOBaHUE,
MPT, MPT — anruorpadusi, MyJabTHCIIUPaTIbHAS KOMIIBIOTEpHAst TOMOTpadusi.
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