FOBeHuIbHBIE (DOPMBI
CUCTEMHBIX BaCKYJIUTOB

Kadenpa nennarpuu PY/IH



Onpenesenue 3a00/1eBaHUA

0 CucrtemMHble Backynutbl (CB) — reteporeHHas
rpynna 3abornesaHn, OCHOBHbIM
MOPMOIIorM4eckUmM nNPrU3HaKom KOTOPbIX
ABNAETCS BOcnarieHMe cCocyancTton CTEHKN.

1 ObbeanHaeT CB nepBUYHbIN OEeCTPYKTUBHO-
nponudepaTUBHbIN XapaKkTep NnopaxeHus
CTEHKM COCYOO0B.

1 KnnHnyeckune nposiBNeHNs BaCKyNIMTOB 3aBUCAT
OT TUMa, pasMmepa 1 nokanuaalum nopaxxeHHbIx
COCY[OB, a TakKe OT aKTUBHOCTU CUCTEMHOIO
BOCManeHus.



MoguduuupoBanHas KjiaaccupuKanusad BACKYJIUTOB Y JeTeH
(EBpomneiickoe 001ecTBo JeTcKuX peBMaToJioroB (PReS) u EBponeiickasi iura no
npodaemam pesmarusma (EULAR) B 2006 1.

. Backynutbl npenmyLLeCcTBEHHO KPYNHbIX COCyAOB
Aptepunt Takaacy (Hecneundunyeckum aopToapTepunT)

Il. BacKkynuTbl npenmyLLecTBeHHO CpeaHUX apTepun
Y3€ernkoBbI NoNMapTepunT y AeTeun
KOXXHbIW nonnaptTepunt
bonesHb KaBacaku

I1l. BackynuTbl npenmMyLiecTBeHHO MeJIKUX CocyaoB
A. 'paHynemaTo3Hble
[ paHynemaros c nonuaHrumtTom (BereHepa)
OQ03MHOPUIBHBIN rpaHyriemMaTtos ¢ nonmaHrumTom (HYepoxa-
CTtpoc)




MonuduuupoBanHas KjiaccupuKanusa BaCKyJIUTOB Y JeTeH
(EBpomneiickoe 001ecTBo JeTcKuX peBMaToJioroB (PReS) u EBponeiickasi iura no
npodaemam pesmarusma (EULAR) B 2006 1.

I1l. Backynutbl npenMmyLiecTBeHHO MeJIKUX cocyaoB
b. HerpaHynemaTo3Hble
MunKpockonn4eckum nonnaHrmnT
IgA- accouMmnMpoBaHHbIU BAaCKYNUT (remopparn4eckuu BacKymnuT,
nypnypa LLleHnenHa- NleHoxa)
I3onnpoBaHHbIe KOXHble NenkoniacTnyeckne BacKyrmThbl
[ MNoKoMMNNeMeHTEMUYECKUN YPTUKAPHBLIN BaCKynuT

IV. ipyrme BacKynuTbl

bone3Hb bex4yeTa

BTOopu4iHble MHPEKUNOHHbIE BAaCKynuTbl (B TOM Yucne renatuT B
accouMmMpoBaHHbLIN Y3enKOBbIN NONTMAPTEPUUT), NPU ONyxonsx,
neKapcTBEHHbIE.

BackynuTbl, accounmpoBaHHble ¢ 60NEe3HAMM COeaANHNTENBHON
TKaHU

N3onmnpoBaHHbIe BaCKynuTbl LeHTPasibHOW HEPBHOU CUCTEMBI

Heknaccudgpunumnpyembie




BHI/I}]eMI/IOHOFI/IH CUCTEMHBIX BACKYJ/INUTOB
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4.
5.

ITHOJIOTUS CUCTEMHBIX BaCKYJIUTOB

3aboneBaHne NonnMaTNoNorM4yeckoe, XxapakTepmnsyeTcs passnuTnem
rmnepeprm4eckon peakumm makpoopraHmsma ¢ UIaMeHeHHON
NMMMYHHOW peaKkTUBHOCTLIO

Bo3mMoOXHble aTuonornvyeckme pakropbl  (hakTopbl pUCKa:

. [eHeTn4yeckasa npeagpacnonoXeHHOCTb C arperaymen B CEMeNHOM

dHaMHe3e:

a. cocyaucTtbix 3abonesanun (I'b, BC, obnntepupytowmnm
9HO0APTEPUNT, BAPUKO3HOE pacCLLUNPEHNE BEH)

6. bonesHun pesmartunyeckoro kpyra (OPJ1, PA, CKBun T.4.)

. baktepnanbHblie nHPeKunn: cTtpenTokokk, MbT, 6oppenuu,

knebcuenna, xnaMmmanu, NepcuHUnN, carbMOHEN b

. BupycHble nHdekumn: Bupycol renatuta A, B u C, UMB, B4, Bupyc

dnwTtenHa — bappa, napsosupyc B19
BakunHaumsa
MegnkameHTo3Haa ceHembunusauus

6. Annepruyeckue peakumm

7.

Ouyarn XpoHU4ecKkon MHJEeKLNn



Ilarorenes CMCTEMHBIX BACKYJIUTOB

1 B natoreHese CB BeayLLyo porb UrpatoT UMMYHHbIE
MeXaHM3Mbl U HAPYLLEHUSI CUCTEMbI CBEPTbIBAHUS
KpOBW.

1 Ctpagaet rymoparnbHbI U KINTETOYHbIM UMMYHUTET C
pa3BUTUEM rMMNepUYyBCTBUTENBHOCTU, 06pa3oBaHNEM
LIK n opraHocneundgpunyeckmnx aytoAT (AT K
aHOoTtenuto) u AT K yutonnasme HEUTPOMPUNOB C
obpa3oBaHWEM rpaHyriem.

1 Pa3BuBaeTcs BHYTPUCOCYOUCTAaA rmnepKoaryndaun4.

1 IMMyHHOE BOocnaneHue cocyancTton CTEHKU COCyooB
Pa3nMYHOro Kannbpa c HapyLleHNEM KPOBOTOKa U
nwemMmen ydacTtka TKaHeW.



OO01ue nNpu3HaKu

0 KnnHunyeckune nposaBneHus: cybdedbpunnsHas
nnun pebpunbHasa nuxopaaka, apTpanrum,
noxygaHue, NnpusHaku nepmnepunyecknx u
BUCLIepalibHbIX COCYOUCTbIX HApYyLUEeHUN.

0 JlabopaTopHble CUMMNTOMbI: NTENKOLIUTOS,
yeennyeHne CO3 un CPb, aucnporenHemus




IIpuHuuns! Tepanuu CB

1 1. lNogaBneHne NMMYHHOroO BoCcnaneHus:
rnrokokopTmnkonabl (I'K), untoctatmkn.,

1 2. BbigaBneHue n yopaneHune aHTureHa:
BHYTPUBEHHbLIN UMMYHOrIooynuH (BBUIT) n
nnasmadoepes.

1 3. Koppekuusi remocTtasa: aHTUKoarynsHTbl,
aHTMarperaHTbl.

1 4. CvmMmnTomMaTtunyeckas Tepanun4.



I'emopparndyecknii Backyaurt (I'B)

(6bone3Hb LLeHnenHa -N'eHoxa, aHacdbnnakronaHas
nypnypa, annepruyeckas nypnypa,
remopparunyeckas nypnypa l'eHoxa,
KanunnapoTOKCUKO3) - BACKYIUT,
XapaKTepuayoLmnmncs HeTpomMboLIMTONEHNYECKON
nypnypou ¢ NnpenmMyLLeCcTBEHHOMN NoKkanunsaumen Ha
HUXXHUX KOHEYHOCTAX U OTNIOXKEHMEM IgA-0eno3UTOB B
MEenKMX cocygax (Kanmnnsapbl, BEHYNbl, apTepunons.l).

UHacToTa 3aboneBaHus coctaBndaeT 23—-25 Ha 10 ThiC.
Hacenexnnsa. 3aboneBatoT Yalle Mmanbydmkn (m:a=1,5:1)
B BO3pacTe 7-12 neT, NuK 5 ner.

Ce30HHOCTb: Yalle B XONOAHOEe BPeMs roga, Mexay
OKTSIOpeM 1 anpenem, 1 NoYTU y 2/3 NaLMEHTOB Yepes

HECKOJ1bKO HEeQES1b MNMOCIIe l/IHCbeKLI,l/II/I BEPXHUX
MeIYATAMNLULIY [AV/TAIA



tuosiorusa I'B

- UMMYHOKOMINEKCHOe 3aboneBaHne, Npu KOTOPOM
pa3BMBaETCS rmnepeprnyeckasa cocygucrtaqa peakums Ha
pasnnyHblie aKTopbl.

Tpurrepbi:

1BbakTepmanbHble MHDEKLNKN (CTPENTOKOKKOBbLIE - OCTPbIE U
XPOHMYeckue (kapuec 3yboB, CUHYCUT, TOH3UNNNT, adeHounabl U

T.0)

1 BupycHble nHdekuun: LIMB, sBupyc renatmutos B u C, BAY,
napsoBupyc B19, BOb

1 MNuweBble annepreHsl (MONOKO, anua, PpPyKTbl, 3eMNAHUKA,
3nakm n T.n.)

1 JlekapcTBa (HEKOTOpble aHTUOMOTUKK, TUA3Uab,
aLieTuncanuumunoBas KucroTa)

1 YKYCbl HACEKOMbIX
0 BakunHauus
1 HacneaocTtBeHHOCTb

1 Hecneundonueckmne doaktopbl: nepeoxnaxaeHue, n3dbiTodHas
MHCONALUMNSA, TPaBMbI.




ITaTorenes

lgA —0QVH N3 OCHOBHbIX OaKTOpOB naTtoreHesa [ B:

1 B ocHoBe natoreHe3a [ B - reHepanusoBaHHOE

MMMYHOKOMISIEKCHOE noBpexaeHme  cocyndos
MUKPOLIMPKYNATOPHOIO pycrna C  OTNOXEHUEM
rpaHynAaApHbIX  IgA-0eno3nToB U MocneayoLlen
aKTMBaLMEN CUCTEMbI KOMIMIIEMEHTA, reMmocTa3sa.

1 YXyglleHne peonornyecknx CBOWUCTB KpoBu: 1
arperauung TPOMOOLINTOB 7 SpPUTPOLMNTOB
—runepkoarynayms.

1 B cocygucton cCTeHKe BO3HMKAalOT acenTtudeckoe
BOCrManeHue, AecTpykumnsi, Toomb03 MMKPOCOCYOOB,
paspbiB  KanunnapoB, 4YTO  COMPOBOXAOAETCH
reMopparm4yeckmum CUHOPOMOM, npuBoasa K
NOABMNEHNIO KNMNHNYeCcKnx cumntomoB [ B



Omnoxenue IgA B cocymax nepmbl




Kiaaccupukanus I' B
Pabouyas knaccudpukauunsa, npuHaTtas B PO (AA.
MnbuH, 1984), BKNOYaeT crneayrLuime napameTpsbl:
1 ¢pasbl 6onesHn (aKkTUBHAasSA, CTUXaHUSA);

1 KNUHU4Yeckne popmbl (NpocTas, CMeLLlaHHas,
CMellaHHasa c nopa)xeHnem nodek);

1 KMMTMHUYECKME CUHAOPOMbI (KOXKHbIN, CYCTaBHOMU,
abagoMUuHanbHbLIN, MOYEUYHbIU);

1 cTeNeHb TAXKEeCTU (nerkag, cpenHeTAaXeras, TAXenasq);

1 XapaKTep Te4yeHund (0CTpoe, XpOHUYECKOoE,
peungmeBupyroLlee).



KinHn4veckasi kKapTuHa: KO:KHbII cuHapoM (100%)

Hauano octpoe. Temnepartypa tena cyodebpurnbHaga, pexe —
debpurnbHag

1Cbinb 0bunbHasA, Menkas, 2-5 MM B AWaMeTpe, NMMHENHas no
X0y COCYAOB, pacnoriokeHa CUMMETPUYHO, COMPOBOXOAETCSH
NNErkMm 3yomM, UMeeT TEHAEHLUMIO K CIIUSTHUIO U HEKPOTU3aLWMK,
HaNOMWHAET «LBET BUHHbIX MATEH» - «NacnopT 3aboneBaHns»

D|_|aI'IyJ'Ie3HO-FeMOppaFI/I‘—IeCKI/Ie BblICbllMaHUA, HE NCHe3alLlne rnpu
HadaBliMBaHUN, NMOABITAKOTCA BOJ'IHOO6pa3HO

1Jlokanusauns: pasrmbaTtenbHble MNOBEPXHOCTU KOHEYHOCTEWN
(Yawe HUMXXHME KOHEYHOCTU, Aroguubl C KOHLUEHTpaunen BOKpyr
CyCTaBOB)

IMoXkeT coveTaTbCHa C aHTIMOHEBPOTUYECKUM OTEKOM
1XapakTepeH opTocTaTU3M CbINn
1OcTaBnAeT NIUrMeHTauunto (remocnaepos), ncvesaet beccrieHo

1B TskenbIX criydasix CbinNb MOXET ObiTb CNMBHOW, Oynre3Houn c
HEKpO3aMn U N3bA3BIEHNSMU.

P FIAnI12TL IA ARAFRALIIZIZAFRNAIZATID AAAIrTiatLiIAAIZIZA LIA FAN AN LAT A C



KoXHbIE TIPOABICHUSA




KoxHBIE IDOSABIICHUS







AHTMOHEBPOTUYECKUM OTEK

Yauwle pacnonaraetcst Ha nuue (rybol, weku, obnactb rnas).
[losaBnAsCb Ha BOSTOCUCTOW YaCTU rofioBbl U rPYOHOU KIETKe, OTEYHbIE
obpasoBaHUs cONpoBOXAAaTCA 6onbl, 0cCOBEHHO NpK Nanbnauun.,
Bbipa)keHHbIM DOneBbIM CUHAPOMOM COMPOBOXAETCS NoKanmaauus
@TeKa Ha MOLLOHKe




Cbinb Npu remopparn4eckom BacKynuTe










CycraBHoii cuaapoMm (60-80%)

1 ApTpanrum unu obpatumbln apTpuUT

1 B ocHOBe pa3BuTNA cnHOpomMa — OTEK TKaHeWn BOKPYr
CYyCTaBOB

1 BoBnekarTca npenmMyLLeCcTBEHHO KpynHbIe CyCcTaBbl
(KONeHHble, TOJ1IEHOCTOMHbIE).

1 pybon gedopmaumm n aHKNT030B CYyCTaBOB
OObIYHO HE BO3HMKAaET

1 MoxeT conpoBoXxaaTbCA MoBbILLEHNEM
Temnepartypsbl

1 CoxpaHsaeTcs OT HECKONbKUX YacOoB [0 HECKOMNbKNX
OHEW.



A0OMUHANBHBINH cHHAPOM (60-68%)

1 ObycnoBneH oTEKOM 1 reMopparmsMmm B CTEHKY KULLIKN,
BpLIKENKY UMK OPIOLLNHY

1 Yalle nopaXkaetcs TOHKada K1LKa (HavYanbHble n
KOHEYHble OTAEnNbI)

1 bonwn B XXnBoTe MOryT NPeaLlecTBOBATL KOXKHOMY
cuHOpoMy Ha 1-14 gHen y 43% nauneHTOB.

1 YMepEHHbIE NN CUNbHbIE CXBAaTKOODOpa3HbIe 605 B
XUBOTE, NPUCTYMbl MOrYT MOBTOPATLCS MHOIOKpPaTHO B
Te4YyeHne OHA U ConpoBOXaaTbCs TOLLHOTOW, PBOTOW,
XUOKUM CTYNOM C MPUMECHIO KPOBMN.

1 Bo3amMmokHa nuxopanka HenpaBubHOMO TUMNa u
NMENKOUUNTO3

01 AnneHanunT, XOneuymncTuT, NaHKpeaTnT, XKenyao4Ho-
KneyHoe KpoBoTe4veHune, 4A3Bhl, I/IHd)apKTbI KNLLKW,

nepdopauns






IMoueunplii cunapoMm (25-60%)

1 [NopaxeHne novek y 73% 60nbHbIX BO3HUKAET B
TeYeHMe NepBbIX 4 HeAenb, Y 97% — B TedeHne 3-X
MecaueB rnocne gebrTa 3adbonesaHus.

1 B 6OSbLIMHCTBE CriyvyaeB NpoTeKkaeT
6eccMMnTOMHO, YTO ABMNAETCA OCHOBaAHMEM ON14
npoBedeHnsa obcriegoBaHns B TeYEHNE 6 MECSLIEB
nocrne nocriegHero ann3ona KoXHoro cMHgpoma
nnun gpyrmx nposasneHunun [ B

1 MukporemaTtypusa 6e3 npoTenHypum, Kak npaBuno,
npoTekaeT 40OpPOKaYeCTBEHHO.

1 HapacTtatowiasa npoTeNHypus, pasButue
HedpPoTUYEeCKOro cMHApPoMa U/mnmn noYe4Hom
HeaoCTaTOYHOCTWN OTPpaXKatoT TAXKenoe Te4eHne
3abonesaHug.



IMoueunplii cunapoMm (25-60%)

1Y 20% nauyneHToB C HEPPOTUYECKUM U
HePUTUYECKMM CUHOPOMOM pa3BUBaETCS
TEpMUHaNbHas noYyevyHasad HeJoCTaTO4YHOCTb;

1y 44-50% — apTepuanbHaa runepTeH3na nnum
XpoHM4Yeckasa noye4yHas bonesHo.

1 'mcTtonornyeckmn HePUT MAEHTUYEH IgA-
HedponaTun 1 BKNoYaeT oKanbHbIN
cermMeHTapHbIv nponudpepaTuBHLIN
rMoMepynoHedpPUT 1 ObICTPO NPOrpeccuUpyroLLLnNm
cepnoBUAHbIN IMOMepPYOHEPUT.



OcaoxxkHenus u nporuo3 I'B

NHBarnHaumg
Kniwe4yHas HenpoxognMocCTb

[lepdopaums KnweyHmka ¢ pasBuTmem
NnepuToOHUTA

[Mpn HedpuTe: ONIM nnu XbBI'1

* TeyeHue ['B yalle ocTpoe, C BbI3OOPOBNEHNEM B TEYEHME 2
MeC OT Ha4yana 6ones3Hn, HoO MOXET ObITb 3aTAXHbIM,
peunauBuUpyrOLLIMM Ha NPOTAXEHNU 6 MEC; PeOKO OANUTCA B
TeyeHue 11 n bonee.

* BoizgopoBneHue y 60-65% B60rnbHbIX HACTYyNaeT Yepes 2—6
MeC; BO3MOXHO XPOHNYECKOE TEYEHHUE.

« XpOHMYECKOE TEYEHNE CBONCTBEHHO BapuaHTam C
HedopUTOM UM C U30NNPOBAHHLIM HEMPEPLIBHO
peunanBuUpyroLLnNM KOXHbIM reMopparnyeckmm CMHOPOMOM.



Jquarnoctudyeckue kputepuu I'B y nereii (EULAR/PRINTO/PReS,
2010)(nanuuue 1 00s13aTEJILHOIO M 1 TOMOJTHUTEIBHOIO JIJIS INATHO3A)

Obga3aTenbHbIN:
nypnypa

[lonoHUTENbLHbLI
e

Bonu B Xxmnsote

[TaTomopdornoru
S

ApTpuTt/apTtpanru
7

[TopakeHune

mfal\8 raYVi

Manbnupyemas nypnypa unm netexumn, nokannsoBaHHbIe
NMPENMYLLIECTBEHHO Ha HUXHUX KOHEYHOCTSX U He
cornpoBoOXaatoLmecs TPoMOoLUTONEeHMEN

AundpdysHas abgommHanbHas 60b No TUMNY KOSTUKKU C
OCTpbIM AebroTOM, NoATBEPXKAEHHAsSA OOKYMEHTANbHO U
dom3ukanbHbIM 06cnegoBaHUEM; XKENYAOYHO-KNLLEYHbIE
KPOBOTEYEHUS

TUNNYHBIN NEUKOLUUTONIACTUYECKNUI BACKYIUT C
NpPenMyLLECTBEHHbLIM OTNOXEHNEM IgA nnu
nponndepaTnBHLIN rIOMepynoHeMpuT C IgA-aenosmtamMmm

OcTpbIn 4eDOT apTpuTa C NPUNYX0CTbIO, 6OnbIo,
HapyLeHnemM pyHKummn B cyctaBe. OCTpbIn NpUCTYN
apTpanrmn 6e3 npunyxmocTy 1 HapyLweHus yHKUUn

[MpoTenHypua > 0,3 r/cyT unu anbdymMuH/KpeaTtnHuH > 30

MMRMAFL /A AF D \/TNRALILIAIA FMANILAIZA AR AALIIA T ARMATVV/INIAA 1AFIA LIIAA A



JIlnarHocruka

KNMHMYeCcKnn aHanmns KpoBu: yMepeHHbIN NEUKOLUTO3 C
HENTPOdUNE30M, 303NHOMDUINEN, TPOMBOOLIUTOS.

buoxmumunyeckne n UMMyHosorm4yeckme nccrnegoBaHug
KpOBW: NOBbILLEHME KoHUeHTpauun CPB, IgA.

KnMHn4Yecknn aHanmnsa Mo4un: npu Hann4inm Heppurta —
TPAH3UTOPHbIE UBMEHEHUA MOYEBOIo 0cagKka (MUKpPO— Unn
MakKporemaTtypueu, npoTenHypmen).

Broncus kKoxu (B CNOXHbIX ANArHOCTUYECKUX CryYasx)

buoncusa noyek: mesaHrnonponudepaTmBHbIn
[NTOMepynoHePPUT, HEPPUT C pasnnUyHou
WHTEHCUBHOCTbLIO POPMNPOBAHUA «NOMYIYHUNY.
MIMMYHOIMCTOXMMHU4YecKkoe nccrieqoBaHue BblsBNAET
rpaHynsapHblie aeno3nTel IgA, pexe — I1gG, C3-KoMMNoHeHTa
KomnriemeHTa, pmnbpuHa.

Y3W opraHoB OptOLLIHOW MOMOCTU, MOYEK
PeHTreHorpadus knwedHunka

[[aCcTpO- U KONOHOCKOMNUA - Hannymne remopparumn, a nHorga
N 3PO3UN B XKeNyaKe U pasHbix oTaenax KUeYyHuka.

KT, MPT



JlnddpepeHnnanbHbIN JHArHO3

= OCTpbIil aOIleHIUINT; KMIIEUYHAs] HEPOXOAUMOCTD; IIPOOOIHAs
A3BA KEITYJIKA

= MEHUHTUT

- TpomOouMTONIEHUYECKAs IMypHypa (ChIllb HOCUT METEXHaJbHbBIN
XapaKTEP, 4aCTO B COYETAHUM C DIKXHMO3aMH PA3HOU CTEIICHU
3pEIOCTH 10 BCEMY TEY; B KPOBH — TPOMOOIIUTOIICHUS )

- Ipyrue CB
- OPJI (ObIcTpOE pa3BUTHE KapUTa)
- CKB

- CpiBOpoTOUYHAsA 00JIE3HB, JJCKAPCTBCHHAS aJlJICprusl
(HECHMMETPUYHOCTD BBICHITIAHHWM )



JInddepeHIMaIbHBIN JUATHO3
(mpomomxeHue)

- I'emodunus (KpoBOM3IHSHUA B CyCTaBhbl, IIOJIOCTH, a
TAK>K€ KPOBOTCUECHHUS IPU TPaBMax, OIEpaIUsIX, IIOPE3ax)

- IBC-cuHapoM (KIMHAYECKUE IIPU3HAKHA KPOBOTOUYMBOCTHU
nipu | B ABISrOTCA CIIEACTBUEM HEKPOTHUECKUX
M3MCHCHUN U I€30praHu3alui COCYIUCTON CTCHKH, a HE
TPOMOOLIMTONCHUH 1 KOAryloIlaTuu MoTpeOIeHUs, KaK
npu JIBC-cunapome)

- Kpuornodynnanemuueckas nypiypa (Hapsay ¢
reMOPPArud4eCKUM CHHAPOMOM UMEET MECTO CETYATOE
IUBeN0, 00JIE3Hb PA3BUBACTCS B XOJIOJHOE BpeMs WJIM HA
(hoHE MepPeoXJIAKICHUS, B KPOBU OIPEACISIIOTCS
KpUOTJIOOYJIMHBI )



JledeHnue
i HemeaunkameHTO3HOE:

1) [NocTenbHbIN pexunm: B neproabl 06ocTpeHnst 3aboneBaHus
crieyeTt orpaHM4nBaTh ABUraTenbHbIN peXxmm pebeHka.
CKNIOYNTb NCUXO3MOLIMOHATbHbIE HArpy3Kku,
NpebbIBaHNE Ha COSTHLE.

2) Oueta: Hecneundunyeckasa runoannepreHHaa anera.
01  MeOuKaMeHTO3HOE:

1) AHTUarperaHThbl: KypaHTun, TpeHTan, acnupuH.
HasHa4alTca aHTuarperaHTbl B Te4eHME BCEro Kypca
ne4vyeHusa (He meHee 3-4 Hegenb)

2) AHTUKOArynaHTHag Tepanus: renapuH

3) QHTEepocopbLIMA: NoKa3aHa Npu Bcex KIMMHNYECKUX dopmMax
[B:

aKTUBUPOBAHHLIN Yronb; nonudgenaH.

4) [ NIOKOKOPTMKOUObI: MOKa3aHbl NPU TAXKENOM TEYEHUN NPU
nopaxeHun XKT n kposoTeveHumn

5) LinTtocTtaTtumku: Linknodochamug npm riero4Hom
KPOBOTEYEHUMN.




Peabunuranug gereu ¢ I'B

] O O O

(]

[OucnaHcepHoe HabnogeHne B TedeHne 3-5 ner.
BbiaBrneHune n caHaumnsa XpoHUYECKNX o4aros MHgeKumu.
IlevyeHue conyTCcTBYOLWKMX 3ab0fieBaHnN.

[TIpodounakTuka oxnaxageHua n pecrnnpaTopHO-BUPYCHbIX
MHJOeKL M.

[ MnoannepreHHas gueta B TedeHune 1 roaa.

OTBOA OT NPodUNaKTUYECKNX NPUBUBOK Ha 3-5 reT.

Kpome Toro, npu Hedopute — AOMaLLHUN PEXUM U
oby4yeHune Ha gomy B TeyeHume 1 roga, outotepanus; npu
OPBW — aHTnbaktepuansHble npenapaThbl
NEHNLUIMTITIMHOBOIO psajda + Ae3arperanTbl + BUTaMUH E B
TedyeHune 7-10 gHen; KOHTPOSb aHanMM30B MOYMN,
dyHKUMOHaNbHbIX NoYeYHbIX Npoob, Y3WU nouek,
HedopOCLMHTUrpadUn.



CHUHJIPOM/BOJIE3Hb KABACAKMU (CJIU3UCTO-
KOXHbIU JTUM®OHOAYJISAPHBIN
CHUHJIPOM )

Diagnostic features
of Kawasaki disease

OcTpo npoTeKkawLlee CUCTEMHOE
3aboneBaHue,

XapaKkTepuaytoLeecs . Relbialy
nopaxeHUeM CpeHNUX U MENKMX

apTepun c pasBuUTUEM PRRE - Y
0EeCTPYKTUBHO- Sﬁ?}f&!’ﬁéﬁ°§é‘i"gﬂ‘és(«__3’ |

nponndgepaTtMBHOro BackynmTa, a B
KITMHNYECKUN — JTINXOPaaKou,
NM3IMEHEHUAMU CITU3NCTbIX
000noYeK, KOXn, MMM aTnyecKmx ,
y3510B, BO3MOXHbIM NOpa*keHnem ™
KOPOHAapPHbIX U OPpYyrux '
WSS PRRR R ABTR
numdooHOaYNSAPHBIM CUHOPOM
[KaBacaku]

j) \ Changes in hands and feet

J fingernails and toenails

Widespread rasH
‘ ¢/ (after 1-2 weeks)




OcHoBHas yrpo3a 0ojiesnu KaBacaku

- bone3Hb KaBacakun npusHaHa B
9KOHOMWYECKHU Pa3BUTLIX
cTpaHax Haubonee 4acTown
NPUYNHON NPUODPETEHHbIX
KOPOHapOoreHHbIX 3aboneBaHunu
cepaua y getenm v passutmem
OCTPOro MHGgapKTa Mmokapaa y
MOnoAabIX Noaen

JCS Joint Working Group: Guidelines for diagnosis and management of
cardiovascular sequelae in Kawasaki disease (JCS 2008) - digest
version. Circ. . 74: 1989-2020, 2010.

Eleftheriou D, Levin M, Shingadia D, Tulloh R, Klein NJ and Brogan PA:
Management of Kawasaki disease.Arch. Dis. Child. 99: 74-83, 2014.




NMUIAECMHUOJIOTUSA

- bBK BCTpeyaetca npenmylecTBEHHO Yy JeTen B
BO3pacTe OT HECKOJNbKUX Headenb Ao 5 net (76%);

- COOTHOLWEHMe MmanbyuMKoB U aeBoYek - 1,3-2,1:1.

- B HacTtodawee Bpema bK pgunarHoctupyetca B 60
cTpaHax Mupa (npeumyLleCTBEHHO B HANOHUW,
Kopee, Kutae, TanBaHum)



dtHojgornyeckue pakropsl bK

/ BHewHMe dhakTopbI \ / BHyTpeHHUe CbaKTOpbl\

[ dakTopbl ] [ ]
y BospacTt
OKpYyXaroLleun cpeabl

NHEeKUMOHHbIe ]

L dlEHTbI

[[eHeTn4yeckne
doaKTOopbI

7

bonesHb
KaBacak
"



NHpeKuuoOHHbIC ATEHTHI

- BakTepuun un rpmnbsl: Staphylococcus aureus,
Streptococcus pyogenes, Streptococcus sangunis,
Pseudomonas aeruginosa, Propionibacterium acnes,
Klebsiella pneumoniae u Chlamydia spp, Ehrlichia
chaffeensis, Rochalimaea henselae u Rochalimaea quin-
tana

- Bupycobl: pemposupyc, napsosupyc B19, supyca
InwmeuHa—-bappa, supyc rnpocmoao 2eprieca



Pacnpenenenue 00JbHBIX 110 BO3pacTaM

#7101 roaa (0-12 mec)
M 1-2 roaxa (13-24 mec)
E2-3 rona (25-36 mec)
M 3-4 rona (37-48 mec)

W 4-5 et (49-60 mec)

dcerapme S et (25 Jer)

*Toposik Asnéna Biaagumuposia BOSPACTHBIE OCOBEHHOCTU CUHAPOMA KABACAKHU

ABTOPE®EPAT nuccepranyy Ha COMCKaHHUE YYEHOM CTETICHW KaHAUJATa MEAUIIMHCKUX HAYK



I eHeTHUYeCKasA Teopus

1 Bbicokag pacnpocTpaHeHHOCTb cpeau a3naTCKUxX
(0cODEHHO, ANOHCKMX) AeTen

1 Puck passutna bK cpean atux Oemeu, HecMomps Ha
a2eozpagpu4eckoe rnosroxeHue. (1]

1 BK'y anamrotHbix bnm3sHeuos [2]
1 CemMmenHas arperauuns 3aboneBaHus[3]

1) , , , . An epidemic of Kawasaki syndrome in
Hawaii.

2 ) Kaneko K., Unno A., Takagi M., Maruyama T., Obinata K. Kawasaki disease in dizygotic
twins [letter]. Eur J Pediatr 1995; 154 (10):868.

lwata F., Hanawa Y., Takashima H., Shimoura K., Nishibayashi Y. Kawasaki disease in a
father and son. Acta Paediatr Jpn 1992; 34 (1):84-6.



IlaTorene3s BK

BO3EeNCTBME TOKCMHA NN NHAPEKLIMOHHOIO areHTa

!

aKTUBUPYHOTCA T-KNETKU, MOHOLUMUTBLI U Makpodbaru

!

ceKkpeuund nposocnalnnTternbHbIX LUTOKMHOB

!

OTJ'IO)KeHI/IFIUVIMMyHHbIX KOMIMJ1EKCOB B NOPa>XE€HHbIX TKaHAX

!

pa3BUTHE AECTPYKTUBHO-NponndepaTnBHOro Backynmta
CPEeAHMUX N MENKNX, B MEPBYIO 04epenb KOPOHAPHbIX apTepui



JAnarnocruueckue kpurepuu bK

JcceHuuarnbHbIU KpUTEpUN - NMxopanka oorsnee 5 oHewu
(pe3ncTeHTHasA K XXaponoHWXalLwmuMm npenaparam) U Hanuine
NOBLIX 4 HKENEPEUNCTIEHHBIX KPUTEPUS:

[ ,D,ByCTOpOHHFIFI KOHBbOHKTUBAJIbHAaA UHbEeKUUA

0 WN3MeHeHMA Ha rybax unu B NosiocTy pTa: «KNyOHUYHbIN» A3bIK,
apuTeMa Unu TpeLLMHbI Ha rybax, MHbeLMpoBaHNe CAN3NCTON
MOMOCTM pTa U MMOTKK

1 JTrobble u3 nepevyncrieHHbIX U3MEeHEeHUM, NIOKarin3oBaHHbIe Ha
KOHEe4YHOCTAX

Iputema nagoHem nnu cTon
[MTNOTHbLIN OTEK KUCTEW NN CTON Ha 3-5-1 AeHb Dones3Hn
LLlenyweHne Ha KOHYKMKaX nanbueB Ha 2-3-1 Heagene 3aboneBaHnd

0 MonumopdHasn ak3aHTema Ha TyrnoBuLLe 6e3 Ny3blpbKOB UK
KOpoYyekK

1 OcTpas HerHovHas wenHaa nuMmdageHonaTua (AMamMmeTp O4HOro
numdartnyeckoro yana >1,5 cm).



KimHnyecKkass KapTuHAa




Kiaaccupurkanusa bK

M30.3 — Crin3ncTo-KoXHbI NIMMAPOHOAYNAPHbLIM CUHOPOM
[KaBacaku]

NonHaa ¢popma BK: 5 13 6 kKputepumes (nxopaaka), unum 4
cumnTomMa + KOpOHapHbLIE aHEBPU3MbI

HenonHasa dpopma BK: [pn meHbLLEM KonnyecTee
KpUTEpMEB NPU HANU4YUN NPU3HAKOB NopaXkeHus cepgua

da3bl TedeHus: octpas (1-2 Heq., Horaa Ao 4 Hen),
nogocTtpagd (3-5 Hep), BbI3AOpOBreHus (Yepes 6-10 Heg oT
Ha4ana 3aboneBaHus)



Craaun TeueHus

OcTtpas MNopgocTtpas Cragus
cragus crtagus BbI30POBJIEHUS
|
Jinxopasaka |
|
I
|
CepaeyHo- :
COCYAMUCTHIE | |
| | NameHeHuns
Koxa . . | - HOrTen
[yObI, ' |
KOHBIOHKTUBA A |
LLeiHbIk :
nnMmdbaneHuT ,
|
TpombouunTos -

Hepesma 1 2 3 4 5 6 7 8 9 10



Craauu BK

Cranus XapakTepucTukKa [TpoOILKUATETBHOCTD

JIuxopaaka ¥ CUMIITOMBI OCTPOIO
BOCHaJICHUS (MHBEIMPOBAHHOCTD
KOHBIOHKTHB, SpUTEMA CIIM3UCTON
Octpas ¢peOpusibHas | 000J0YKH MOJIOCTH PTa, SpUTEMA U
OTEKH KMCTEH U CTOI, ChINb, IIICHHAs
auMpOoaaCHOIIaTHs ), MUOKAP/IUT,
BBINOT B IOJIOCTH MEpUKapaa

1-2 Hex nau Oosee 10
HCUYC3HOBCHUS JIUXOPATKU

Pa3penrenue nuxopajiky, BO3MOKHAs
MIEPCUCTEHINS] UHBECIIUPOBAHHOCTH
KOHBIOHKTHBBI, IETYIICHUE NAJIBIIEB
PYK U HOT, TPOMOOIIUTO3, apTEPUUT
KOPOHAPHBIX APTEPHUM, TTOBBIILICHUE
pHUCKa BHE3AITHOW CMEPTH

[TomocTpas Co 2-3-11 Hepenu

Bce knmmHnyeckre CUMITTOMBI
Bei3gopoBienue 3a00J1eBaHMs pa3peIIaroTCs, CTaIus
IuTcs 10 HopMmanuzanuu CO9

6—8 Heq rmociie Hayaja
3200JIEBAHUA

* peunpmBbl (3%), 06bIYHO B TeveHne 12 mec, y aeten ao 3 neT ny Tex,
KTO UMen KapauanbHble NposBreHnsa B eboTte cuHapoma Kasacaku.




TNUYHBIE N3MEHEHNSA KPACHOM
Kanmbl ry6 npm CK: cyxocTs,
TPELLMHbI, KPDOBOTEYEHUS

0 pebeHka C CUHAPOMOM
KaBacaku: KOHbHOHKTUBUT,
rmnepemMumns N CyxocTb ryo,

OTEK KUCTU




Uepes HecKonbKko AHEen OoT Hayana 6one3Hu NosABnseTcs
apuTeMa U/Mnu ynnoTHEHNE KOXN NazioHen 1 NogoLLB.

Ha 2-n Hegene cbinb OTUBETAET.

CnycTsa 2-3 Hef, NoABNSAETCS NepuUHOrTeBoe
nnacTuHYyaToe LesnyLleHne ¢ pacnpocTpaHeHneM Ha
nanbLbl, @ UHOrOQA — Ha BCHO KUCTb UMK CTOMNY.



1 XapaKTepHble N3MeHeHNA AUCTanbHbIX OTAENOB
KoHe4yHocTen npu CK: aputema, NNOTHbIE OTEKU






XapakrepHsble n3MeHeHus npu CK




1 XapakTtepHble nameHeHus npu CK: «MmanmHoBbIN»
A3bIK, LUeNnyLleHNe KOXU









* Cervical
Lymphadenopathy

QU] 'GIURINGUOY) UCHEINET BuIsINN LO0ZB E!

KiMHH4YecKasgs KapTHUHA
&P KAWASAKI SYNDROME

(Acute Systemic Vasculitis)

* Fever > 102.2° F
* Strawberry Tongue
* Red Lips

* Conjunctival Redness
* Lethargy
* Irritability

* Superficial

Skin Layers * Cardiac Complications

Desquamate in 5-20%
Easily
. * Occasional Intermittent
Red Soles Colicky ABD Fain
& Falms Associated with M

* Peripheral Edema
* Rash Over Trunk

& Perineal A
(* Usually Children 15 Years Old) i &8



IHopaxenue CCC npu bK

0 B ocTpbIin nepunoa: MMoOKapauT, NepukapguT,
9HOOKapAOuT, Nopa)eHue KrnanaHHoro annapara u
KOPOHapHbIX apTepuin (NOBbILLEHNE IXOMEHHOCTU U
YTOSLLEHNE CTEHOK apTEPUIN, HEPOBHOCTb BHYTPEHHETO
KOHTYypa).

0 B mogocTpbIin nepuopf rnosiBrisgtoTCA aHEBPU3MbI
KOPOHapPHbIX apTepuin, TPOMDOO3bl, CTEHO3 apTEPUN
CpefHero pasmepa, NnaHBaCKynuT U OTEK COCYaANUCTOU
CTEHKU; MNOKapAUT MeHeE BEPOATEH.



IlopaskeHue cepana

Heart with Heart with
Normal Coronary Arteries Coronary Artery Aneurysms

(in red) (in red)

circumflex
coronary

fusiform
aneurysm

right artery
coronary

artery
left anterior saccular
descending aneurysm

coronary
artery
‘ M

normal coronary artery fusiform saccular
aneurysm aneurysm



(6]

4 Mm

10 Mm

1 IXorpamMmmbl MENKOW, CPEOHEN U TMIAHTCKOW aHEBPU3M



1 [1Be aHeBpU3Mbl NpaBoOn KOPOHAPHOU apTepuu,
pacLuMpeHne neBon KOpoHapHOU apTepumn n ee
OCHOBHbIX BETBEW



1 Tpomb B npocBeTe
TMraHTCKOW aHEBPU3MBI
NnpaBon KOPOHapPHOW
apTepumn

1 Jlnsuc Tpomba B NpoCBETE
TMraHTCKOW aHEBPU3MbI
NnpaBon KOPOHapPHOW
apTepuu

0 JanbHenwasa MHBOMLNS
Tpomba




Kawasaki Disease

Small and medium vessel vasculitis

mnemonic: “Warm CREAM”

NEEDS:

Warm - fever >5d

PLUS 4 of 5: T
1. Conjunictivitis + bilatdraf_HobHpuirlildB!

2. Rash - erythematous, maculopapular, or mobilliform
3. Erythema palms and soles - with swelling

4. Adenopathy, cervical - 1 unilateral node

5. Mucous Membrane - dry, red, strawberry tongue

Treatment: Complications:
1. High dose ASA Coronary artery aneurysm
2. IVIG Myocarditis

So do an echo!



"My HEART"

M - Mucous - nameHeHne Crnmn3ncTbiXx, 0COBEHHO POTOBOW NOMOCTU U
ObIXaTernbHbIX MYTEW; Cyxne, B TpeLunHax ryobl; "3eMnsaHUYHbIN" A3bIK.

H - Hand - nameHeHune KOXWN KNCTEN U KOHEYHOCTEN (B TOM YunCIie
NoKpacHeHMe rnagoHeN 1 NoaoLWB), OTEK, LWeNyLeHne Ha nogyLweykax
nanbLeB PYK U HOI (NOABNAETCS NO3Xe).

E - Eye - AMEHEHUNE CO CTOPOHDbI a3, npexge Bcero AByCTOPOHHAA
NHBEKLUMNS KOHBIOHKTUBLI BE3 CNe3oTe4YeHmns.

A - Adenopathy - ysenuyeHne numdoysnos, 0COOEHHO LLENHbIX, YaCTo C
OLHON CTOPOHbI, boriee 1,5 cMm B gnameTtpe.

R - Rash - noaBneHune cbinu (00bIYHO 3K3aHTEMbI) Ha Tynosuule, 6e3
BE3UKYI UITN KOPOYEK.

T - Temperature - noBbIlLeHNEe TemnepaTypbl Tena, Yacto ao 40 "C n Bblwe,
npogorkatouieecsa bonee 5 gHew.



J/Ilnarnocruka

1 emorpamma: nemkouuTos Cco COBUIOM BIIEBO,
TpomMmbouunTo3 (2450,000/MKnN nocne 7 aHA 3aboneBaHns
0o 1-1,2 mnH), yckopeHne COJI, noBbilLEHWE YPOBHSA
CPBb, runoansbymnHemusi, noBbIiLLEHNE YPOBHS O2-
rmobynunHa, HebOsbLLOE NOBbLILLEHNE KONTMYECTBA
9PUTPOLIUTOB U YPOBHSA reMorrnodunHa

1 Mouva: npoTenHypus, ctepunbHasa nenkountypusa (=10
NenKoLnTOoB B NoJsie 3peHns)

1 B octpon n nogoctpoun ctagnax Ha KI: cHmxeHne
BOSibTaXka 3ybua R, genpeccusi cermeHTa ST,
YNoLweHne Unu nHBepcua 3youa T, npy HapyLLIEHNN
NpPoBOAMMOCTUN — yannMHeHne nHtepsasioB P-R nnu

Q-T.



J/Ilnarnocruka

1 IOxoKI: nepukapguanbHbiv BbINOT, UBMEHEHUS
MuoKapaa n MuTparnbHasa peryprutaumnga nerkou
CTeNeHU, aHEBPM3MbI KOPOHAPHbLIX U NepudepruyecKmnx
apTepun (Hanpumep, akcunnspHomn), Tpombo3 apTepun
NN NHQPAPKT MUOKapAda - NpoBOAUTb C 1-2-1 Heaenu
Bosie3Hu, K KOHLY MecsiLia 1 B criydae NnopaXeHus
KOPOHAapHbIX apTepun — Kaxable 3 Mmec 4o roga u
3atemM 1 pa3 B 6 MecC.

1 KopoHapHasa aHrmorpadous BbiABNSET aHEBPU3MBbI,
CTEHO3bl KOPOHAPHbLIX apTEPUN.



C BUPYCHbIMU UHAOEKLIUAMMU,
cKapnaTtuHowm,
ncesgoTybepKkynesom,
CTadPUITOKOKKOBOWN TOKCUKOOAEPMUEMN,
cerncucom,

riekapcTBEHHOW DONE3HbIo,

0e0TOM CUCTEMHOIO BapnaHTa FoBEHUNbHOIO
peBMaTOUAHOro apTpuTa.



JleyeHue

® BHyTpUMBEHHLIN UMMYHOIrMOBYINH B KYPCOBOW O03€ 2
[/Kr nyTemMm AnutenbHomn (8-24 4) MHPY3nmn, xenaTtesnbHO
B Te4YeHue nepsbix 7-10 agHen 3aboneBaHna (Hanbonee
onTUMarnbHbIN Nepuoa ana npeaoTBpalleHnsd
cepaevHOo-CoCyanUCTbIX OCINOXHEHUN)

e AueTuncanuuunosasa Kucrnorta B cCyTodHou gose 50-80
MI/KF 0O CHUXKEHWUSA NOBbILLEHHOW TeMMnepaTypbl Tena,
yepes 2-3 OHA CHUXKAaKT 403Y 40 3—5 MI/Kr B CYTKU Ha
NPOTAXXEHUN 6 HeL NPU OTCYTCTBUU NOPaXeHUd
KOPOHapHbIX apTepun.

e [lpn Hann4YnMmM aHeBpPN3M KOPOHAPHbLIX apTepun
aueTuncanmuunoByo KUCIOTY Ha3HayaloT oo Tex nop,
NoKa OHW HEe NCYE3HYT.



JleyeHue

1 XUpypruyeckoe rneyveHne npu passnutum CTeHo3a
KOPOHapHOM apTepumn, Npu NOBTOPHbLIX anM3oaax
KOPOHapHOM UwemMuu (Unun nocne nHapkKTa
MWoKapaa), CBA3aHHbIX C aHEBPU3MOMN KOPOHApPHOM
apTepuun.

] aOpTO-KOPOHApHOE LWYHTUpPOBaHMeE,

aHrnonmnacTuka

- CTEHTUPOBaAHUNE.

U
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OcJ0oKkHeHu S

Tpom0b03 KOPOHAPHbLIX apTEPUN

NHapKT Mmokapaa

HapyweHune putma cepaua,

BoasiHka XXen4yHoro ny3blps, renatuT, NaHKpeaTuT,
Mwo3urT,

[lepukapguT 1 MMOKapauT,

HenpoceHcopHas rnyxoTta.

[lepundepunyeckas raHrpeHa.



Hcxonanl
K 6-10 Hegene HacTynaeT KnnHMU4eckoe Bbi3aoposneHue. 1-2 mecsdua
CNyCTSa MOryT NOsIBUTLCS rNyOoKne nonepedHble 60po3aKkmM Ha HOITAX
IletanbHocTb nNpu CK coctaenset 0,1 - 0,5% (oo npumeneHus AMBB 1 —
2%)*.
[Tk neTanbHbIX NCXOO0B NpMXxoanTcs Ha nepuog oT 15 oo 45 aHewn ot
Hayarna 3abonesaHusd. B 3TO BpeMsl pasBUTUE KOPOHAPHOIro BacKynuTta
coBMnagaeT Co 3HAYUTENbHbLIM MOBbILLEHNEM YPOBHS TPOMOOLINTOB U
rmnepkoarynsuuen. HenocpeacrtseHHON MPUYNHON CMEPTU B OCTPOM
nepuoge 0onesHn ABNSETCA MUOKaAPAUT UNU apuTMns, B NOLOCTPOM -
pa3pblB KOPOHAPHOW aHEBPU3MbI, MHGAPKT, cepaevyHo-cocyamncTad
HeOOoCTaTOYHOCTb, B Nepnoae pekoHBanecueHunm — MHapKT Mruokapaa.
B AnoHun peungmsbl CK onncaHbl npndnusutensHo B 3% cry4aes.
Peunguebl 06bIYHO pa3BMBalOTCA B TedeHne 12 mecsueB, Yalle y aeten oo
3 NeT ny Tex, KTo MMen KapanarbHbIe MPOsIBIEHUA NMPpU NEPBOM 3nNn3oae.
K no3gHMM KNUHUYECKUM OCITIOXXHEHUAM cuHapoma KaBacakum OTHOCAT
nuwemMmmyeckyro bonesHb cepaua, MHAAPKT MUOKapda, apUTMUN, CepaeYHYI0
HEeQOCTaTOYHOCTb, BHE3AMHYIO CMEPTh.
metoTca gaHHble 0 DornblUen BEPOATHOCTU aTEPOCKIIEPOTUYECKOIO
nopaXxeHust KOpoHapHbIX cocydoB Yy nuu, nepeHecunx CK.




Hecnenuduyecknii aoproaprepuut (00J1e3Hb (apTepuuT)
Taxkasicy, 00J1€3Hb OTCYTCTBHSA I1YJ1bCA, CHHAPOM AYI'H A0PThI)

1 HAA - 0eCTpYKTUBHO-NPOAYKTUBHbIN CErMeHTapHbIN
aopTuUT K cybaopTanbHbIN NAHAPTEPUNT BoraTbIxX
a1aCcTNYEeCKMMU BOSTIOKHAMU apTepui C BO3MOXXHbIM
nopakeHNem KOPOHapPHbIX U NIErOYHbIX BETBEW.

1 XapakTtepusyetca Hecneyngunieckum
NPOAYKTUBHbLIM BOCNarieHMneM CTEHOK aopThl, ee
BETBEW C 0bnuTepaumen nx yctun, a Takke KpyrnHbixX
apTepPUn MbILLEYHOIO TUMa, c obpasoBaHMNEM
COCYOUCTbIX aHEBPU3M N/UMN CTEHO30B BMJ10ThL A0
cermeHTapHou apTepuarnbHON OKKN3UN.

1 NpenmyliecTBeHHO y XeHckoro nona (m:4=1:7,5-9) ot
8 0o 30 neT, pegko — AOLWKONbHLIN BO3pacT



Ilarorenes u naromopdosaorus HAA

Bo3oencteue npoBoLUUPYHOLWLNMX aKTOpPOB +
[eHeTn4yeckasa npeapacnonoXXeHHOCTb
(HLA Bw52, Dwi2, DR2 1 DQw)

AyTOMMMYHHOE nopaeHue vasa vasorum, Meana u agBeHTnUumn
aopThbl M KPYMNHbIX apTepuin B 00NacTn UX yCTbs U
NPOKCUMATSIbHbIX OTAENOB C Pa3BUTUEM MYKOUOHOIro HabyxaHus,
dbnbprHOMOHOro HeKpo3a, MHPUNBTPATUBHO-NPoONMdepaTUBHOM
KﬂeTO‘iHOVI peakuum

dopmupoBaHmne pubponnacTnyeckoro naHaopTuTa u
naHapTepunTa c I/iMMyHHbIMI/I aenosntamm

Ucxopa — aHeBpu3Mbl, TpoMOoBackynuT, AedopmMaLuus cocyaa,
apTepuanbHas OKKNio3na— uLLIEMUYECKME PaCcCTPONCTBA,
acCUMeTpUst Unm oTcyTcTBUE Nynbca



Jlokaauzanus nmopaxenuin npu HAA

{ \
_V1  Dyra
=1~ aopTbl
o
_— CoHHan
S aprepna

-~ .Y 3
— \ MoaxKnwoyyHan
F< ; 2 aprepma

*—,f —~+— NneuesBaAn
aprepms

— ‘ NMokreBan
aprepna

A 3 \ Ihruesan

aprepwua




Kiaaccndpukanusa HAA

0 1. Mo xapakTepy aedopmauunm cocyaa: CTEHOTUYECKUU TUM,
nedopMunpyoLLnMin, COYETaAHHbIN

0 1. Mo nokanusauumn nopaxeHus:
-1 TMn — Aayra aopTbl U OTXOOALLNX apTepUin

- 2 TUN - HUCXoasaLWwmn, 6ptoiHon otaen Ao, YpeBHad, noyevHasd, begpeHHas
n ap.

- 3 TUN — CMELLaHHbIW BapuaHT (pacnpocTpaHEHHOE NnopaXxeHne Ayru aopTbl
N Opyrux ee oTaenos)

- 4 Tvn — [NopaXkeHne Nero4Hon apTepun, coyeTatolleeca ¢ nbbiMm 13 3 ap.
TUMOB

111. Mo nokanusauuun nopaxeHus (Takayasu Conference, 1994):
| TN — gyra aopTbl N OTXO4ALWLKME OT HEE apTEPUN.
lla TN — BOCXOoAAWMK OTAEN, Ayra aopThl U ee BETBU.

llb TN — BOCXOASALWLMW OTAEN, Ayra aopThl U ee BETBU, HUCXOAALWNN rPyaHOMN
oTaen.

Il TN — HACXOASALWLMWIA FPYOHON, OPIOLLIHOM OTAESbI a0PThl U (MK) NoYeYHas
apTepum.

IV TUM — ODKLWHOW oTaen aonThl U (M) NoYevyHble abnTebunin.
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| TUN — nopaXeHue cocyaoB

BapuaHTbl cocyaucton obnactu ayrm aopthbl
aedopmaumm npn HAA |l TUN —HUCXOAALLEN UNu

®» CTEeHOTUYECKUN, O6pPIOLLHON a0PThl
» ®nedopmupyrowmi, Il TN — pacnpocTpaHeHHoe
coyeTaHHbIN (aHeBpu3mMa u NopaxeHune
» % ®» creHo3) IV TN — nopaxeHue Nero4yHowu

apTepum



I1o JJoKaJIM3aIUH MOPAKEHUSA




KianHndyeckue CHHIAPOMBI XpOHUYECKOM (pa3zpl HAA

1 CuHOPOM HegocTaTo4HOCTU Nnepmudeprnyeckoro KpoBOTOKA
(nepemexatoLyascsa XxpomoTa, 6onu B nansbuax, CinHe, acCMMMeTPUs
UNW OTCYTCTBUE NMynbca — Yallle Ha Ny4eBoi apTepun)

1 KapanoBackynsapHbiv cuHOpoM (runeptpodomsa muokapga JIK,
KOpOHapUTLl, MHAPKT MUOKapAa; KapanomMmeranugd, Taxmkapaus,
CUCTOSTMYECKUMN LLYM N COCYAUCTbIE LWYMbl HAA KPYNHbIMU apTeEPUAMMU)

1 LepebpoBackynspHbIn CUHAPOM (ronoBHasi 6orb, 0OMOpoKH,
yXyALIeHNe 3peHns, HapyLLEeHEe MO3roBOro KpoBoobpalleHus,
N3MEHEHWS Ha rMa3HOM [iHe)

1 ABgomMuHanbHbIM cCUHOPOM (6ONK B XXMBOTE HEPEAKO CO PBOTOU U
avapeen, Wym Hag oproLHOM aopTon)

0 Jlero4Hbin cHOPOM (KaLlesb, KpoBOXapKaHbe, peumnanBupytoLlmne
NMHEBMOHUK, AedpopMaL s COCyanCTo-MHTEPCTULNANBHOIO PUCYHKA
nerkux, nnespanbHble crnankn, KM -npusHaku J1IN)

1 CuHApom apTepuanbHOM rmMnepTeH3nmn — Yepes HECKONbKO MecsLIEB
OT Hayana, MOXeT codeTaTbCsl C YMEPEHHON NPOTENHYPUEN



KiymHu4yeckue CHHIPOMBI 3aBMCAT OT JIOKAJIN3aAlMH
npouecca

Jlokanusauusna KnunHunyeckue CUHAPOMDLI

naTonornyecKkoro
npouecca

MoakntovnyHble, NneveBble, CUHOPOM NepemMexaloLencs XpoMOoThl.

b6enpeHHble, nogkoneHHble  CMHAPOM aCUMMETPUN UMK OTCYTCTBUS

apTepuu nynbca. lNaTtonormyeckme cocyamncTbie LLyMbl.
Bonu npu Harpy3ke B HOrax unm pykax,
OoHeMeHue nanbLueB. bonu B cnvHe.

COHHblE apTepun [onoBHasi 6onb. YXyaLleHne 3peHus,
peTnHonartunsa. HapyLwieHme Mo3roBoro
KpoBoobpaLueHuns. CocyaucTbln LWYM Hag
COHHbIMU apTepuamu. ObMopokKn.

Jlero4Hble apTepun JleroyHas runepTeH3uns
[MoyeyHble apTepumn CumMnToMaTn4yeckada nodeyHasi rmnepTeH3ud

UpeBHas, me3seHTepuansHas bonb B XXMBOTE, pBOTa, ANaApeS
apTepun



OciaoxHenua HAA

1 NHcynbT

1 NIHdhapKkT Mmrnokapga

1 XpoHu4yeckasi bornesHb Nnoyek

1 CepgevyHas HeOOCTAaTOYHOCTb

1 PaccrnoeHne aHeBpn3Mbl aopThbl



Juarnocrudyeckne kputepun HAA y nereit (EULAR/PRINTO/PReS,
2010)(nanuuue 4 u 00J1€€e O0CTATOYHO JIJIS INATHO3A)

CuHOpPOM OTCYTCTBUS
nynbca

NHCTpyMeHTanbHoe
noaTeepXxaeHue
naTonorMm aopThbl U
KPYMHbLIX apTepuin

[MTaTonorunyeckue
COCYAUCTbIE LLUYMbI

CuHapom
nepemMexaroLlemncs
XPOMOTHhI

CuHOpom apTepuanbHou
MNepTEH3NN

YeennyeHne COD

AcummeTtpusa PS n AL(>10 mm pT.CT.) Ha
KOHEYHOCTAX, OTCyTCTBME PS Ha 1 nnun 2 nyyeBblX
UNn Op. apTepusx

[edopmaumna-cTeHO3bl, aHEBPU3MbI OYTH,
HUCXOAALWEN U OPIOLLIHOW aopThl U(KUnn) obnacTtu
YCTbS1 UNU MPOKCUManbHbIX OTAENOB €€ BETBEN

[pyOble WymMbl Npu aycKynsTaumMm Hag COHHbIMM,
NOOKITIOUYNYHBIMK, BeaPEHHBIMU apTEPUSMMN,
OploLLHON aopTON

AcCCUMETPUYHbIE BONU N YTOMNAEMOCTb B
ANCTanbHbIX MbILLLAX HOT, BO3HUKAIOLLME Npu
Harpyske

Pa3Butune ctonkoro nosbilleHnsa Al B Te4eHmne
bonesHn

CTounkoe nosbiweHne COO dbonee 30 Mm/4 >3



Jlmarnoctuka HAA

- 1. JTabopaTtopHble MeTOoAbI:

- KMTMHNYECKN aHanns3 KpoBu (yMepeHHaa aHeMuns, HEUTPOPUNbHbLIN
nemnkouyuntos, 1COI3-40-70 MM/

- UMMYHONOIMYeCKN aHanmna Kposu B octpon dase (1CPB)
- KNMUHUYECKUIM aHann3 Moym (TpaH3nuTopHas NpPoTENHYpUS)
- bnoxummsa kposu (Npun XbBI'l noBbilleHNE KpeaTUHUHA, MOYEBUHBI, K+)

- ILMAHCTpyMeHTanbHbIE MeTOoAbI:
- gonnneporpadusa (oLueHKa KpoBOTOKa)

- Y3- ponnneporpadpua ¢ aynrekCHbIM CKaHUPOBaHUEM (MOpaKeHune
CTEHOK aopThl U ee BETBEW)

- Y3W noyek
- KT, MCKT, aoptorpadus



Jlnddepenumanbubi guario’ HAA
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OcTpas peBmaTtnyeckas nmxopagka

[ eMmopparnyeckmmn BacKynuT

Y3enkoBblv NoONMapTepunNT

FOPA, cepoHeraTtuBHbIN CIOHANNOAPTPUT
BpoxaeHHasa natonorua MarmctpanbHbIX COCYya40B



Jleueane HAA

- [aToreHeTunyeckasi Tepanus
- MpeAHN30M0OH 1 Mr/Kr/CyTKN 45-60 OHEWN; 3aTEM NOCTENEHHOE
CHMXeHWe O03bl 40 nogaepmBarowen 5-10-15 mr 1-2 r.

- MeTOTpekcaT B Ao3e 10-15 MI'/M2 MOBEPXHOCTU Tena 1 pas3 B Heaersnto;

npu HeadppekTnBHoCcTM — Limknodochamup, 2-3 mr/kr/cyTkm

eXxeJHEBHO UMK NynNbCc-Tepanns ¢ NepexoaoM Ha NOAAEPKUBAIOLLYHO
[03y.

OnutenbHOCTbL He MeHee 3 neT

- CuMnTomaTmyeckas Tepanusa
- dHTUarperaHTbl

- aHTurunepteH3usHble (BADB, BKK, anypetukn)
CocyaucTtble (aunnupunaamori, NEHTOKCUMUNIINH)
- Xupypruyeckoe ne4yeHue

- IpOTE3npOoBaHNe

- WYHTNpOBaHMeE
- IHAAPTEPIKTOMUA




Hcxonpl u iporao3 HAA

(]

(]

3aBUCUT OT BPEMEHN NOCTAaHOBKM ANAarHo3a, 0ObIYHO
npoxoauT Ao 18 mecsaues. Y 60mnbLUMHCTBA NALMEHTOB C
Te4YeHeM BpeMeHM NMosABNAITCS HOBbIe o4aru
nopakeHus.

Y 25% nauneHToB pa3BmBaeTcd HegoctaTodHOCTb AoK
3actonHagqa HK, y 40% — nepemexaroLlias XxpomoTa
COCYOAWNCTOro reHesa.

[onrocpo4yHast CMEPTHOCTb NPU ANNTENBHOM
HabnoageHun coctasnsaeT 10-30%.

OCHOBHBbIE NPUYNHBI NleTanbHOro ncxoga — 3actomHas HK,
MHJOAPKT MMUOKapda, pa3pbiB aHEBPU3M, NoYeyHas
HeJOCTaTO4YHOCTb.

Mapkepamu HebnaronpusTHOro NPOrHo3a sABMNAKTCS

BblPpa>K€HHAaA aopTalribHad peryprumraund, SAHa4nTeribHad
rmoenTeHRUMIAa cenpneadHAad HenoCTAaAaToOuUHOCTR AHARDINRMKIL



