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Cucremubie BacKyJauThl. Onpenesienue.

CucteMHbIe BacKyJIUTBHl - Tpynna 3a00JeBaHUM, IS KOTOPBIX XapaKTepHO
pa3BUTHE UIIEMUN U HEKPO3a TKaHEH BCIEICTBUE BOCIAICHUSI KDOBEHOCHBIX COCY/IOB
(MIEpBUYHOrO0 WM BTOPUYHOIO IO OTHOIIEHUID K OCHOBHOMY 3a00JI€BaHUIO).
CucremMHbIE BaCKyIUThl OTHOCSATCS K YHCIYy OTHOCHUTEIBHO PEIKHUX 3a00JeBaHMIA,
OJHAKO B TMOCJEIHUE TOAbl OTMEYEHa TEHACHIMS K YBEJIHYEHHIO UX
pacrpocTpaHeHHOCTU. Ha 050 TMEepBHUYHBIX CHCTEMHBIX HEKPOTHU3UPYIOIIUX

BacKyJuToB npuxoautcs ot 0,4 1o 14 u Oonee ciayyaeB Ha 100 ThICSY HaceneHUs.
Kanaccuguxanusi CHCTEMHBIX BACKY/JIMTOB:

CornacHo cymiecTBYIOIIUM KilaccuUKAIUIM U PEKOMEHIAUUAM
MexaynapoaHoit cornmacutenbHoil koHpepenuuu B Chapel Hill (Cesepnas
Kaponuna, CIIIA,1993) cucremHble BacKyJWUThl MOAPA3IEISIOT B 3aBUCUMOCTH OT

KamuOpa MOPaKeHHBIX COCY/IOB:

1. [Ipenmy1ieCTBEHHOE MOPAXKEHNE COCYIOB MEJIKOTO Kamopa:
- nypnypa lllennenna-I enoxa

- ACCEHUHUAJbHBIN KPUOTOOYTMHEMUYECKHUI BACKYIUT

- MHUKPOCKONUYECKHUN MOJIMAHTUUT (TIOJTUAPTEPUUT)

2. [Ipeumy1iecTBEHHOE TTOPAKEHUE COCYIOB MEJIKOTO U CPEIHEro Kannuopa:

rpanynemMaro3 Berenepa

cunapoM Yepmxka-Crpoc

(8}

. [IpeumyniecTBEHHOE MOPAKEHUE COCYIOB CPEIHETO Kamnopa:

Y3€EJIKOBBIN ITOJIUAPTEPUNAT

oone3nb KaBacaku

N

. [Ipeumy1iecTBEHHOE MOPAKEHUE COCYI0B KPYITHOIO Kanuopa:



- TUTAHTOKJIETOUHbIN (BUCOYHBII) apTEpUUT
- aprepuut Takascy

5. CMmemaHHblEe COCTOAHUA (IIOPaKEHUE COCYJOB MEJKOIO, CPEIHEr0 M KpPYIHOIO

Kannopa):
- Obone3nn bexuera
- 00JUTEepUPYIOMIUNA TPOMOAHTUUT

[IpennpuHUMAaNINCh TOMBITKU CO3JaHHUS KJacCU(UKAIIMKM BaCKYJIUTOB IO
MaTOTE€HE3y, HO B CBSI3U C YYAaCTUEM HECKOJbKHUX MEXaHHU3MOB, YaCTO CXOJHBIX WIIU
MEPEKPECTHBIX, IMUPOKOTO PACHPOCTPAHCHUS Takas KiacCU(UKAIMS HE TMOIyduia.
Tem He MeHee kiaccudukaius, OCHOBaHHAas HAa UMMYHHBIX MEXaHU3MaX Pa3BUTHUS

CUCTEMHBIX BaCKYJIUTOB UMEET OOJBIIOE KIMHUYECKOE 3HAYEHUE.
1. BackynuTtsl, acCOUIMMPOBAHHBIE C UMMYHHBIMU KOMIUIEKCAMM:
-ITypnypa Lllenssin-I enoxa

-Backynut npu CKB u PA

-MHdpekroHHbIE BACKYIUTHI

-bone3ns bexuera

-KpuornmoOynmHeMuyeckuii BACKYIUT

-CpeiBOpOTOUHAS 00JIE3HB

-ITapaneoriacTU4eCKUl BACKYJIUT

2. BackynuThbl, aCCOUMUPOBAHHBIE C OpraH- CeU(PUIECKUMHA aHTUTETIAMU:
-Cunnipom I'yanacuepa

-bonesnp KaBacaxku



3. AHIIJA-accounrpoBaHHbIE BACKYJIUTHI:
-I' panynemaro3 Berenepa
-MUKpOCKONINYECKUIN TTOJTUAPTEPUUT
-Cunapom Yepmxa-Crpocca

- Y3€IJIKOBBIN NTEPUAPTEPUUT
-JIekapCTBEHHBIE BACKYIUTHI

4. Ki1eTOYHO-0NOCPEIOBAHHBIE:!
-bonesns Xoprona

-bonesnp Takasicy

-I' panynemaro3 Berenepa



I'panysemaro3 ¢ moJMaHrMUTOM (MpekHee HA3BaHHMe IrPpaHyJieMaro3 Berenepa)

I'TIA, o ompenenenuto Chapel Hill Consensus (2012), HexkpoTu3upytoiiee
IpaHyJE€MaTO3HOE BOCIHAJICHHE OOBIYHO C BOBJICUCHHEM BEPXHUX M HIDKHHUX
JIBIXATENBHBIX MMyTEeH W HEKPOTU3UPYIOMUN BaCKYIHUT MPEUMYIIECTBEHHO COCYIOB
MEJIKOTO M CPeIHEro Kanuopa (a IMEHHO - KalluJUIIPOB, BEHYI, apTEPHOI, apTepuil U

BeH). YacTo pa3BuBaeTCsi HEKPOTU3UPYIOIIUA ITIOMEPYIOHEPPHUT.

[lepBoe HaOmrogeHue 3abosieBaHusl OTHOCUTCA K 1897 romy M mpUHAITIEKUT
[Turepy MakOpaiiny. B 1931 rony Knunrep onucan 70- neTHero Bpadya ¢ apTpUTOM,
HK30(TaIbMOM, BOCIMAJICHUEM BEpPXHUX [JbIXaTEIbHBIX MyTeH, NPUBEAIIUM K
CeIJIOBUIHON JedopMalul HOCa, IIOMEPYJOHEPPUTOM M MOPAKECHUEM JIETKHUX.
Opnnako cam KiumHrep paccmarpuBall NPUBEACHHOE UM KIMHUYECKOE HAONIOACHHE
Kak (OpMy Y3€JIKOBOrO IE€pHUAPTEPUUTA, a HE KaK CaMOCTOSATEIbHYIO

HO30JIOTUYECKYIO opMmy.

B 1936 rogy ®punpux Berenep omyOnukoBan pe3yabTaTbl KIMHUYECKUX H
TUCTOJIOTMYECKUX HCCIEA0BAHUM TPeX MAlMEHTOB C aHAJOTUYHBIMH CUMITOMAaMU U
NpU3HAKAMHU, C BBIJCIECHUEM CaMOCTOSTEIbHOW HO30JOTHYECKON H
natoMopdoaorndeckoit popmel, O6maromapss yemy 3a0o0JieBaHHUE CTaIM HA3bIBATh €TO
uMeneM. B 1954 rony I'yaman u Yapr BbIAEIWIN TpUaAdy NaTOJIOTHYECKUX TPU3HAKOB
rpanyiemaTo3a Berenepa, xapakrepusyroomux 3a00jeBaHUE UM BKJIIOYAIONIHUX:
CUCTEMHBIM HEKPOTU3UPYIOIIUN BACKYJIUT, HEKPOTH3UPYIOLIEE TpaHyIeMaTo3HOE

BOCIIAJICHUE JBIXATEIbHBIX MTyTEH 1 HEKPOTUZUPYIOLIUI TIIOMEPYIOHEDPUT.

B mnocnennue rogel AMEpUKaHCKUN KOJJIEIK PEBMArosioroB, EBpormeiickas
aHTUpEBMATHYECKass JMra, a Takxke AMepHKaHCKoe o001ecTBo Hedposioros
PEKOMEHIYIOT MOCTENEHHOE W3MEHEHHE Ha3BaHUs 3a00J€BaHUSI B COOTBETCTBUH C
€ro 3TUOMATOreHE30M. B KauecTBe albTEpHATHBBI PEKOMEHIYETCS TpaHyJIeMaro3 C
noiaHruuToM (cokpaimieHHo ['TIA), koTopoe yKe HCHOJIb3yeTCsl B MEIUIIMHCKOM

JUTEpaType.

Smuaemuosorus ['TIA.



I'TIA — penxoe 3ab6oneBanue. Pacipoctpanennocts ['TIA B CIIIA — npumepHo
30 va 1 miH Hacenenusi, B Coequnennom KoposneBcTBe — olieHOUHAs 320071€Ba€MOCTh
coctapisieT 10,2 Ha 1 mutH, pacnpocTpaHéHHOCTh — 250 Ha 1 MuIH HaceneHust (IUTUP.
no Tracy CL et al, 2017). Cpenu eBpomneiickoil MNOMYISLUA MY>KYMHBI OOJIECIOT
Heckonbko warie (1,5:1). JleOtor I'TIA mMoXeT cocTosIThCsi B JIFOOOM BO3pacTe, HO

yaire — B quana3oHe 35-5 jer.
ITHOJIOTHSA U IIATOTreHe3:

I'B xapakrepu3yercss HAJIMYHEM BACKyJIWTa MalblX M CPEIHUX COCYHAOB,
«reorpauyecKkumM» HEKPO30M M TpaHyJeMaTO3HBIM BOCHAaJE€HUM, OCOOEHHO
IbIXaTeNIbHBIX IyTeil. IIpenmnonaraercs, 4To OCHOBY HAuyajbHOIO IATOJOTHYECKOTO
NOPAKEHUS - TPaHyJEMbl - COCTABIAIOT KJIETOYHBIE MMMYHHbIE Mpouecchl. [lo-
BUJIMMOMY, K (OPMHPOBAHHMIO TIpaHyJIE€Mbl MNPUYACTHBI HEOIAronpuUsITHHIC
AKOJIOTHYecKre (DaKTOphl, a TakkKe HHPEKIUU IbIXaTeldbHBIX myTed. BeposrtHo,
CYLIECTBYET CJIO)KHOE B3aWMOJEHCTBUE MEXIy (aKTopaMu OKpY’Karolled Cpelsl U
OPraHM3MOM 4YEJIOBEKa, BKJIYas HACJIEICTBEHHYIO IPEAPACIIOIOKEHHOCTb.
[loBpexaeHne TKaHEW acCCOLMUPYETCS C AKTHUBAlMEd KIETOYHBIX HMMYHHBIX

peaKuHﬁ N BOCHTAJIMTCIIbHBIX ITPOICCCOB.

JloCTH>KEHHE B IOHMMAaHHH [TaTOTEHE3a CHCTEMHBIX BACKYJIUTOB C IOPAXKEHUEM
COCYZIOB MEJIKOTO KanumOpa oTtHocuTcs k 80-M rogam XX Beka, korma Savige J. u
COABT. COOONIMJIM O BBIABICHUM AHTHUTEN, PEArupyrolux C 4YeJIOBEUYECKUMH
HelTpoduiaamMu (aHTUHEUTpOMIbHBIE HHUTOIUIa3MaTHUeckue antutena, AHLIA) y
OOJBHBIX C HEKPOTU3HUPYIOUIMMHU DIIOMepyloHeppuTamMu. MeronoM HenpsaMon
UMMYHO(DIIOOpPECUEHIIUN TPU HUCCIEIOBAaHUM (PUKCUPOBAHHBIX CHHUPTOM
YEJIOBEUYECKHUX HEUTPOPHUIOB OBIIM BBIABIEHBI TPU THUNA CBEUYEHUSA:
nuromnazmarndeckuit (WAHITA), nepunykneapusiii (MAHIIA) u romoreHHbIN
(aAHIIA). [lepBbie aHTHUTENA OKA3AIKUCH CICIIM(PUIHBIMUA B OTHOIIICHUH TTPOTENHA3HI
3, BTOpbIE - MHEIONEPOKCHAa3bl. [OMOTEHHOE CBEUYEHHE XapaKTepPU3yeT Tak
Ha3zbiBaeMble arunuunble AHIIA, ux 3HaueHHWe OCTaeTCs HEACHBIM 1O HACTOSIIErO

BPEMEHU.



OOHapyxeHne aHTUTEN K IuToriazme HeutpodpunoB IgA (AHLA) y
OonpmuHcTBAa OONBHBIX ¢ ['B moaTrBepkgaeT 3Hade€HUE TyMOPaJIbHOTO
ayTOMMMYHHOTO oTBeTa. I'B 00bI4yHO accomuupyercsi ¢ BbisgBiIeHHEM AudPy3HOTO
okpamuBanus rutomiazmarudeckux (1) AHIIA (u- AHIIA). B kauecTBe aHTUTEHOB
AHIA mnpu I'B Beictymaer cepunoBasi npoteuHaza 3 (ITP3- mAHI[A). Takxe B
rpynny AHI[A-accounnpoBaHHBIX BaCKYJIUTOB BXOIAT MHKPOCKONHMYECKHUUN
NOJIMAHTUUT (monuapTepuut) U cuHapom Yepaxa-Ctpoc, mpu KOTOPBIX
MPEUMYILIECTBEHHO BBIABIAIOTCS nepuHykiueapuoie () AHIIA wnm aHtuTena k

muenonepokcuaaze (MIIO-AHIIA).

[Tarorenernueckas posb [IP3-nAHIIA npu ['B nmoareep:kaaeTcst BbISIBICHUEM
y 80-90% mnanuentoB ¢ I'B B aktuBHOI (haze 3a0oneBanus. pyrum aprymeHTOM B
nonb3y Bknana I[IP3-mAHIIA B pasButne ['B sBisfroTCs yKazaHHs Ha TO, YTO
peruauBy 3aboneBaHus mpenmiectByer Hapactanue tutpa [IP3-mAHIIA. Kpowme
TOTO, A(PPEKTUBHOCTH TEpanuu PUTYKCUMAOOM, BBI3BIBAIOIIUM CYIIIECTBEHHOE
UCTOILIEHUE TOMYNSIIHUKN PB-KIETOK M, TAKUM 00pa3oM, UHTHOUPYIOIIUM MPOLYKIUIO
antuten, noarsepxaaet 3HaueHue AHIIA B maroreneze AHIIA-acconmmpoBaHHBIX

CUCTCMHBIX BACKYJIUTOB.

B skcniepumente in vitro cpeau addexroB [1P3-nAHIIA onucana akruBaius
HEUTpoUIIOB, BeAyllass K 0Opa30BaHUIO AKTHUBHBIX (POPM KHCIOpOAa U CEKPEIru
anactasbl U [1P3, 9yTo ciocoOCTBYeT MOBPEXACHUIO TKaHEW. J[aHHbIE MCCIea0BaHUs
in vitro nmoxTBepaAniIH poib KoMiiemenTa npu AHIIA-accormmpoBaHHBIX CHCTEMHBIX
BacKylnuTax W mpenamnonaraercss BopieueHne AHIIA B akTtuBaiuio HEWTpodHIIOB U
MOBPEXKJCHUE SHAOTENHs. B 1eIoM yKa3zaHHBIE MPOLECCHl BEIYT K Pa3BUTHUIO

HCKPOTHYCCKOI'O BACKYJIUTA.

OKCIEPUMEHTAIbHBIE HKCCIEIOBAHUS 1N VIVO TO3BOJIMJIM YCTAHOBUTH, YTO
MIIO- AHIA wuwHAIynupyooT pa3BUTHE HEKPOTHYECKOTO TIJIoMepyJoHehpuTa Hu
reMOpPparuyecKoro Kanmwuisiputa. B dopmMupoBaHuM TOBPEXKIACHUS IPUHUMAIOT

y4acThe HEUTPOPUIIbL, @ TAKKE CUCTEMA KOMILJIEMEHTA.



Jlist GONBIIMHCTBA ayTOMMMYHHBIX 3a00JI€BaHUN XapakTepHAa TeHETHYECKas
IPEIPacioo)KEHHOCTh B COYETAHUU ¢ MHUIIMUPYIOUM (pakTtopoMm. [Ipenmnonaraercs
BO3MOXXHOCTh CBsI3W Hauajga OOJIe3HH C BO3ACUCTBHEM HWH(MEKIIMOHHOTO arcHTa.
[Tokazano Ooinee Tspkenoe TeueHue I'B y malMeHTOB ¢ HOCUTENBCTBOM 30JIOTUCTOTO
cradunokokka (Staphylococcus aureus) B moJiocT HOca, XapakTepu3syroleecs Ooee
4acThIM pa3BuTUEeM o00ocTpeHuil. CylepaHTUTeHbl, MPOU3BOJHBIE 30JIOTUCTOTO
cTaUIOKOKKA, MOTYT aKTHBUPOBATh NOMyASANUMU T-KJIETOK, BKJIIOYAS
ayTOpeaKTHBHBIC KJIOHBI. KpoMe TOro, KaTHOHHBIC MPOTEHHBI CTA(PMIIOKOKKA, TaKHeE,
Kak kucmas ocdaraza, MOTyT NEHCTBOBaTh KaK UMILIAHTUPOBAHHBIE AaHTHTEHBI Ha

IJIOMEPYIISIPHOM 3MUTENNH, UHIYIUPYS pa3BUTHE TIIOMepylioHedpuTa.

Kpome Toro, B skcnepruMeHTE Ha MOIEIU KPBIC MPOAEMOHCTPUPOBAHO, YTO
UHQUUUPOBAHUE TIpPAM-OTPULIATEIbHBIMU OAKTEPUSMHU MOXKET CTHUMYJIHPOBATH
pazsute AHIIA- accCOLMMpPOBAaHHBIX CHCTEMHBIX BACKYJIUTOB Y YYBCTBUTEJIBHBIX

VHJUBUYYMOB.

3aMeueHo TAaKXKC, 4TO Yallc ooneror I'B JHOAW, pOAUBIOHUCCA B CPCAHHUX H

ceBepHbIX muporax. Jpyrue daxktopsl, npenpacmnonaratomme k I'B, BkirouaroT:

- HHTOKCHMKAIOHWIO XHMMHUYCCKHMMHU BCHICCTBAMHU, IMNPUMCHACMBIMU B CCIBCKOM

XO3SHCTBE,

- JUTUTENIbHBIN TTPUEM JIEKAPCTBEHHBIX BEIIECTB, 0COOEHHO aHTUOUOTHKOB,
- BO3JCHUCTBUE OPTAHUYECKUX PACTBOPUTEIICH

Kiunnyeckasi kapTuHa.

Baxueitmue knuandeckue npossieHus ['TIA BkmrouaroT (mutup. mo Greco A
et al. Int J Immunopathol Pharmacol. 2016 Jun;29(2):151-9., ¢ HekoTOpPBIMH

HU3MCHCHUAMMU U I[OHOJ'IHGHI/ISIMI/I)

Koncturynuonaneabsie cuMnTombl: OOmas cmabocTh, MHANTHUH, apTPaTUH,

AHOPEKCUS, MMOXYIaHUE, NTOBBILICHUE TEMIIEPATyPhI



Koxnble mnposBICHUA: JIENKOMTOKIACTUYECKUM BACKYJIHUT, JIUTUTAJIbHBIC

UH(DAPKTHI, MMypIypa, KOXKHbIE SA3BbI, TAHTPEHA

PotoBast monocTh: SI3BBI pPOTOBOM IMOJOCTH, T'paHyJIEMaTO3HbIE IOBPEKICHUS,

«KITYyOHUYHAas) TUNIEPIUIa3usl AECEH, HapyLIEeHUs TIIO0TaHus

Oprasbl 3peHHs: ONUCKIEPUT, CKJIEPUT, KOHBIOHKTHBUT, KEPATHUT, YBEHT,
PETUHAJIBHBIM BaCKYJIUT, TPOMOO3 PETUHAJIBHBIX apTEPUN U BEH, IKCCYIaThl CETUATKH,
reMOpparuy B CETYATKY, HAPYLICHUS 3PEHHUS BIUIOTH JI0 CJIENOTHI, IPONTO3 MIA3HOTO

ga0110Ka U (pOpMUPOBAHUE IPAHYIIEMATO3ZHBIX MAaCC OPOUTHI, CIE30TECUECHUE

HocoBast nmonocte u npuaarounsie nazyxu: Ilepcuctupyromme U penuanBUpyIOIIIe
OTIEeJeHUsT M3 HOCa, B TOM 4YHCIIE KPOBSHHUCTHIE; HOCOBBIE KPOBOTEUYEHUS,
dopMupoBaHUE KOPOK B HOCY, U3BSI3BICHHUE CIM3UCTON HOCA, AECTPYKIUS HOCOBOU
neperopoAku (C ee BO3MOXKHOM mnepdopanueid, a Takxke (QopMHPOBaAHHEM
«CeIUIOBUIHOW» NedopMaluu HOCa), CHHYCUTBl U MapacUHYCHUTHI, OOJIE3HEHHOCTD

o0nacT HOca, TPaHyJIeMaTO3HbIE MOPAKEHHS HOCA

Opran ciyxa: (Cepo3Hblil) CpeHUN OTUT, MACTOUAMUT, CHUKEHUE CIIyXa BIUIOTH IO

[IyXOThI (KaK MMPOBOJIHOTO, TAaK U HEHPOCEHCOPHOTO XapaKTepa)
Bepxuue npixarenbubie myTu: CTEHO3 TPaxeu UM MOJCBSI304HOTO MPOCTPAHCTBA

KapnunosackynsipHas cucrema: BacKkyJIUT MEIKUX COCYIOB, NIEPUKAPANAT, MUOKAP/IUT,
HapylUIEHUs] pUTMa U MPOBOJUMOCTH CEP/LA, KIIANIAaHHbIC ITOPAXKEHUS, KOPOHAPUT C

UH(}apKTOM MHOKap/a, CepJeuHast HeIOCTaTOYHOCTh

JKKT: MeseHnTepranbHbli BACKYJIUT ¢ BO3MOKHBIM Pa3BUTHEM MUILEMUEH KUIICUYHHKA,

nepdopanren KUIeYHNKa, TIEPUTOHUTA, KeTyTOYHOKUIIIEYHOTO KPOBOTEUCHHUS.

[Touku: Huddys3ubiii “pauci-immune” HEKPOTHUIUPYIOIIUN TIIOMEpYI0OHEDPUT C
MOJYJIYHUSIMU, TEMaTypHsl, MPOTEUHYPHs, KIICTOYHBIE IMIIMHIPHI B MOYe, HAPYIICHHE
GyHKIMHM TIOYEeK B BHUAE OCTPOro moBpexiaeHuss mnodek (B Tom uyuciae OITH),

XPOHHYECKOM O0JIE3HH MOYEK WM TCPMUHAITBHON MOYEYHOM HEIOCTATOYHOCTH



LenTpanbHass u nepudepudeckass HepBHas cucrema: [oynoBHas 00Jib, MEHHUHIHT,
CYlIOpOTH, LIepeOpOBaCKY/ISIPHBIE COOBITUS, MOPAKEHUE CIIMHHOIO MO3ra, Mape3bl U
napajJiiiy 4epernHo-MO3TOBbIX HEPBOB, CEHCOpPHas WJIM MOTOpHas mnepudepuyeckas
HEWPOIATUs, MHOXECTBECHHBIE MOHOHEBPUTBI, CEHCOMOTOpPHAs TYyrOyXOCTb,

o0pa3zoBaHre Macc B TOJIOBHOM MO3T€
KocTHo-MbIIeuHas cuctema: ApTpaliruu, apTpUThl, MUAJITUN
JAunarnocruka. JlaboparopHasi IMArHOCTHKA.

JlaHHblE PYTUHHBIX Ja0OpPaTOPHBIX TECTOB W Oojee cneuupuUHbBIX
uccnenoBanuii mpu ['B. Bce »Tm mokasarenn HeEOOXOAWMMBI Ha TEPBOM DTare
JTUArHOCTUYECKOrO TMOMCKa Mpu nopo3penuen Ha I'B. B To ke BpeMs HUCKIIOYEHUE
00JIe3HN MOYEK C MOMOINIbIO KIMHUYECKOTO aHal3a MOYM MMEET Ba)KHOE 3HAUCHUE
HE TOJBKO HA MCXOIHOM OOCIEAOBAHMM, HO U MPHU MOCIEAYIOIIEM HAOIIONCHUH Y

Bcex nanueHToB ¢ I B.

PAK: - aneMust HOpMOXpOMHasi, HOPMOIIUTAPHAS; MPU AJIBBEOJIIPHOM KPOBOTEUEHUU

BO3MOXKHA OCTpasi TsHKEIass aHeMUs
- JIGUKOIIUTO3 OT JIETKOTO JI0 YMEPEHHOTro, 00BIYHO He Ooiiee 18 x 109/n

- TpPOMOOIIMTO3 OT YMEPEHHOTO JIO PE3KO BBIPAKEHHOTO (KOJIMYECTBO TPOMOOIIMTOB

ot 400 x 109/1, u3penka mo 1000 x 109/m1)
OneKkTponuThl: [ unepkanuemMus B ciiydae BRIPAXKEHHOW TUCPYHKIIMHU MOYEK
OAM: -rematypus (OT JIETKOHM 10 BBIPA)KEHHOM)
-3pUTPOLUTAPHBIC IUITUH]IPBI
- MPOTEUHYPUS

[Teuenounbie mpoObl: Ilopaxkenne mnedeHu He xapaktepHo mis ['B, HO npu
BOBJICUCHUM YBEJIMWYUBACTCS COJEPKAHUE acmapraraMuHoTpaHcdepasbl u

aJlaHMHAMUHOTpaHC(epas3bl B KPOBU



NmmyHonoruueckue ucciegoBanusi: AHA - Orpuniarenbubiid, PO - [TonoxuTeabHbIN
y 40-50% Oonbubx, C3 C4 - YpPOBHM KOMIUIEMEHTA OT HOPMAaJbHBIX [0
yBEIUYEHHbIX Npu ['B, B oTinnunme OT CUCTEMHOW KPaCHOM BOJYAHKH,
KpUOTIIOOYJIMHEMUHU U Jp. 3a00JI€BaHU, MIPU KOTOPHIX UMMYHHbIE KOMIUIEKCHI, MO-
BUJIMMOCTH, UTPAIOT BaXXKHYIO poiib, AT K momepyinspHoil 6a3anbHONM MeMOpaHe - y
oonbpmHcTBa. AHIIA - TlonmoxutensHsiil y 60-90% Gonbubix mipu ['B. AnTuTena x
nporenHase 3 HaxoaT y 90% OOJIbHBIX ¢ MOpaKEHUEM JbIXaTeNIbHBIX MYTEeH U MOYEK
u b y 70% O60apHBIX 0€3 mopaxkeHus novyek. OgHako clieqyeT MOJYEPKHYTh, YTO
noJjlaratbCsi Ha aOCONIOTHYIO JHATHOCTUYECKYIO CIEHMHU(PUIHOCTh H30JIUPOBAHHOTO
oonapyxenuss AHIIA nHe cnenyet. Ilo3utuBHBIM pesynbTar NAHIIA wMoxer
BBISIBJIATBHCSL TIPU 1LIEJIOM Psific MHBIX 3a00JIeBaHUM, HE OTHOCSIIUXCS K BACKyJIUTaM
MEJIKUX COCYJOB — HalpuMep, BOCHAIUTEIBHBIX 3a00JIEBAHUSX KHUIIICUHUKA,
NEPBUYHOM OWIIMapHOM IHMppo3e, Oonesnn Kapacaku, y3eIKOBOM IMOIHAPTEPUUTE,
cunapome @Dentu, wHbEeKNUMOHHBIX mnaronorusax — BUY, undexnuonHom
SHJOKAPAUTE, BUPYCHBIX rematutax. TpeOyeTcs MOATBEPKACHUE TO3UTUBHBIM
TECTOM Ha aHTUMHUEJOMEePOKCHIa3y B AOCTATOYHOM THUTPE MNpPU HAJIUYUU

COOTBETCTBYIOLIEN KIIMHUYECKOW CUMIITOMATHKH.

Knunuueckue nokazanus s tectupoBanus Ha AHIIA s cBoeBpeMeHHOM
muarnoctuku AHI[A-accounupoBaHHbIX BackynuToB (MexayHapoansiii KoHceHcyc

2017) (Bossuyt X et al. Nat Rev Rheumatol. 2017 Nov;13(11):683-692.)

[momepynonedput, 0coOEHHO OBICTPO MPOTPECCUPYIOTIUN

Jlerounele reMopparuu, 0COOEHHO MPU HATUYUU THEBMOPEHAILHOTO CHHIPOMA

- KoxHbIi BAaCKYJIUT C CUCTCMHBIMU ITPOABJIICHUAMUA

MHOKECTBEHHBIE JIETOYHBIE Y3EIKH
- XpOHNYECKHNE NECTPYKTUBHBIE TOPAKEHNS BEPXHUX JIBIXATEIIbHBIX ITyTEN

- JMTenbHO NEPCUCTUPYIOLINN CUHYCHUT WU OTUT

[TomcBsA304YHBIN CTEHO3 TPAXEH



- MHuoxxecTBeHHbIC MOHOHEBPHUTHI WM niepudepudeckas HeiponaTus
- PerpoopOurtanbHbie MacChI

- Ckuepur

Metoas! BU3yaIn3aluu.

Crnenyer eme pa3 MNOAYEPKHYTh, YTO Yy OAHOM TpeTu mnamueHToB ¢ I'B
BBISBIIICTCS. O€CCHMIITOMHOE IOPAKEHHE JIETKUX IPH pPEeHTreHorpaduu TpyaHOM
KJIETKH. ['paHynemMaTro3HOE€ BOCIHAJIICHUE AaJbBEOJISIPHBIX KaNWJUISIPOB U apTEpHUOII
JIETKUX TPUBOJUT K PA3BUTHUIO TSKEIBIX JIETOYHBIX KalWUIAPUTOB. B  jerkux
MOSIBJISIIOTCS.  MHPUIBTPATh, KOTOPHIE CIOCOOHBI TOIBEPTaThCsl IECTPYKIIMU C
00pa3zoBaHWEM TMOJOCTEH, YTO TPUBOAUT K KPOBOXApPKAaHBIO M JIETOYHOMY
KpoBoTeueHuto. [IpuyeM, WHGUIBTpaAThl, KOTOPhIE MOTYT PacTd M YMEHBIIAThCH,
4yacTO BHAayaJleé HENPABUJIBbHO JIMATHOCTUPYIOTCS Kak NHEeBMOHHUd. llpu
PEHTICHOJIOTHYECKOM UCCIIEOBAHUH HAPAY C HHPUIBTpATaMU MOXKET OBITh KapTHHA
JeroyHon auccemuHanuu. OQHOCTOPOHHEE BBIABICHUE TEHEW MEJIKUX Y3€JKOB 4acTo
MOXKET OIIMOOYHO MHTEPIPETUPOBATHCS KaK pak Jierkux. Kak mpaBuiio, oTMe4aroTcs
MHO)XECTBEHHBIC Y3€JIKH, PpACIOJIOKEHHbIE OWIarepalbHO M YacTO C HAIMYUEM
nonoctd. Kpome TOro, yCTaHOBJIEHO, YTO BEHO3HBI TpomM0OO03 (B YACTHOCTH,
TPOMOO3bI TIIyOOKHUX BEH) U TPOMOOIMOOJIUU JIETOYHOM apTEepPUU SABISIOTCS YaCThIM
ocinoxxknenrem ['B. Ilostomy y manuentoB ¢ I'B, mpenbspistonux >xanoObl Ha
OJIBINIKY, O0Jb B TPYIU WU JIPYTH€ XapaKTEPHbIC CHUMIITOMBI CIIETYET UCKIIOUUTH

TPOMOO3MOOIIHIO JIETOYHOU apTEPHH.
JIOTIOTHUTENIbHBIE METO/IbI CCIIEIOBAHMSL:
Jlerounsie TeCTHI — ciupoMeTpus, TupPy3nOHHAS CTOCOOHOCTD.

Bbponxockonusi — mofie3Ha TpPH OLIEHKE albBEOJIIPHBIX TreMopparuii, MHQEKIHi,

MaTOJIOTUHU BO3YXOHOCHBIX ITyTEH, S3HI00POHXHAIBHBIX OPAKECHHIA.

buoricuss — 0OBIYHO OIICHMBAIOTCS HA YYACTKE AKTUBHOTO TOPAXEHUS, TPH ITOM

OmonTaThl MMOYEK U JIETKUX SBISIOTCS Hanbosee crienuuanabivu st TTIA.



buorncusi BepXHHMX AbIXaTeNbHBIX MYyTEW (ciau3ucTasi HOca, MPUIAATOUYHBIE Ma3yXH,
MOJICBA30YHAsT 00JaCTh) 3a4acTyl0 HMMEET Malyl0 JAMArHOCTUYECKYIO II€HHOCTD,

oOHapy>KuBas UL Hecrieuupruueckrue BocnaauTenbHble n3MeHeHus (10 15%).

[lonHast rucTonoruyeckas Tpuana (rpaHylIeMaro3HOE BOCHAJCHHE, BACKYJIUT H
HEKpO3) BbIABISIETCS Bcero mnuiib B 15% ciydaes. Tem He wMeHee, npu
COOTBETCTBYIOIIEM KIMHUYECKOM KOHTEKCTE, HAJIMYMUe Ja)Ke€ 4YacTh MPHU3HAKOB U3
ATOW TpuaAbl MpU OUONICUM BEPXHUX JIBIXATEJIbHBIX IMyTEeH MOXKET MOJATBEPIKIATh

nuaraos ['TIA.

JInarHocTu4ecKkue KpUTepPUm.

Kputepun nuarnoctuxku I'B Amepukanckoi Komneruu Pesmaronoruu (AKP)
1. BocnaneHnue HOCa U pOTOBOM MOJOCTH

Pa3Butue Oone3HeHHBIX WM 0€3007€3HEHHBIX SI3B MOJOCTH pPTa, THOWHBIE WIIH

KPOBSIHUCTBIE BBIJCIICHHS U3 HOCA.
2. Ilaronornyeckue U3MEHEHHS HA PEHTTE€HOrpaMMe JIETKUX

Hanuune Ha peHTreHorpaMMe Jerkux y3ejaKoB, (PUKCUPOBAHHBIX UH(DUIBTPATOB WIH

MOJIOCTEN pacnaja.
3. U3MeHeHne MOYEBOTO OCaIKa

Mukporemarypust (> 5 SpPUTPOLMTOB B TIOJIE€ 3PEHUS) WU DPUTPOIUTAPHBIC

UTHH/IPHBI
4. I'panynemMaTo3HO€ BOCIMAJICHUE MPU OUOTICUU

['ucTomornueckne W3MEHEHHS B BHJIE TPAHYJIEMATO3HOTO BOCHAICHUSA B Mpeaenax
COCYIHMCTOM CTEHKU apTepUH WX B MIEPUBACKYISIPHON MJIM KCTpaBa3ajbHOM 00nMacTu

(apTepuiil UM apTepuo).

Tpebyemoe KOIM4eCTBO KPUTEPUEB: 2



Tepanus I'TTIA:

B/B nmynecrepanus: B/B metmimpennuzonon 500-1000 mr/cyt (y B3pocisix) uiu 30
mr/kr/cyt (y nered, makcumanbHO — 1000 Mr/cyT) wid SKBUBAJEHT B T€UeHHE 3-5

THEN

Breicokue mo3er CI'KC: Ilpemnuzonon 1 mr/kr/cyt (y B3pocibiX; 00brdHO 10 80 mr/
cyT) wiu 1-2 mr/kr/cyt 9y nereii; oObIYHO MakcMMallbHas go03a — 60 Mr/cyT) wim

SKBHUBAJICHT
JI7i MHAYKIMA PEMUCCHH UCTIONB3YETCS:

Metotpekcar: Jlo 25 mr/ues (/K wiv BHYTPb)

Azaruonpus: Jlo 2 Mr/kr/cyT

Modet3una Mukodenonar: Jlo 1500 Mr 2 pa3a B IeHb BHYTpb

Huxknodpochamun: Jlo 2 wmr/kr/cyt (BHYTpb) B TeueHue 3-6 Mec.; WU
WHTEPMHUTTUPYIONTHI Kypc 15 mr/kr (B/B) kaxasie 2 Heaenu N.3, 3atem 15 mr/kr (B/

B) Kaxxple 3 Henmemnu ene 1o MeHbiei mepe N.3 (y B3pocibIX)
IMpornos

[Iporno3 npu I'B He coBceM OnaronpusTHBINA: B clydyae MO3IHENW ATUATHOCTUKH
OoJbHBIE MOTHOAIOT B TEUEHHME MEPBOTO T0Ja OT JIETOYHO-CEPACYHOW M MOYEUHOU
HEIOCTAaTOYHOCTH, NpucoeAuHeHus uHekuuu. [Ipum renepanuzoBaHHON (opme
CMepTh OOJBHBIX HACTyNaeT B TeueHue 5 mecsueB. [IpuHATO cuuTaTh, YTO MPOTHO3
I'B xapauHanbHO M3MEHWICS MOCHE BBEICHUS B MPAKTUKY €ro JICYeHHUs] KOMOUHALIMU
TIIOKOKOPTUKOUA0B U nukiodocdana. I[lpu nedenuun unukiopocPanom u
[JIIOKOKOPTUKOUAAMU 4-JIETHSSI BBDKMBAeMOCTh coctaBisgeT 93%. B uccienoBanuu
Knmumenko C.B. [11] y 15% O0dAbHBIX NTPOAOIKUTEIBHOCTh KU3HHU IOCIHE
ycraHoBlieHUs auarHo3a [I'B cocraBiasger or 15 nmo 26 ner. B oTaenbHbIX
HCCIIEIOBAHUS TTOKa3aHO, YTO MPOJIOJIKUTENIBHOCTh KU3HU OoNbHbIX ¢ ['B celfuac

MOXKET cocTaBisTh 0 20 ner u Oonee. [I[pumensemoe B HacTosIIee BpeMs JICUCHUE



HE TMO03BOJIIET JOOUTHCSA TMOJHOTO BBI3AOPOBICHUS OO0NBbHBIX. OCIOXKHEHUS,
00yCIIOBJICHHBIC [IJIMTEIbHBIM MPUMEHEHHEM IHKIopochaHa, B MEPBYIO Oudepeb,
TSKEJble MH(PEKIMU, TeMOpparniyecKuil HIUCTUT U TOKCUYECKUM TeMaTuT, MOTYT OBITh

OJTHOM M3 BO3MOKHBIX PUYUH cMepTH OobHbIX ['B.
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