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A.WN. Aanbik, o.m.H., npodeccop, C.P. 360poBckuit, [loHeukuin HAUMOHANbHBIA MEAUUMHCKMIA YHUBEPcUTeT UM. M. [opbkoro

bonesub Kasacaku

KoHceHcycHas koHdepeHuus, npowepwas B r. Yanen Xunn, onpegensier 6onesxb Kasacaku (BK) kak «apTrepumrt KpynHbix,
CPEeAHNX N MEJIKUX apTepui, AcCOLMMPYEMbIA C MOPAXXEHUEM KOXXU, CIM3UCTLIX U numdarnyeckux ysnos. B naronormyeckuin
npouecc BOBMEKAIOTCS KOPOHAPHbBIE APTePUM, TAKXKE MOTyT 6biTb BOBJIeUEHbI AOPTA U BeHbl. O6bIYHO HAGNIOAGETCS Y AeTel».,
Mo onpepaenenmio T. Kawasaki, BK — «ocTpbiit pebpusnbHbIil MybTUCMCTEMHbBIN BACKYAUT HEU3BECTHOM 3TUOJIOTUMN,
Ha6noaaoLWUiica NPEUMYLLLECTBEHHO Y AieTeil mnapwe 5 net. 3T0 YHUKASbHbIA KIMHUYECKUIA CMUMMTOMOKOMIJIEKC,
XAPAKTEPU3YIOLMIACA NEPCUCTMPYIOLLLEN BbICOKOW JIMXOPUAKOW, UHbELIMPOBAHUEM KOHbIOHKTUB, MOPCKEHUEM CIM3UCTOM pTa
M MNOTKK, CTOMN, a TAK)XKe WeiHoW numdoageHonaruen».,

3IIlI!]BMlIlllII]2IHI, Jmuonozgug u namozeHes

BK — HaOGmiomaeTcsi BO BCeX pacoBBIX
1 3THUYECKMX TPYIIIAX y JeTeil ImpenMmy-
niecTBeHHO muamiie 5 jet (85% ciydaes),
a MUK 3a00JIeBacMOCTH IIPUXOAUTCS Ha
IByxJIeTHUIT Bo3pacT. YacTora 3aboseBa-
HMS CYLIECTBEHHO pa3inyaeTcsl B pa3HbIX
peTroHax MUpa, COCTABIISIA Y IeTei MITaz-
we 5 aet Tpu ciaydas Ha 100 ThIc. yeroBek
B FOxxHOI1 AMepuke u nocturas 134 ciydast
Ha 100 Teic. yenoBek B Amonun. [Mpumep-
HO C OIMHAKOBOM 4acTOTOM OOJIEIOT JMLA
oboero mnosia. B mociaenHue nBa aecstuiie-
THS OTMEYaeTCs OTUYETIMBOE HapacTaHUe
pacnpoctpaHeHHOcTH BK.

Otnonorust BK ocraercss Hem3BecTHOIA.
IIpennonaraercs onpeaenaeHHas pojib 0aK-
TepUANbHBIX W BUPYCHBIX MHMEKIMNi
(B 4yaCTHOCTH, alleHOBHUPYCHOM M cKapJia-
TUHO3HOI1) B pa3BUTHH 3a00JIeBaHMS.

Kaxk u B cirygae ¢ IpyruMu CUCTEMHBIMU
BaCKYJIMTaMHM, [ICHTPaJIbHAs POJIb B Pa3BU-
i BK oTBOIMTCS UMMYHHBIM MEXaHU3-
MaM. Y 6oabHbIX BK Habmomaercs moBbl-
IIEHHAasI aKTUBHOCTbh UMMYHHOI CHCTEMBI,
a B OCTpoii (paze 3a00yieBaHUS BBISIBIISIIOT-
Cs BBICOKHME YPOBHM ITPOBOCITAIUTETBHBIX
LINTOKMHOB ¥ XEMOKMHOB, BKJII0Yas (pax-
TOP HEKPO3a OIYXOJIN O, THTePJICUKUHHI 1,
6 u 8. BaxHOoe MecTO B COCYINCTOM IO-
BPEXICHUU OTBOJUTCS aKTMBUPOBAHHBIM
MOHOIIMTaM/MaKpodaraM, BBISBISIEMbIM
B cocynuctoii cteHke. I[Ipu BK Habmona-
I0TCSI TUPKYJIHUPYIOLINE aHTUTEIA TIPOTUB
HIUTOKWH-UHAYINPOBAHHBIX JSHIOTEIH-
aJTbHBIX aHTUTEHOB, UYTO CBMICTEILCTBYET
0 reHepalry UMMYHHOTO OTBEeTa Ha maTo-
JIOTMYECKN CTUMYJIMPOBAHHBINA COCYIHC-
TBIIA DHIOOTENUI. DTOT MATOJOTHMYECKUI
MMMYHHBII OTBET BKJIIOUaeT (PYHKIIUO-
HaJIbHBIE HapYIICHUS SHIOTEIUaTbHBIX
TPOMOOTUYECKUX CBOMCTB, MHIYKIINIO
JIEHKOITUTAPHBIX MOJIEKYJT aAT€3UU 1 XEMO-
TaKCUYEeCKUX (HaKToOpoB. DTU (DaKTOpbI
BBI3BIBAIOT TIPUTOK BOCTIANIUTEIBHBIX KIIe-
TOK B MEIHNH C TTOCJICAYIOIINM ITOBPEXKIE-
HHMEM COCYOWCTOM CTEHKH, TpeApacIioa-
raloimM K (popMHpPOBaHUIO apTepHalib-
HBIX aHEBPU3M.

Mlll][lll]lll]ZII'IEI:Killl KapmuHa

Psnm aBTOpPOB BBIICNAIOT IIECTh Xapak-
TepHbIX 111 BK n3MeHeHuii B aprepuonax:

— BHAOTeNUAaIbHAs JereHepalus 1 yBe-
JINYEHNE COCYIUCTON MPOHULIAEMOCTH;

— OTEK U JieTeHepalus MeInu;

— HEKPOTU3HUPYIOIINI TaHAPTEPUUT,

— (bopMupoBaHUE TPaHYIIEM;

— (hopMUpOBaHUE pyOILIOBOI TKAHMU;

— (hopMUPOBAHUE aHEBPU3M.

BocnanutenbHble M3MEHEHHUSI Takxke
pPa3BUBAIOTCS B BEHAX U BKJIIOYAIOT MHOXE-
CTBEHHBIII TPOMOOMIEOUT MENKMX BEH.
B BeHax cpemHero KaamOpa BBISBIISIETCS
OTeK MeAUU 1 TuMboLnTapHas MHPUIBT-
pauus. IloBpexaeHHe 3HAOTEIMATbHBIX
KJIETOK WHAYLMPYET arperauui TpoMOo-
LIUTOB U CITOCOOCTBYET pa3BUTHIO TPOMOO-
reHe3a B TIOPaXeHHBIX y9acTKax.

DKCTpaBacKyISIpHBIE TTOPAXKEHUS BKITIO-
YalOT WHTCPCTUIMAIBHBIA MUOKApIUT
C YMEpPEeHHBIM HEKpPO30M, IepUKapIUT,
SHIOKAPAUT W TOpaXeHHUe MPOBOASIIEH
cuctembl cepaua. Yacro HabaomaroTcs
XOJIELIMUCTUT, XOJIAHTUT, TaHKPEaTUT, Me-
HUHTUT, JTuMdaneHuT. [laTomormuyeckue
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M3MEHEHUST Pa3BUBAIOTCS B JIETKUX, OpPOH-
Xax, celle3eHKe, TUMYCe, ITPOCTaTe, KUPO-
BOW TKAHM, MBIIIIIIAX.

IIpn BK nHaGmogaeTcss mpeumyliecT-
BEHHOE MOpaXkeHUe KOPOHAPHBIX apTePUid.
Pannue Mopdosornyeckue M3MEeHECHUS
COCYIIMCTOM CTEHKM BKJIIOYAIOT CYO3HIO-
TeIVANBHYI0 aKKyMYJISIIMIO MOHOHYKIIE-
apHBIX KJIeToK. [1o Mepe mporpeccupoBa-
HMSI BOCHAJCHUS B COCYIMCTON CTEHKE
TaKXe BbUIBISIOTCS IgA-cekpeTupyroinye
I1a3MaTUIeCKre KJeTKU. MToroM aTmx
MIPOIIECCOB SIBIIAETCS AECTPYKIUST MEINH
n (GopMHUpOBaHWE aHEBPM3M. BwIcokas
KOHIIEHTpAIIKS B IJIa3Me MaTPUKCHBIX Me-
TaJJIONPOTENHA3 U HAJTMUKE UX B COCYAMC-
TOW CTeHKe CBMICTEJIbCTBYIOT 00 ydacTUU
STUX SH3MMOB B IOBPEXKICHUHM COCYIOB.
[Mpu ayrorcusix B apTepuojax Habona-
FOTCS TPOMOBI, MMOMHTUMAJTbHAS TIPOJIH-
(epanst 1 yTodeHne UHTUMBI, a TaKKe
HUCTOHUYeHUE U Pudpo3 meauun. B kopoHap-
HbIX MMKPOCOCYIaX UMEET MECTO aKKyMy-
JISIUUST 203MHOMUIIOB.

Kpumepuu guaznocmuku BK

B 1984 roay SMOHCKUMM CcrieLIMaIACTa-
MU TIPEUIOXKEHbl KPUTEPUU AUATHOCTUKU
BK, kotopsie B 2006 I. OBIIM TIEpeCMOTpE-
Hbl EBponeiickoii nuroii 60pb0ObI ¢ peBMa-
tusmoM (European League against Rheu-
matism — EULAR) u Esporreiickum mienm-
aTPUYECKUM PEBMATOJIOTMYECKUM O0O0IIIe-
ctBoM (Pediatric Rheumatology European
Society — PReS).

JIvxopanxa nepcHUCcTUpYIOIIas 0 MeHb-
el Mepe B TedeHue S5 qHei (00si3aTesb-
HBII KPUTEPHIA) TUTIOC JIIO00 13 HIKeTIe-
PEYNCICHHBIX TTPU3HAKOB:

— U3MEHEeHMs] Ha mepudepurd KOHeu-
HOCTe#l 1in B 00,1aCTH MTPOMEXHOCTH;

— noauMopdHasi 9K3aHTeMa;

— OunaTtepajibHOE WHBELIMPOBAaHNE
KOHBIOHKTHBHI,

— M3MEHEHUSs I'y0 1 CIIM3UCTOMN POTOBOI
TOJIOCTH: MHBEIIMPOBAHUE CIM3UCTOM pTa
U (papuHreanbHoit 00JacTu;

— meitHast TuMdoaneHoIaTHs.

Knunuyeckas kapmuxa

T. Kawasaki BbiienseT 1IecTh BEAyIINX
cumnTomMoB, npucyimx bK:

— JIuxopazka, mepcucTUpyloias B Teue-
HUe 5 nHel u boee.

— HW3MeHeHus: Ha mepudepun KoHeu-
HOCTEH: HavajabHas CTaAMs — ITOKpacHe-
HHE JIAMOHEW M ITOOOIIB, MHAYPATUBHBIA
otek. Ctamus KOHBaJECLIEHIIUU — MeMO-
paHO3Has JecKBaMallusl KOXU MoaylIeyex
TaJIbLIeB.

— IMonumopdHas sK3aHTeMa.

— bBunmarepanbHOe WHBEIHMPOBAHME
KOHBIOHKTHUBHI.

— MWsmeHenue ry0, CAuM3KUCTON pTa
1 TJIOTKM — TTIOKPaCHEHUE TY0, MaTMHOBBIM
SI3bIK, OUdby3HOE MHBELUPOBAHUE CIIH-
3UCTOI pTa U TJIOTKMU.

— Ocrtpast HerHoitHas 1IeitHas TuMdo-
aJIeHOIIaTHsI.

JIuxopanka. [Insg BK xapakrepHa BbIcO-
Kas quxopanka (38-40°C) mpoaomKuTeib-
HOCTbIO 5 nHeilr u Oojnee (3-4 Hemenu,
CpPeNHsIsl TPOJOJIKUTELHOCTh  OKOJIO
10 mHeit) y HemevyeHbIX OOMbHBIX. JImxo-
pamKa HOCUT PEMUTTUPYIOIINI XapakTep.
AHTUOMOTUKM U  KapOIOHMXAaIOII1e

npernapaTsl He 0Ka3bIBaloT 2 dekra. BHy-
TPUBEHHOE BBEICHME WMMMYHOITIOOYIMHA
OKa3bIBaeT KapoIOHMXKAoIIIee AeiCTBHE.

HubenupoBaHne KOHbIOHKTHBBI — YHU-
KanpHblii cumntom BK. bunarepaibHoe
WHBELIMPOBAHNE KOHBIOHKTHUBBI, 00YCIIOB-
JIECHHOE BacKyJUTOM OyJab0apHbIX apTe-
puii, pa3BuUBaeTCSI B TeueHUe 2-3 IHeEN
IIOC/Ie HavaJsa JIMXOPaIKyd U OOBIYHO TIep-
cuctupyet 1-2 Hen y OONIbHBIX, HE MOJTyva-
IOIIMX BHYTPMBEHHbIE MMMYHOIJI00YIM-
Hbl. POpMHUpPOBAaHKE 3B POTOBUIILI HeXa-
pakTepHo.

[MopaxxeHne CAM3UCTON PTa W TJIOTKHU
BKJIIOYAET CyXOCTb, TPEIIMHBI, MAJTUHOBHII
SI3bIK U AU PY3HYIO KPAaCHOTY BCEH CIM3MC-
TOM, TOSIBJIAIONIMECS B TeYeHue 2-3 NHei
rocjie Havajia 3a0osieBaHusl. DTU CUMIITO-
MbI OOBIYHO MCYE3aI0T B TeUeHUE OIHOM He-
Jenu (3a UCKIIIOYEHNEM KPacHOTHI Ty0, KO-
Topas mepcuctupyetr 3-4 Hen). Ilpm atom
Mmy3bIpbKU, adpThl He pa3BuBatoTcs. s BK
XapakTepeH BMJ JMIIAa C KPacHOTOW ryd
M TJ1a3, TTOJYYMBIINI Ha3BaHME «JIWIO 06O-
ne3nu KaBacaku».

DputeMaTo3HasI CHIITh Pa3BUBACTCS B Te-
YeHUe 5 IHe#l Iociie Havaja JIMXOPaaKu
U XapaKTepu3yeTcsl MHOTOIPaHHOCTHIO
dopM: ypTuKapHas 3K3aHTeMa ¢ OOJbIIU-
MM 3PHUTEMATO3HBIMU OJISIIIKAMU, MaKpo-
rmamyJie3Has Chlllb, CKapjaTUHO(OpMHas
sputpoaepMma. CHIITb JOKAIM3yeTCs Ha Ty-
JIOBUIIE U KOHEUHOCTSIX. [1y3pIpu 1 Be3u-
KYJIBl HE XapaKTepHbI, HO MaJeHbKHE ITyC-
TYJIbl MOTYT OBITH MPEACTaBICHBI Ha KOJie-
HSIX, JIOKTSIX ¥ JIOIbIKKAX.

[MopaxkeHne KMCTEI W CTOIT XapaKTePHO
nnsg BK u HaGmomaeTcst mpuOIU3UTEIbHO
y 90% GoabHbIX. Yepe3 3-4 qHs mociie Ha-
yaja JUXOpaaKu pa3BuBaeTcsl AuddysHas
MHIypalus U OTeK KuUcTeit u crom. B aTo
JKe BpeMsI JIAIOHU 1 TTOIOIIIBBI CTAHOBSITCST
sputemaTo3HbiMu. Yepes 10-15 nHeil Ha-
OmomaeTcs JecKBaMaIlisl KOXXM, HauyWHa-
JOIIAsACs ¢ KOHYMKOB ITajIblieB PYK U HOL
JeckBamaliust KOXU — OIWH U3 TpeX Hau-
OoJiee xapakTepHbIx cuMIToMOB BK.

LepBukanbHas naum@oaneHonaTus Ha-
omogaercs y 50-70% 6GoabHbix ¢ BK.
ITpu 3TOM KaK MMHMUMYM OIMH U3 JIUM(PO-
y3JI0B TIpeBHIIaeT 1,5 ¢cM B gumaMmeTpe.
ITnotHble MMM@OY3aBI MOTYT OBITH OMIIA-
TepaJIbHBIMU WJIW YHUJIATEPATIbHBIMU.

Hpyrue cumnromsl BK. Hapsiny ¢ onu-
CaHHBIMM BBIIIe cuMmIToMamu Tmpu BK
pa3BUBAIOTCS MTOPAXXCHUS Pa3IMUHBIX Op-
TaHOB U CHCTEM, BKJIIOYAIOIINE HEKATIbKY-
JIE3HBIN XOJICLIMCTUT, apTPUThI/apTPAITUH,
MEHUHTIUT, UIIEMUIO TTepudepruIecKrx ap-
TEpUil.

KapauoBackyasipubie oclioxknenus. Kap-
IUOBACKYJIIPHBIC OCJIOXHEHMS — Hambo-
Jiee cepbe3Hasl KIMHUYeCKass Ipobiema
BK; BkitoualoT MileMuio MMOKapaa, BHe-
3aIIHYI0 CMEPTh, MUOKAPAMTHI, MepuKap-
JIUTBI, SHIOKAPINTEI.

VY 20-25% HeseueHbIX GOJBHBIX Pa3BU-
BafOTCA OWIATAlldsl M aHEBPU3MBI KOPO-
HapHBIX apTepuii. bonee yem B mojoBuHE
cyyaeB HaOJIomaeTcsl Auiatanus Kopo-
HapHBIX apTepuil, mpexonsiias U perpec-
cupytouiasi B reueHue 3-5 Hea. [Tpubausu-
TenbHO y 15% OGONBHBIX pPa3BUBAIOTCS
aHEeBPU3MbI KOPOHAPHEIX apTepHii, TOCTH-
ralomue B CAUHUYHBIX CIydasx 8§ MM
B OuaMeTpe. BOJBIIMHCTBO JeTalbHbIX
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A.WN. Aapbik

HMCXOJ0B, HabOIogaeMbIX depe3 2-12 Hen
rocJse Havaia 3abosieBaHus, 00YCIOBIEHbI
TPOMOOTUYECKOIN OKKIIIO3Meil KOpoHap-
HBIX aHEBPM3M, BEOYIIMX K WHQAPKTY
MMOKapJa, OCTAHOBKE CepIlia BCICACTBUE
apUTMUI, WIK Pa3pbeIBOM (PeIKo) KOopo-
HapHBIX aHEBPU3M.

Yepes 6-18 Mec MpUMeEpHO Y MTOJIOBUHBI
OOJIbHBIX HabmromaeTcsl paspelieHue (pe-
Tpeccust) aHEBPU3M, a Y OCTAIBHBIX — TIep-
CHCTCHIIMS C OIMMCAHHBIMU BHIIIE OCIIOX-
HEHUSIMH.

B penkux cinydasx (mpuOIM3UTEIbHO
y 2%) pa3BUBalOTCS aHEBPU3MbI B Tieprde-
PUYECKHX U TTOYEUHBIX apTepUsIX.

NaGopamopHbie ganhbie

JlabopaTopHble naHHBIE, HAOJI0JaeMble
npu bK, HecrietmduunHbl. B 6onbmmnHcTBe
cJlyJyaeB MMeeT MECTO YMEPEHHBIN U BbI-
PaXEHHBIN JIGUKOLUTO3 CO CABUIOM JIeH-
KoIIMTapHOU (opMyNBl BlleBO. B Hauaie
JINXOPAIKN BBISBISIOTCS OCTPO(a30BEIC
peakuny — ToBbIIeHNe ypoBHeil COD un
C-peakTUBHOIO OesiKa, MepCUCTUPYIOIINE
B TeueHHe 4-6 Hel. YpOBeHb TPOMOOLIUTOB
HauyWHAeT TOBBIIIATLCS Yepe3 HEeAeTio OT
HauaJia 3a00JIeBaHUS 1 TOCTUTACT BEICOKUX
3HayeHuit — g0 800 Thic. B MM> U BBbILIE.
B Teuenme mepBoil Hemenu 3a00JICBaHUS
BBISIBIIIETCSI CTEPUMIIbHASI TTUYPUSI. Y MHO-
rux 6onbHbeIX BK Habm0gaeTcs runepkoa-
TYJISTIINST.

Ha BDKI B yacTu ciiyyaeB perucTpupyet-
¢ yIauHeHWe MHTepBana PQ, cHIKeHUe
BOJIBTaXKa 3yOII0B R, mempeccust cermeHTa
ST, aKCTPacUCTOJIBI.

ITpu xopoHaporpacdunr 00HapyXUBAIOTCS
aHEBPU3MBI KOPOHAPHBIX apTepwii, cyxke-
HME U 0OCTPYKIIMS UX TIPOCBETA.

PenTrenomornyeckne MpU3HAKKA ITOpa-
KeHUs Jerkux orMmedvatorcs y 10-15%
OOJIBHBIX M pa3BUBAIOTCSI B TeUYEHUE
10 nHeit oT Havana 3abosieBaHusi. OHU
BKJTIOUAIOT CETUYATHIN XapaKTep JIETOUHOTO
PUCYHKA C MEJIKUMU Y3eIKaMU, aTeJieKTa-
36 W/WIKM TIPU3HAKA 3KCCYIaTUBHOTO
IJICBPUTA.

Nleyebnas makmuka u npozHo3

bonbHbiM BK B ocTpoii daze 3aboneBa-
HMSI TIOKa3aHO TIPUMEHEHNEe OHOKPATHON
O3Bl (2 MT/KT Macchl TeJla) UMMYHOTJIO0Y-
JIMHA TIyTeM BHYTPHMBEHHOW WHMY3UHU.
[Ipu mepcucTeHIIMU CUMIITOMOB TTPOLIETY-
Py pekoMeHIyeTcst MoBTOpUTh. MMMyHO-
[JIOOYJIMHBI CJIEAYeT TIPUMEHSATh B KOMOM-
HallUM C aleTUJICATUIIMIOBOIM KUCIOTON
(30-60 mr/kr) B Teuenue 10 gHeit. B mocie-
NYIOIIEM TI0Ka3aHO CHYKEHUE O3Bl alle-
TUJICATUIIIIOBOM KUCTOTHI. B citydasix pe-
3MCTEHTHOCTH K UMMYHOTJIOOYJIUHY peKo-
MEHJIyeTCsI TJTIOKOKOPTUKOUIHAS TepaITvsl.

Mpubmsutensio y 50% 6ompHbx BK
HaOJTI01aeTCs perpeccust KOpOHAPHBIX aHe-
Bpu3M. OHAKO TIPU KPYITHBIX aHEBPU3MaXx
(bosee 8 MM B TuaMeTpe) HE HACTyMaeT UX
paspellieHue, B CBSI3U C YeM UMEET MeCTO
BBICOKMI PUCK Pa3BUTHSI KOPOHApPHOTO
Tpom003a 1 MHdapKTa MUOKapaa.

Jletanbnocts mpu BbK nHuzkas (0,1-
0,2%) n NpeuMylleCTBEHHO O0YyC/IOBIEeHA
nH(papKTOM MHOKapa. @_
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