CuUcTeMHble BaCKY/IUTbI, KIMHUYECKUE NPU3HaKMY,
anddepeHumanbHaa AUarHoCTMKa. TakTUKa Bpaya
NepBUYHOro 3BeHa.

KoHoHbixuH Anekceli AHOpeesuY
Bpay npuemHoro otaeneHna KypraHckon obnactHoOM
KNMHNYECKOoM 6oNbHULbI

Kyprah, 2024
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OnpepeneHune

Knaccmoukauma cMCTeEMHbIX BACKYIUTOB

ANropnUTM ANAarHOCTUKU CUCTEMHbIX BAaCKY/IUTOB

CeMMOTMKa NOPAXKEHMA KON NPU CUCTEMHbIX BaCKYAMUTaX
CeMMOTMKa NOPaXKEHNA NErkmnx NP CUCTEMHbIX BAaCKYy/IUTaX
Cemmnotunka nopakeHma JIOP-opraHoB Npu CUCTEMHbIX BAaCKYUTaX
CeMMOTMKa NOPaXKEHMA MNOYEK NPU CUCTEMHbIX BACKY/IUTaX

CemmnoTumKa nopaxXeHnAa KeaygouyHo-KNwe4yHoOro TpakTta npmn CUCTEMHbLIX
BACKY/IUTAX

CemmnoTumKa nopaxxeHunAd HepBHOl\;I cnctembl Npun CUCTEMHDbIX BACKY/1INTAxX

TaKTuKa Bpaya NepBNYHONO 38eHa npu ebiAB1IEHNN CUMINTOMOB,
nogo3puTesibHbiX B OTHOWEHUUN CUCTEMHOIO BACKY/IUTA.

JleyeHne CMCTeMHDbIX BACKY/IUTOB



OnpepneneHune

CucremHble BacKkynutbl (CB)- reteporeHHasn rpynna 3abonesaHnii, OCHOBHbIM
MOPdONOrMYECKMM MPU3HAKOM KOTOPbIX ABNAETCA BOCMa/IeHUe COCyauCcTon
CTEHKM, a KIMHUYECKME NPOABAEHNA 3aBUCAT OT TUMa, Kaanbpa, NoKanmsaumu
NMopaKeHHbIX COCYA0B U aKTUBHOCTM CUCTEMHOIO BOCMNAaIEHUA.

MEXAYHAPOOQHAA HOMEHKNATYPA BACKYIIUTOB
(CHAPEL HILL CONSENSUS CONFERENCE, 2012)

MMMYHOKOMMIMEeKCHbLIA BacKynur

cocynoB Menkoro kanubpa
KpnornobynmHeMn4ecknii BackynuT

«IgA BackynuT (LUeHneliHa-NeHoxa)
sMMnokomMnaeMeHTHbIA ypTUKapuanbHbIid BACKynuT

(Anti-C1q Backynur)
B A
acKynuT cocygoB ( - \
cpenHero Kanubpa Anti-GBM 6onesHb

*[MonuaprepunT y3enkoBbii
*BonesHb KaBacaku
M

[

1

Al ANCA-accounMpoBaHHbIi BacKynuT
cocynoB MeJiKoro kanuopa
] *MuKpocKonMYeCcKUiA MonmaHruuT
[paHynemaTos c nonuaHrnmTom (BereHepa)
*203NHOPUINBHBLIN rpaHynemMaTos C
nonmMaHrMmMToM
(Yapra-CTpocc)

BackynuTt KpynHbIX cocynoB
-ApTepunT Takascy
«[MraHTOKNEeTOYHbLIN (BUCOMYHbIN)
apTepumnT

Arthritis & Rheumatism

/olume 65 1. pages 1-11, 27 DEC 2012 DOI: 10.1002/art.37715




KnaccudpumKauma cMcTeMHbIX BaCKY/INTOB

CospemeHHas Knaccudukauma CB (Chapel Hill Consensus Conference, 2012 r.).
1. BacKyauT € nopa*KeHnem cocyaoB KpynHOro Kanmbpa
-apTepuut Takascy (HecneumduUyecknin aoptToapTepmmT)
-TMFAaHTOKNETOYHbIN apTepuuT (6onesHb XOpToHa) M peBMaTUYecKan NoAMMUANTUA
2. BackynuT € MOpaKeHMemM coCcyZi0B cpeaHero Kaambpa
-y3€e/IKOBbIN NONAPTEPUNT
-6one3Hb KaBacaku
3. BackynuTbl C NOparKeEHNEM COCYA,0B MENKOro Kannbpa
1)BacKynnTbl aCCOLMMPOBAHHbIE C AHTUHENTPOPUABbHBIMM LIUTONNA3MATUYECKUMM aHTUTeNamm (AHLLA):
-MWKPOCKOMNUYECKUI NOANAHTUNT
-rpaHy/s1emMaTos ¢ NoaMaHriMmTom (BereHepa)
-303MHOGUbHBIN rPpaHyIeMaTos ¢ noanaHrnnTom (Yepaska- Ctpoc)
2)UMMYHOKOMNMN/IEKCHbIE BaCKY/UTbI:
-3ab0/1eBaHusA, acCOLMMPOBaAHHbIE C aHTUTEeNamun K BMK (cuHgpom Mygnacuepa)
-KpPUOrnobyaMHEMUYECKNIA BaCKyAUT
-IgA- accoumMmMpoBaHHbI BaCKyAUT (reMopparMyeckuin Backyamt, nypnypa LLeHneliHa- F'eHoxa)
-TMMNOKOMMNIEMEHTEMUYECKMI YPTUKAPHI BacKyauT (aHTU- C1q BacKyauT)
4. BapuabenbHblii BaCKyauT
-6onesHb bexyeta
-cuHapom KoraHa
5. BacKynuT c nopaxeHnem cocyaoB e4MHCTBEHHOro opraHa
-KOXKHbIV NENKOLMTOKNAACTUYECKUIA aHTUNT
-KOXHbIA apTepumnT
-NepBUYHbIVA BaCKY/UT LeHTPasIbHOW HEPBHOW CUCTEMDBI
-U30/IMPOBAHHbIN a0PTUT
-Apyrue
6. BacKynuT accoLMMPOBAHHBIN C CUCTEMHbIMK 3aboneBaHUAMM
-BackyauTt npu CKB
-peBMaTOMAHbIN BaCKyauUT
-CapKOWAHbIW BaCKyUT
-Apyrue
7. BackynuT, accouMMpoBaHHbIN C onpeaeneHHbIMKU 3TMoorMYecnmmn Gaktopamm
-KPUOTrNo6YyAMHEMUYECKUI BACKYAUT, aCCOLMMPOBAHHDIN B BUpPYycom renatuta C
-BaCKY/IMT, aCCOLMMPOBAHHbIV B BUPYCOM renatuTa B
-a0pPTUT, aCCOLMMPOBAHHbIV C cUPUAUCOM
-NeKapCTBEeHHbI UMMYHOKOMMIEKCHbIN BaCKyANUT Jennette JC, et al. Revised International

-nekapcTBeHHbI AHLA- accouMnpoBaHHbIM BaCKyIUT Chapel Hill Consensus Conference

':;5?::0"”3”””6“”” BacKyanT nomenclature of vasculitides. 2012



AI'II'OpI/ITN\ ANATHOCTUKU CUCTEMHDBIX BACKY/IUTOB

| aman. BoiaABNeHne CMMNTOMOB, NOA03PUTENbHbIX B OTHOLUEHUU BAaCKYAUTA.
1.KoXHble nposasaeHunA
2.BHEKOXHble NpoAB/eHUA
A)Cneundunyeckue:

-NOpaXKeHMe BEPXHUX AbIXaTeNbHbIX NYyTEN

-noparkeHune nerknx

-nopaxkeHune HKKT

-noparkeHne noyek

-nNopaXKeHne HepPBHOW CUCTEMDI

B) Hecneuudunyeckume:

-apTpanrum

-MManrum

-INXopaakKa

-noTepA Beca

-cnabocTb
Il sman. UcknoueHue TpombouutoneHmnmn, cencuca, Tybeprkynesa, OHKONOrMYeCKUxX
WU remaTtonormyeckux 3aboneBaHum, oCTpbiX U XPOHUUECKNX UHPEKLUM,
annepruyecKkux, napasmMtapHbix U npodpeccnoHanbHbix 6onesHen, peakumsa Ha J1C.
UckntoueHue apyrux peBsmartonoruyeckux sabonesaHum (CKB, peBmatongHboin
apTpuT, aHTudochonunNUAHbIN CUHAPOM).
lll aTan. /labopaTopHbie U MHCTPYMEHTa/IbHble MeToAbl uccnegosaHmaA. CneunanbHble meTogbl
nccnenoBaHuA: 6uoncua u BU3yaJ/indauuma nopa>KeHHbiX COCya0B.



CuctemHble BaCKy/IUTbI
C NOpa*KeHuem
COCYyA0B Meikoro
Kannbpa

AHLLA-
dCcounmnpoBaHHbIE
CNCTeMHblIE€ BACRY/INTDI

MMMYyHOKOMMN1EKCHble
CUCTEeMHbIe BAaCKYNUTHI

. [paHynemamos c . Temoppazu4eckul sackyaum

noauaHeuumom (Ir1A) . KpuoenobynuHemu4yecKuli sac
. Mukpockonuyeckul Kyaum

nonuaHauum (MIr1A) . TunokomnaemeHmemu4eckuu
. 303UHOUNbHGIU 84CKynUM

2PaHynemamos c

nonuaHauumom (3[T1A)




CuncrtemMHble BaCKynuTbl, accouMmMpoBaHHble C aHTUHEUTPO(PUITbHbLIMU
uutonnasmarnyeckumm aHtutenamm (AHLIA)

[PaHynemaTo3HaA Jo3nHopuuna,
BOCMannUTeNbHan HekpoTtusunpylowmi rpaHynemaTo3Hoe
peakums Al el BOCMasneHue

903NHOPUNbHbIN
rPaHy/1eMATO3 C
NONMAHTUNUTOM

[paHynemaTos c MWKPOCOKNNYECKUI
NOJINAHTUNTOM MNOJINAHTUNT




BbinonHeH aHann3 279 cmamel, ¢ UCNO/b30BaHUEM NMOMCKOBbLIX MAPKEPOB: 'CUCTEMHbIN
Backynut", "remopparnyeckui sackyaut", "AHUA", "BackynonaTtua'. B aHanntuyeckoe
NccnenoBaHMe, BKAOYEHO 75 KAUuHUYeCcKUX cay4vyaees, NpeaCcTaBAEeHHbIX B OTEYECTBEHHbIX
N MeXKayHapoaHbIX Hay4HbiX 6a3ax AgaHHbIX (ELIBRARY, Web of Science, Scopus,
MEDLINE, PabMed, The Cochrane Library).

BpemeHHOW AMana3oH npeacTtaBAeHHbIX KIMHMYeCcKux cayyaes: ¢ 2004 no 2023 roa,
Kpumepuamu eknroyeHuUs nccnenoBaHuUn B aHanu3 bbinu:

-COOTBETCTBYIOLLNMN KNACCUPUKALNOHHBIM KpUTEPUAMN U BEPUPULMPOBAHHBIN
nocpeactsom 6uoncum AHLA-accouMmMpPoOBaHHbIA CUCTEMHbIN BAaCKYIUT U
reMmopparn4eckmii BacKy/uT.

-roCNUTaIN3aLUMA N0 SKCTPEHHbIM NMOKA3aHUAM.

@ MpadHynemaTos
nonuaHrumTom (n=11)

@ Memopparvyeckuii
BackynwT (n=38)
@ So03MHOPWUABHBINR

rpaHyneMaTos c
nonuaHruuTom (n=14)

@ Mukpockonu4eckmni
nonuaHrunT (n=12)

PucyHok1. CTpyKTypa HO30N0rM4ecknx opm CUCTEMHbIX BACKYIUTOB.



A3BEHHOE NopaxeHWe
KoK (n=12)
NerovHoe
KpoBoTEYMEHWE(N=5)

[bixaTensHas
HEOOCTaTOMHOCTL(N=9)

KK (n=11)
MHeBMoOHMA (n=21)
onn (n=10)
OHMK (n=4)

Opyrve (n=3)

0 5 10 15 20

PucyHok 2. OCHOBHOEe noKasaHue K rocnutanam3auum NnaumMeHToB C CUCTEMHbIM BaCKYJIUTOM.

25



[MNopaxeHne koxmn (n=48)

MopaxeHre nerkux(n=37)

MNMopaxeHne BEpPXHWX
AblxarenbHblx nyTen(n=19)

Mopaxerne KKT(n=12)

[MopaxeHue HepBHOM
cuctembl(n=10)

MNopaxeHre novek(n=7)

MopaxeHne mas(n=5)

PMCVHOK 3. I'IopameHme OpraHoB n CUCTEM NMPU CUCTEMHDbIX BACKY/IUTaAX
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AnneprudyecKknn
PUHUT(N=18)

XOBM(n=11)

BEpoHxuansHan
acTtma(n=9)

XPOHWYECKMIA
CUHYCKT(N=9)

HepmatuT (n=8)

[NonuHeAponaTnA
(n=6)

XPOHUYECKHMA OTKUT
(n=3}

=
&n

10 12 20

PucyHok 4. 3aboneBaHuA meroLLmeeca B aHaMHe3e y NaLlneHTOB,
rOCNMTANIN3UPOBAHHbIX C CUCTEMHbIM BACKY/IUTOM.



CemuoTtuka nopa)KeHm‘i KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

BbicbiNaHMA Ha KOXKe MOryT ObITb NPeAcTaBAEHbl CAeAyoWMMU NEPBUYHBIMU
MOPHONOrMYECKUMMN INEMEHTAMM:

remopparmyeckumm naTtHamu (nypnypa), HepeaKko BbiCTyNatoWMUMKU HaZ,
YPOBHEM KOXKM (remopparnyeckme nany/bl, naabnupyemasn nypnypa),
y3/1aMu, NMy3bIPAMU C rTeMOPPArM4ecknm coaepnmbim, Bonabipamm (cyLie-
cTBytowMmn >24 yacos). Hanbonee yacto Bctpeyatotca menkue (1—3 mm)
remopparvyeckme NATHaA — NeTexmu.

remopparmyeckme nATHa MOryT UMeTb bonee KpynHble pa3mepsbl (>3 mm) —
3KXMMO3bl NN CANBATLCA, 06pa3ya CeTYaTbIM PUCYHOK — PETUKYNAPHYIO
nypnypy.

A3BEHHOE N A3BEHHO-HEKPOTUYECKOE MOParKeHNEe KOXKM.

ceTyatoe AMBeao



CemmnoTuKa nopa)l(el-mﬁ KOXXU NPU CUCTEMHbIX BACKY/IUTOB

lemopparmyecKas
nypnypa

HeBocnanutenbHasa

BocnanutenbHas

NopakeHune
COCY,0B KOXWU npu
C3CT

OKKNHO3UOHHbIEe
BaCKynonaTmu

CucrtemHble

KOXHble BaCKynuTbl
BaCKy/UTbI

OKKn1o3uoHHble sackynonamuu (OB) — KoXHble NPOABAEHUS CUHAPOMOB
MWKPOCOCYANCTOM OKK/II03MK, NpeacTaBasaowme coboi rpynny pasHbix Mo 3TUOIOTUU U
naToreHesy 3ab60neBaHUI, XapaKTePM3YHOLLMXCA NOParKEHNEM COCYA0B KOXKU B BUAE
3aKYyMOPKM UX NpocsBeTa b6e3 Npn3HaKoB BaCKy/UTA



CemunoTHKa I'IOpa)KEHMVI KOXXU NPU CUCTEMHDbIX BAaCKY/INTOB

Tun OKKAKO3MOHHOM BacKyNonNaTHm

Hoszonormueckue dopmbl/CUHAPOMBI

2mbonua

XonectepuHoBada ambonKn.

OkcanaTHas amboaua.

MHDEeKUMOHHBIWM 3HA0KApAMUT.

SuaokapanT Jinbmana-Cakca npu CUCTEMHON KPAaCcHOW BONYaHKe.
Mukcoma npegcepoum.

KoxHeble EHYTRPHMCOCYOMWMCTBIE METACTA3klI BUCUEPANEHEIX 3N0OKa4YECTECHHEBIX

HOBOOGPA30BAHKA.
AHrvocapkoma.
WMHTpanumdaTrYecKMin TMCTHUOLMTOS.
BHyTpucocygncTaa ammdboma.
MMNep303rHOPUALHLIN CUHAPOM.
MHOpoaHBIA MaTepwan

TpombouWTapHaa OKKAO3MA

HeKkpo3 KoMK, MHAYLMPOBaHHBIM renapMHOM (renapruHOBRIM HEKPO3).
MuenonponudgepaTyBHele 3abonesaHuna.

BTopuuHbli (peakTUEHLIN) TpOMBOUMTOS.

MapoKcu3mManbHas HOYHaA reMorobuHYpUa.

PeakTWBHbIM aHrMO3HA0TENMOMATOS.

TpomboTHueckana TpoMBOLMTONEHKWYECKAA NyPypa

MOBEIWEHWE BAZKOCTU KPOBK NPW AEWCTBMM HU3KUX
TEMMEpaTyp

KprnogubpuHoreHemma.
KpwornobynuHemma.
CWHAPOM XONOO0ELIX arrNHTHHWUHOE

CDCV,EI,HCTEIH OKKNK3WA MUKDOOPraHW3MamMi

[AHrpeHO3HAA 3KTUMA.

Acneprunes u gy3apuos.

®eHoMeH JTOUWO NpW ENPOMATO3HOW Nenpe.
OWMCCEMUHMPOBAHHBIA CTPOHTMA0MA03

Lpyrie BapMaHThbl OKKA3MOHHBIX BACKYI0NATHI

SpUTPOUMTAPHAA OKKITHO3MA.

KoxHaa KansuudrnakcKa.

CocyaMcTan oKKI03WA, CBA3AHHAA C NPUMEMOM MMAPOKCUMOYEBHHBI.
CocyamMcTas OKKIIK03WA, BbI3BAHHAA KOKAMHOM W NIEBAMW30OM.
WHTepdepoH-accouMMpoBaHHLIM HEKPO3 KOMMK




CemmnoTuKa ﬂOpa)KEHMﬁ KOXXU NPU CUCTEMHDbIX BACKY/1IUTOB
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f'MnogaepmanbHble BaCKyAnUTbI



Knaccudpumkauma KoXHbIX BaCKyIMTOB

Knmemuyeckue GopmMB

CHHOHHMbBI

OCHOEHBIE MPORBASHMA

l. AepmansHble BaCKyIMThI

MoavMopdHEIA JepeansHbia
ESCKYMNT;

CuHgpom MNyscepo-Aroneppa, apTepuonunT FrouTepa, BonesHb
Mywepo-PFHMTEDS, HEKDOTHSHMDYHILLLWEA BACKYAMT,
NEAKOLIATOKNECTHUSCKWIA BaCKynMT

¥OTUKAPHBIA THN

¥OTHKEDHEIR B30k NuT

BocnanurensHsie MATHE, BOaE M

FeMOopparkdYecid TH

TEMOpParHYECcKME BCKYAMT, FEMODDarH4SCKHiA
NEAKOLIATOKNACTHUSCKWA MUKpoBa Muwepa-LUITopka, aHadw-
ASKTOWAHER Nypnypa Wernefna-MeHoxa, reMoppariseckni
KaMWANA pOTOKCMKOS

MeTexvn, oTedyHan Nnyprypa
[xNanbnUpyeman Nyprypas), 3$MMossl,
FEMOpPErMYeCcKMe MyShipH

MamynoHoLyNADHES TN

HogynRpHEIM gepaiansHBIA anneprua Myepo

BocnanurensHsie yIeny 1M BAAWKH, MEaKHe
OTEYHBIE YIAbI

ManynoHEKDOTMYSCKIMEA TN

HexpoTUYeckMid HOOWNRDHEIA AepraTT Beprepa-HmauHra

BOCManuTee=sie YISO C FEXPOS0M &
LEHTPE, alTaMNOEaHHBIEs DYEYMKH

MyCTyNEIHO-AIESHHSIA THD

AZSESHHLIN 4EDMETHT, TEHNDEHOIHEA NMOASOMMA

Besmoy nonycTynbl, 3POSKK, ASE0, pyBLbl

HexpoTHyeku-AsEeHH BIA TN

honHBeHOOHaA NypryDa

MEMODParMyecke NyShiDH, FEMODDE-
TMYECKMA HEKDOS, AZER, DYELLI

MoavmopdHEIA TN

TPEXCMMITOMHENA CHHAPOM Myoepo-Hneppa, NoAMMophHO-
HOAYAADHEIA TMN apTepwonuTa Provrepa

Yalwe coueTaHWe EoNSEIpDEd, MypnypEl M
MOBEDNEOCTHE MEAKMK YIA0E BE03MOMHD
COHYETAHWE NHIBE INSMEHTOE

}{DDHI."I YeCK3A NAreeHTHGA
Myprypa:

MemMoppari4ecki-NMrMeHTHbIE AepPMEToS0], bonests Lambepra-
[ ETE T

MeTexuanaHBIR TIn

CTolkan NporpeccMpyolWan MMMMERTHaR Mypnypa Waweepra,
BonesHb WamBepra

METExM, MATHE TEMOCHLEDOZE

TENSEHMMIKTETIHYECKMEA THN

TeneaHrMaKTaTHUECKaR Mypnypa hMaiok

MeTexK, TeNSaHIMIKTASWIA, NATHS
reMocHaeposa

NveHoMaHbIA THN

MUrMeHTHLIA My PNYPOSHEIF NTHXSHOWAHLIA 3HTMOgEpMIT Mysepo-
Baroma

MeTexu, AMKEHOMIHEE Namynsl,
TENEAHTHZKTEIMM, NATHE MEMOoCHASpo33

IHSEMETOWLHEIA THIM

IJseMaTongHan nyprypa dykaca-kKaneTaHakca

MMETEXMH, IDMTEMI, NHXEHMIMKALIMA,
YEUNE-KODOYK, MATHE MEMOCHMIEDO3E




Knaccmlm KaluUnA KOXHbIX BACKY/IUTOB

Il. epmo-runogepMancHeIe E3CKyNHThI

TNKeefo-aHrMuIT

KomHaAR QOPMa YIENKOEOTD NEPWADTE-DHITE, HEXDOTHIMDYHILLIMA
BACKY/AT, IMBEA0 € Y3A3MH, MBS0 C M3LASENEHMAMKA

BETEWCTOS WK CETYETOE MMEEID,
YENCEATEIS YTIAOTHEHWE, FEMODDAMMYECKME
MATHE, HEKPOSbl, A3EH, PyBLI

lll. TWnoaepMansHsie EACKyANTEI

YINOEETIN EBCKYAAT:

OCTPaR y3N0ESTEA IPUTEME

(CITeUHEIE ADKD-KDACHEIE Y3 5], BPTRANTIAM,
NVXOp3aKE

¥POHWYECKER YEN0EETER
IDUTEME

¥3NOBaThIA BACKYNMT

PEUMIMENDYHILLME V3Nnel BES BLIDEMERHLIX
OBLUMY AENSHAH

MogocTpas (MUrpupyroLWwas)
YINOEATEA IPUTEMA

BapwaBentHulid rTMNogepMuT BunaHoBw-MNMHL0AR, MUTDHPYHLLER
V3NOBETaRA 3puTeMa bedeplurenra, banesHe BUnaHoELI

ACHMMETPMYHEIA MAOCKMA Y381, PACTYLLMH
Mo MEPUOEDUK ¥ PEIPELEHIUNACH B

LieHTpe

YINOBATO-A3EEHHEIA
B NMT

HooynRpHER BECKYNNT, HETYBEDKYNEIHAR WHIYDETMEHEA IDHTEME

MAOTHEIE VEARI C METAZENSHWEN, DYELEI




CemuoTtuka ﬂOpa)'KEHMﬁ KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

-Mpun IMIA remopparnyeckme Unn a3BeHHo-remopparnyeckme BbiCbinaHUA
NPENMYLLECTBEHHO Ha KOXKe KOHEYHOCTEMN.

-[MMpn MIMA remopparnyeckme nnmn a3BeHHo-remopparnvyeckme BbiCbinaHUA
NPEMMYLLECTBEHHO Ha KOXKe KOHeYyHocTen, pexke livedo reticularis, HEKPO3bl KOXK U
noAneKalmx MArKMX TKaHeN.

-Mpun 3IMA remopparnmyeckme nam A3BeHHo-remopparnvyeckue

BbICbINAHUA MPEMMYLLECTBEHHO HA KOXE KOHEYHOCTEN, pexe YPTUKAPHbIe
BbICbINAHMUA.

-[pn y3enKkoBomM nonmapTepumnTte CoOCyamcran nanyno-rnetexmasibHasa nypnypa, pexe
bynnesHbie 1 Be3nKyne3Hble BbICbiNaHWUA, ceTyaToe nmeeao. BoamorxKHO pa3sutue
MHPAPKTOB KOXKU N NOparkeHmne nepupeprnyecKknx apTepmim KOHEYHOCTEN, NnpusBogALLee
K MWEMUWN AUCTaNbHbIX GanaHr NanbLeB BNIOTb 40 FAHrPEHbLI.

-Mpun remopparmnyeckom Backynute (LLeHneiHa-feHoxa) xapakTepHO NosBAEHUE
CUMMETPUYHOM NeTexmanbHOM cbinn U/Mam nanbnmpyemomn
HeTpoMbOoUMTONEHNYECKOM NYPNYypPbl, MHOFAA B COYETAHUM C 3PUTEMATO3HbIMU
NATHAMM, NANynamm, rny3blpbKamm, YTO MOXKET COMPOBOXKAATLCA 3y40M. BbiCbinaHMA
NPEenNMyLLECTBEHHO NOKAIN3YIOTCA B ANUCTA/IbHbIX OTAENAX HUKHUX KOHEYHOCTEW,
NocTeneHHO PacnpoCTPaHAACh Ha beapa u Arogmubl (pexe- Ha BEpPXHME KOHEYHOCTH,
YKMBOT, cnKHY). Kak npaBnio, Yepes HEeCKONbKO AHEN BbiCbiNaHnA 6aeaHetoT,
npmMobpeTatoT Oypyro OKPACKY, 3aTEM MCYE3a0T U/IN COXPAHAOTCA B BUAE YYAaCTKOB
rmnepnurmeHTaLum



CeMMOTMKA NOPaXKEHUN KOXKU NPU CUCTEMHbIX BAaCKY/IUTOB

lMoparKeHne KOXKU Npu rpaHynemaTose C NOJAMAHTUNTOM.
babaesa A.P., KanuHuHa E.B., & 380HopeHKo M.C. (2016). TpoyOHOCmu Oua2HOCMUKU 2paHysnemamo3sa BezeHepa y

83POC/1bIX 8 COBPEMEHHOU KAUuHUYeCcKol npakmuke (KnuHuvyeckoe HabnawodeHue). Bonzo2padcKuli Hay4YHo-
mMeOuyUHCKull xypHan, (3), 49-54.



CemmnoTuKa I'IOpa)'KEHMﬁ KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

I'IopameHme KOXHU NpU rpaHynemaTtose C NoJIMaHTMNTOM. HEKp03bI KOXMW.
Cepebpsakosa E.H., BonocHukos [.K., MnwanbHukos A.1O., Ma3bipuHa A., Cygapesa
0.0., HeraeHoBa O.C. [paHynemaTo3 BereHepa (rpaHynemaTtos ¢ noaMaHrmmTom). TpyaHbIA NaLUEHT.

2021; 19 (4): 39-44



CeMMOTMKA NOPaXKEHUN KOXKU NPU CUCTEMHDbIX BAaCKY/IUTOB

[MopaKeHue KOXK Npu 303MHOPUIbBHOM FpaHy/1IeMaTose C
nonnaHrmntom(A), mMuUkpockonuyeckom nonunadrumre (b).
Morita TCAB, Criado PR, Criado RFJ, Trés GFS, Sotto MN. Update on vasculitis: overview and relevant

dermatological aspects for the clinical and histopathological diagnosis - Part Il. An Bras Dermatol. 2020
Jul-Aug;95(4):493-507.



CemunoTtuka nopamel-mﬁ KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

[TopaxkeHue koxxu npu I'TIA. MHO>KeCTBEeHHbIE YETKO BbIpa)KEHHbIE ypPNypPHbIe MOPAXKEHUS U SI3BbI HA

HU>XXHHUX KOHEYHOCTSX U ThlJIe CTOMBI.
Shukla R, Kandikatla A, Nadkarni NJ, Patil A. Eosinophilic Granulomatosis with Polyangiitis. Int J Appl Basic Med Res. 2022

Apr-Jun;12(2):148-150.




CemmnoTuKa I'IOpa)-KEHVIFI KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

MopaxkeHune Koxu npu IIMIA. TlopaxkeHHEe KOXKHU B BH/le MYyPIYPbl HA HUXKHUX KOHEYHOCTSX (KpacHas CTpeJika) U
H3bsI3BJEHHE C THOMHBIM 3KCCYAaTOM pa3MmepoM 3 cM * 4 cM B jieBol Hore (TpeyroabHuK)Liu X, Wang L, Zhou K,
Hua Y, Shi X, Wang C. A delayed diagnosis of eosinophilic granulomatosis with polyangiitis complicated with
extensive artery occlusion of lower extremities in children: case report and literature review. Pediatr Rheumatol

Online J. 2019 May 28;17(1):26.



CeMMOTMKA NOPaXKEHUN KOXKU NPU CUCTEMHbIX BAaCKY/IUTOB

I'IopameHme KOXU Mnpu AN MA. Alam V, Nanzer AM. Eosinophilic granulomatosis with
polyangiitis: case report and literature review. Breathe (Sheff). 2022 Dec;18(4):220170



CemunoTtuka I'IOpa)KEHVIFI KOXXU NPU CUCTEMHDbIX BACKY/IUTOB

[NoparxkeHue KoK npun IITIA. Ide H, Shimizu T, Koike Y, Abe K, Shigematsu K, Nishihata S,
Kojima K, Ichinose K, Kawakami A. Development of eosinophilic granulomatosis with polyangiitis

during the clinical course of microscopic polyangiitis: A case report. Medicine (Baltimore). 2022
Nov 4;101(44).



CeMMOTHKA NOPaXKEHUN KOXKU NPU CUCTEMHDbIX BAaCKY/IUTOB

[NoparkeHne Koxxun npu MIMA. Mamepuanel 8.m.H. bekemoesoli T.B.



CemuoTtuka nopamel-mﬁ KOXXU NPU CUCTEMHDIX BaCKY/1UTaX
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[MopaxKeHne KoXKu Npu y3esKoBom nonmaptepuunte. NMemexuu, auseodo,

Kposomo4Yaw,dAa A384d. XaiipytauHos B. P., Benoycosa W. 3., CamuioB A. B. BacKyMTbl KOXU: KnaccudukaLms,
AnarHoctuka u guddepeHumnanbHaa AnarHocTuKa (4actb 2). BecTHUK aepmatonorum u seHepoaoruun. 2020; 97 (2): 14—23.



CeMMOTUKA NOPaXKEHU KOXKU NPU CUCTEMHDbIX BaCKyAUTaX

MopakeHMe KOXK NP KPUOTNoBYIMHEMUYECKOM BaCKyIUTE:

MHOXeCTBeHHble NeTexXxnW. XavpyranHos B. P., Benoycosa W. 3., Camuos A. B. BacKynTbl KOXMK:
KnaccupuKaums, AMarHoctmka u guddepeHumanbHaa AMarHOCTUKA (YacTb 2). BeCTHUK gepmatonornmn u seHepoaoruun. 2020; 97

(2): 14—23.



CeMMOTUKA NOPAXKEHUI KOXKU NPU CUCTEMHDbIX BaCKyAUTaXx

MopaXKeHne KOoXKK Npu remopparm4eckom Backynute. Manbnmpyemas

NYPNYPaA. XaipyramHos B. P., Benoycosa . 3., Camuos A. B. BackyauTbl KOXU: KnaccuduKaLms, AMarHocTKa u
anddepeHuManbHaa AMarHoCTUKa (YacTb 2). BecTHUK aepmaTonorum n seHeposaornun. 2020; 97 (2): 14—23.



CemMmnoTUKA nopamel-mﬁ KOXXU NPU CUCTEMHDIX BAaCKY/1UTaX

MopakeHMe KoXKK Npu remopparnyeckom Backynute. 1. lemopparmyeckme nysbipu.

2. I'Ianyn bl C HEKPO3OM. XaiipytauHos B. P., benoycosa W. 3., CamLioB A. B. BacKy/MTbl KOXMU: KNacCUUKaLMA, AUArHOCTMKA U
anddepeHuManbHaa gMarHoCcTUKa (YacTb 2). BeCcTHUK aepmaTtonorum u seHeponornn. 2020; 97 (2): 14—23.



CeMMOTUKA NOPAXKEHUI KOXKU NPU CUCTEMHDbIX BaCKyAUTaXx

ﬂopameHme KOXW NMpUu remopparm4eCKkom BaCky/unTe.
Fukuda M, Sawa N, lkuma D, Oba Y, Mizuno H, Yamanouchi M, Sekine A, Hasegawa E, Suwabe T, Hoshino J, Kono K, Kinowaki K,
Ohashi K, Tamaki H, Miyazono M, Ubara Y. Endothelial Damage-dominant Nephritis Related to IgA Vasculitis after 11 Years' Use

of Infliximab for Rheumatoid Arthritis. Intern Med. 2023 Jan 1;62(1):81-85



AnddepeHumnanbHbin ANArHO3 NOPAXKEHUA KOXKM NPU CUCTEMHbIX BAaCKYAUTAX

dpuTemMa BO3BbILAOWAACA CTOMKaA. [MNOTHbIe nany/ibl, BE3UKYN0-0ynnesHbie
anemeHTbl. PasBmBaeTtca yaule B Bo3pacte 40—60 net. OnucaHbl accoymaymnm
3aboneBaHua c BUY-nHpekumen, IgA-rammanaTtmen,, B-knetouHon ammepomon,
Ba KLI,MHaLI,MEIZ NPOTUB XOJ1EPDbI. XaitpyranHos B. P., Benoycosa W. 3., Camuos A. B. BackyauTbl Koxu:

KnaccuduKaums, AMarHocTmka u guddepeHumanbHaa AMarHoCcTUKa (4acTb 2). BeCTHMK gepmaTtonornmn u seHepoaoruu. 2020; 97
(2): 14—23.



AvddepeHuranbHbIM ANArHO3 NOParKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/INTaX

®

MopakeHue KoXun npu cencuce (MEHUHIOKOKLEMMA): HEBOCNAAUTE/IbHAA Nypnypa.
XalipymouHos B.P., benoycosa U.3., Camyos A.B. Backysnumel KOMcU: KAAccuguKkayus,
duaeHOCMUKa U ouggepeHyuansbHas ouazHocmuka (Yyacme 2). BecmHuk depmamornoz2uu

u eeHeposoauu. 2020; 97 (2): 14—23



AnddepeHunanbHbin ANATHO3 MOPAXKEHUA KOXKM NPU CUCTEMHbIX BAaCKYMUTAX

0 .

e
™

[aHrpeHo3HaA nuogepmmna. MHOXKeCcTBeHHbIe A3Bbl C BaJ'IMKOO6pa3HO npPMNoAHATbIMUA

KpaamMmu d)MOJ'IETOBOﬁ OKPAaCKW. Onaucosa O.10., Tenatok H.M., F'pabosckas O.B., Kycpaesa [.T., Katomosa J1.H., bobkosa
A.E., Bapwasckuit B.A., Komnesa J1.®., MeTpeHko E.B., Bobposa K.}0. FaHrpeHo3Has NnMoaepmma, MMUTUPYIOLLLAS FPaHY/IEMATO3 C
NOAUAHTUUTOM: KIMHUYECKMI cny4dali n 0630p anTepaTtypbl. BecTHUK aepmaTtonorum n seHeponornun. 2023;99(2):70-79



AnddepeHumranbHbIi ANArHO3 NOPaArKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/INTaxX
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ToT e naumeHT. MHOXXeCTBEHHbIE A3Bbl B 0b6nactu npasoro 6egpa pasmepom 4o 20 cMm B AUaMeTpe C YHETKMMUN KOHTYpamM,
OKPYIMbIX O4epTaHui, C BannmkoodbpasHo NpMNoaHATLIMKU Kpasamu domoneToBon okpacku. ObumnpHas sa3Ba, NoKpbiTast
remopparm4yeckummn Kopkamm, Mectamm BA3KUM rHOMHbIM 3KkccyaaToM. Bokpyr oyaroB — 30Ha oMoneToBo-po30BON
3puTeMbl. Onucosa O.10., Tenntok H.M., M'pabosckasa O.B., Kycpaesa A.T., Katomosa /1.H., bobkosa A.E., Bapwasckuii B.A., Komnesa /1.9., MeTpeHko E.B.,

Bobposa K.}0. MaHrpeHo3Haa nMoaepmMmma, UMUTUPYIOLLAA FPaHy1IeMaTos C MONMaHTMUTOM: KNMHUYECKUIA Ciydalt n 0630p anTepaTypbl. BecTHUK
AepmaTto/siornm u seHeponormu. 2023;99(2):70-79
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AnddepeHumanbHbIi ANArHO3 NOPArKEHUA KOXKM MPU CUCTEMHbIX BAaCKY/INTaX

I'IopameHme KOXU Mnpu COVID-19. XpsaHuH A.A., Ctypos B.I'., Hagees A.M., Bouaposa B.K. KoxHbie

NPOSBAEHUSA NPU HOBOW KOPOHaBUpycHoM nHbekumnn COVID-19, Bbi3aBaHHOM SARS-CoV-2. BeCTHMK aepmaTtonormum u
BeHeponoruu. 2020; 96 (3): 53-62.



AnddepeHumanbHbIi ANArHO3 NOParKEHUA KOXKM MPU CUCTEMHbIX BAaCKY/INTaX

I'IopameHVle KOXU MNMpU COVID-109. XpsaHuH A.A., Ctypos B.T'., Hagees A.M., Bouaposa B.K. KoxHble

NpoAB/IEHNA NP HOBOW KOPOHaBUpPYCcHOM nHdekumnn COVID-19, BbizBaHHOM SARS-CoV-2. BECTHUK AepmMaToNiorm u
BeHeposioruun. 2020; 96 (3): 53-62.



AnddepeHumanbHbI ANArHo3 NOPaXKEHUA KOXKU MPU CUCTEMHbIX BaCKy/MUTaXx

I'IopameH ne KoXxun npu COVID-19. XpsaHuH A.A., CTypos B.T., Hagees A.M., bouaposa B.K. KoxHble

NpoABNEHUA NPU HOBOW KOPOHABUPYCHOM MHPeKunmn COVID-19, BbizBaHHON SARS-CoV-2. BECTHUK AepMaTONOMMN U
BeHeponoruun. 2020; 96 (3): 53—-62.



AnddepeHumranbHbIi ANArHO3 NOParKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/INTaX

dopmmnpoBaHMe Nanyn1OHEKPOTUYECKOTO TybepKynesa Koxu. Notenko
M. N., KpytbKo B. C., LUeB4yeHko O. C., Xogow 3. M. Tybepkynes
Koxku. MHC. 2012. No7-8 (46-47).



AnddepeHumanbHbIi ANArHO3 NOParKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/INTaX
A

BapunaHTbl nanynoHeKpoTuyeckoro Tybepkynesa koxu. Motenko M. U., KpyTbKo B.
C., WWeBueHko O. C., Xogow 3. M. Tybepkynes koxxku. MHC. 2012. No7-8 (46-47).



AnddepeHumanbHbIi ANArHO3 NOParKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/IUTaX

JInxeHoMAHbIN TYHEPKYNEe3 KOXKM.

Momeliko 1. N., Knymoeko B. C., LLlesyeHKo O. C., Xo0ow 3. M. TybepKyne3 koxcu. MHC. 2012.
No7-8 (46-47).



AnddepeHumanbHbIi ANArHO3 NOParKEHUA KOXKM NPU CUCTEMHbIX BAaCKY/INTaxX

TybepKynesHaa BoNYaHKa, NA0CKaA popma.
Momeliko I1. N., Knymoeko B. C., LLlesyeHKo O. C., Xodow 3. M. Tybepkyne3 koxcu. MHC.
2012. Ne7-8 (46-47).



HacmopoxteHHOCMmb 8 OmHoweHuUU cucmemMHO20 8ACKYAUMA Npu nopaxceHuu
KOX<u

BbiCbiNaHUA HA KOXKe, Yalle No TUNy remopparuyeckoim nypnypbl, NneTexuu,
npenmywiecCtBeéHHO Ha KOXe HUXKXHUX KOHEeYHOCTeMn:

+ MoparkeHune JIOP-opraHos, rnas: Nno/JIMMNOBUAHOE YTO/ILLEHMNE CIN3NCTOMN
NPUOATOYHbIX

nasyx Hoca, MacToMauT (AANTenbHOCTbIO He MmeHee 3 mec); nepdopaLmsa HoCoBOM
NneperopoaKn, AeCTPYKTUBHbIA CUHYCUT; NOACKNAA0UHbIA CTEHO3 FOpPTaHw,
Tpaxeu; NceBaoTymop opbuThl.

+CToMKuMe (bonee 1 mec.) MHGMUANLTPaATbLI/Y31bl B NEFKMX C pacnagom, obpasoBaHnEM
nosiocten n/Mam CTEHO3UPYOLWKUIA SHA0O6POHXUT. Mexe: MHTepCTULMaNbHOE
nopa*keHune nerkux, Gnbpos, aNbeBeonT.

+IpaHynemaTto3Hoe BocnaneHue, 303MHoPUIbHAA MHOUALTPaLMA Npu Buoncum
(ntobon obnactn BbINOAHEHHOM MO NHO6OM U3 NPUYNH)

+rematypus u/mnu npotenHypus. MomepynoHedput. KpeatuHmnH >120 MKMosb/ .
XBI.

+apTpanrum, apTpuUThI.
+303nHOPUANA (>10%)

+ KK, nepdopauymnm, a3Bbl KNWEYHMKA B aHAMHE3E, ULLEMUYECKUN,
remopparnyeckum Konut, nogo3peHue Ha B3K.



Cemuomuka nopax<eHuA necKkux rnpu cuCcmemMH»sixX eacKkyaumax

lNopaxceHue neakux npu 1A

-HekpoTusupytowee rpaHy/ieMaTto3HOE BOCMN/IaeHMe.

-1BYyCTOPOHHME, HEpeaKOo cybnneBpanbHO pacnosioXKeHHble y3abl (2—10 cm B
AnameTpe) nnm HOUALTPATbI, CKAOHHbIE K pacnaay U opmMnpoBaHuULo
NONOCTEN, YTO 3HAYUTENBHO MOBbLIWAET PUCK NPUCOEAUHEHUA NHPEKLMOHHbIX
OC/IOKHEHMU.

-rPaHy/1eMaTO3HbIN 3HAO0OPOHXMUT, NEBPUT, YBENNYEHMNE BHYTPUTPYAHbIX
NnMm@aTrUyYeCcKnx y3nos.

-Mpw TMA cenTryeckaa NHEBMOHMA MOXKeT bBbITb OLULMOOYHO NPUHATA 3a o4ar
rPaHyNeMaTO3HOro BoCnasieHus.

-AndPpepeHumnanbHbiM ANarHo3 ¢ MHPEKUMOHHbIMKU 3ab601eBaHUAMMU, BKAKOYAS
TybepKynes, centTuyeckyro ambonmsaumto, abcuecc, THEBMOLUUCTHYIO

NHPEKLMIO, MUKO3bI.

panynema npu IMA. Mo
maTtepunanam bexketoson T.B.

I

HekpoTunsmpytowasa rpaHy/iema c y4acTkamm
OECTPYKUUM B 1IeBOM Nierkom. Mo matepuranam
Beketosow T.B.



NMopaxkeHue nerkux npu MA

| Haxmumte Ha

PeHTreHorpaMMbl rpyiHOM KJI€TKU MOKA3bIBAIOT JABYCTOPOHHHUE KPYTJIble
3aTeMHEHHS, OJTHO U3 KOTOPbIX, pacloJIO’)KEHHOE B MPaBOU BEpXHeEH J0J1e,
BBITJIIAUT KABUTUPOBAHHBIM (a, b). Ha akcnanbHbix KT-H3006paXkeHUSIX
BbICOKOT'O pa3pelieHus1 BUJHbI MHOXKeCTBEHHbIE JIBYCTOPOHHUE MOJIOCTHbIE

NOpaXKeHHUsI C HEPOBHbIMH U YTOJIIEHHBIMU CTeHKaMH (c, d).
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic
vasculitis: radiological patterns and differential diagnosis. Br J Radiol. 2016,89(1061)



NMopakeHue nerkux npu MA

Ha akcuanbHBIX KT-I/I306pa)KeHI/IHX BbICOKOI'O pa3peumeHnd BUIHbI MHOKECTBEHHBIE
ABYCTOPOHHHE JIETOYHbIE€ Y3€JIKH, OKPYKEHHbIE KauMOUW MaTOBOTIO CTeKJia (CHMHTOM
opeoJia).

Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR.

The lung in systemic vasculitis: radiological patterns and differential diagnosis. Br J Radiol. 2016,89(1061)



NMoparkeHune nerkux npu NMA

g 14

KT kapTuHa npejicTaBJieHa MHOXKECTBEHHbIMH Y3JIOBBIMU MOJOCTHBIMU MOPaAKEHUSIMU 000UX
Jierkux (a, b). KT-uszobpakeHus, noay4eHHble MocJie JedeHusl, IOKa3bIBalOT 6JIaronpusaTHbIN
OTBET, XapaKTEPHU3YIOIUUCS BbIPpaKEHHBIM UCTOHYEHHWEM CTEHOK OCTATOYHBIX TOPAKEHU
(c, d).

Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis: radiologic
al patterns and differential diagnosis. Br J Radiol. 2016,;89(1061)



NMopakeHue nerkux npu NMA

AKcuaJIbHbIE KT-I/I306pa)KEHI/IH BBICOKOTI'O pa3pelieHHnd ITIOKAa3bIBAlOT ABYCTOPOHHHE

IIOMYTHEHHA 110 TUITY «KMAaTOBOI'O CTEKJIa»
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis:
radiological patterns and differential diagnosis. Br J Radiol. 2016;89(1061)



NMoparkeHue nerkux npu MA

Ha akcrnanbHbix KT-n300pakeHUsAX BBICOKOTO pa3pelieHusa Ha GoHe
MaTOBOTO CTEKJIAa BUJEH CETYAThIK PUCYHOK, CBUETENbCTBYIOLIUM O

reMmopparn4eCkKom aJibBE€OJIUTeE.
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic
vasculitis: radiological patterns and differential diagnosis. Br J Radiol. 2016,89(1061)



[MopakeHune nerkux npu IMA

1. OwuaroBoe obpa3oBaHMe B NPaBOM IETKOM AMameTpom 5 mm no aaHHbIM MCKT, BbisBNneHHOE npwu

AMHaMMyeckom obcnenoBaHMKM NALUMEHTKM B NEPUOA, MEANKAMEHTO3HOW KAMHUKO-N1abopaTopHOM pemmnccum
MA

2. Yepes 4 mecAua, HECMOTPA HA OTCYTCTBUE KIMHUYECKMUX CMMATOMOB MNOPaXKeHMA Nerkmnx, NnporpeccupoBaHmne
nameHeHn npu MCKT nerkux: MHOXXeCTBEHHbIe 04aru ¢ AeCTPYKLUMEN.

3. Wcye3HOBEHME 04aroBbIX MU3MEHEHWIM M MONOCTEN pacnana B Ierkmnx no AaHHbIM MCKT yepes 1 mecau, B
pe3ynbraTte fied4eHmsa Lo

o mamepuanam bekemoesoli T.B.



[NoparkeHue nerkmx npu MA

‘A

MM® 2 ric

Ho nevenmsn Uepes 6 mecaues Uepes 12 mecaues Uepes 36 MechLeB
BVAS= 11 bannos BVAS= 2 banna peMHcCHA PeMMCCHA

KnnHunueckmnn npumep apdektnsHoctn PTM mn nocneaytouien
noaaeprkmeatowen Tepanum MM® y naunenTa 41 roga c IMA v ganTenbHbIM
aHaMHe30M TAXKenoro pedpakTepHOro NOpPaXKEHUA NErknux: AMHaAMMKa
N3MeHeHnn B nerknx no aaHHbim MCKT Ha ¢oHe Tepanum

Mo mamepuanam bekemosoli T.B.



MNopakeHne nerkmx npu MA

$9¢)
¢3¢)d

Mpumep guHamnkn nameHeHun npu MCKT nerkmx y naumeHTta ¢ peppakTepHbIM
MA: a — ao Ha3HayeHuna PTM (cymmapHana gos3a Ud 16,4 r); 6 — uepes 4
mecaua nocne PTM

o mamepuanam bekemosoli T.B.



MNoparxkeHne nerkmx npu IITIA

-Murpupytoumne 303MHOGUNbHbIE NHOUNLTPATBI.

-Y3n1bl 6€3 nonocren pacnaaa.

-BoBneyeHune nnespbl (303MHODUNBLHBIN NAEBPUT).

- YMepeHHoe yBeInYeHne BHYTPUTPYAHbIX TMMPaTUYECKUX Y3N10B.
- KpoBoxapKaHbe, Iero4HOe KpoBOTEYEHMUE.

AxcuanbHble KT-u3006pakeHus BbICOKOT0O pa3pelleHus MOKa3bIBaOT IBYCTOPOHHUE 00J1aCTH
KOHCOJIM/IALIMU C IPEUMYLIECTBEHHO NepupepruiecKuM pacnpepeieHrneM. O06paTuTe BHUMaHUeE Ha CBS3b C
pacliMpeHHbIMY 6pOHXaMU (CTpeJiKa Ha a) U MUKPOY3JlaMU C LLEHTPUJI00Y/ISIpHBIM pacnpejeaeHueM
(cTpesiku Ha b).

Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis: radiolo
gical patterns and differential diagnosis. Br J Radiol. 2016;89(1061)



[NoparxkeHue nerkux npu IITA

PeHTI‘eHOFpaMMbI FpY,Z[HOﬁ KJIETKH IIOKAa3bIBAKOT HEYETKHE YHaCTKH IIOBbIIIEHHOT O

3aTEeMHEHUs], BbIpaKeEHHbIE B CpeJIHEN U IPAaBOM HXKHEM J10J15X (a, 0).
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis
: radiological patterns and differential diagnosis. Br J Radiol. 2016,;89(1061)



[MopakeHune nerkux npu ITA

e

HaxmmTe Ha wsobpaxeHwe, UToDEl YEEAUYWTE |

3
A

Ha KT-usobpaxxenusix onpeaenasietcs AuddysHoe U HEpaBHOMEPHOE yTOJIIeHUe
OpPOHXHAJIbHOUN CTEHKH, CBSI3aHHOE C HAJIMYUEM Y3€JIKOB 3H/0-,1

IepUOPOHXUAJBHOTO paclpeeaeHus.
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis: ra

diological patterns and differential diagnosis. Br J Radiol. 2016,89(1061)



NMoparkeHne nerkmx npu IITIA

Kenmuna 35 s1eT ¢ oTCyTCTBHEM aHaMHe3a 3aboJieBaHUU CCC U JIETKUX C OABIIIKOU U
KpOBOXapKaHbeM. PEHTreHOrpaMMbl IpyAHOM KJIE€TKH MOKa3bIBAIOT PETUKYJISPHbBIA
MHTEPCTULIMAJIbHBIA PUCYHOK C TPAaBUTALlMOHHBIM pacnpeejeHueM U JBYyCTOPOHHUM
NJIEBPpaJIbHBIM BbINOTOM (a, b). KT-u306pakeHrs NOKa3bIBalOT NEPUOPOHKOBACKYJISIPHOE
MHTEepPCTULMA/TIbHOE YTOJIIEHHE U [VIaZKOe YTOJILEHHUE MeXK/0JIbKOBOW MEePEroposKHU C
rpaBUTALMOHHBIM pacrnpezeneHrueM; Takke UMeeTCsl [BYCTOPOHHUH MJIEBPAJIbHbIMA BBINOT (C,

d) KT-HpI/IBHaKI/I YKa3bIBAlOT Ha I/IHTepCTI/ILlI/IaIIbHMﬁ OTEK JIETKHX.
Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro A, Cotroneo AR. The lung in systemic vasculitis: radiologi
cal patterns and differential diagnosis. Br J Radiol. 2016,89(1061)



NMopa)keHue nerkux npu MIMA

[laTONOrna Nerkmx xapakrepmsyeTca HEKPOTUSUPYIOWMM a/IbBEOSTUTOM,
COMNPOBOXKAAOLWMMCA CENTANbHbIMU KaNUAAAPUTAMU C HEUTPOPUNbHOM
MHPUNBTPALNEN U MACCUBHBIMU FrEMOPPArnaAMmM B aIbBEObI .

Mpn MCKT ynnoTHEHME NeroYHOM TKaHM NO TUMY «MATOBOrO CTEK/1a»

Y 7-43% 601bHbIX OCNOMKHAETCA NEFOYHbIM KPOBOTEYEHMEM, KOTOPOE MOXKET
cTaTb ¢paTa/ibHbIM.

EAMHCTBEHHbIM NPU3HAKOM remopparnyeckoro asibeeosinta, NMOMMMO
PEHTreHONOrNYEeCKUX U3MEHEHWNIN, MOXKET ObITb ObICTPOE CHUXKEHME YPOBHA
remornobuHa BcaeacTBMe remopparmu B TKaHb NErKOro.

-
g

=

e S 7 =
doKycbl UHPUNBTPALUMK U &
MHTEPCTULMANBbHOE NopaXKeHne B NHTepcTMumanbHbin GubpPo3 nerkmx B ucxoae
NPaBOM JIErKOM. Mo Marepuanam beketosoii T.B. remopparmyeckoro anbseonuta npu MIMA —

aMTMMO: cTagna «COTOBOrO ZIEFKOr0». Matepuansi
BekeTtoBoi T.B.



[NopaxeHue nerkux npu MIMA

F &@ 3]
Deo 24

[NopaxkeHue nerkux npu MIMA

Mo Matepuanam Beketosoi T.B.



NMopakeHune nerkux npu MIMA

A 5
Puc. 1. lporpeccHposasne HHTEPDCTHUKANLHOrD hMEPo3a Nerknx ¥ NAUHEHTEH ¢ MHKDOCKOMHYECKHM MOMHAHIMUTOM B QHHAMMKE N0 JaHHbIM
KOMILIOTEPHOR TOMOrpaghun: A — Je0i0T 3360188aHHE (OKTROPL 2018 r); B — OTDHYATENLHAR JHHAMMKE HIMEHEHHI B NETKHX HA (hOHE NEYEeHWS

HHIKHMK SO3aMK METHADEAA (mapT 2019 r.); B — gansHelluse nporpeccHposanie neroyHoro gombpo3a Ha hoHe OTMBHE! METHNDERA
{hespane 2020 r.)

beketoBsa T.B., lonosumHa O.A., ABgeesa A.C. KIMHUKO-UMMYyHO1oru4yeckmne sBapnaHTtbl AHLLA-accounMmMpoBaHHOIO CUCTEMHOIO
BACKy/nTa: B GOKYCe MHTEPCTULMANbHbINA GUBPO3 NEFKUX MPU MUKPOCKOMMYECKOM NOJIMAHTUUTE C TMNepnpoayKUMen aHTUTen K
Muenonepokcnaase n peesmatomaHoro ¢aktopa. CobcrtseHHoe HabatoaeHne u 063op AnuTepaTypbl. HayyHo-npakmuveckas
peemamosnoeaus. 2023;61(1):62-69.



MoparkeHue nerkux npu 6onesHun bexuera

‘c ]

BoBJieueHne napeHxuMbl Ipu 60s1e3HU bexdeTta: ( A ) KOHCO/IUAALMA alUKaJIbHOW 06J1aCTH C
KaBUTAlLUeH, CBI3aHHOW C MHOXXECTBEHHBIMU YTOJIIEHUSMU 110 TUIY «KMAaTOBOTO CTEKJIA»,
yKa3bIBalOUIMMU Ha a/IbBEOJIIPHOE KPOBOU3JIMSHUE, peJiKoe NposiBJieHue 6osie3HU bexyeTa; (

B, C) nepuBacky/isipHble U CyOIieBpaibHble KOHCOMUAALMU U AU Py3HbIE TOMYTHEHUS 110
TUIy «MAaTOBOI'0 CTEKJIa».



[MopakeHue nerknux npu cuHapome lNyanacyepa

Ha akcuanbhbix KT-n3o6pakeHusix BUAHbI AU PYy3HbIE YYACTKHU
IOMYTHEHHWH 10 TUIY KMAaTOBOTO CTEKJIa», 3aXBaThIBaKOI[Ue 00a JIETKUX

(c, d).



[MoparkeHne nerkmx npu cnHapome fyanacyepa

PeHTreH-KapTUH Nopa*keHna Nerknx npu cnHgpome lNyanacyepa. OtpuuatenbHas
ANHaMmuKa Ha doHe Tepanum N'KC n LUnknopocpaHom. MHOKeCTBEHHbIE O4aroBoO-
CIMBHbIE Y4aCTKM YNJIOTHEHUA NO TUNY “MaTOBOro cTeknia” ¢ NpuU3HaKkamum

KOHCO1IMAauunn.
Mampukeesa U.M., /lywnaesa K.A., EseHko A.1O., Maneiwesa T.10., buyeHosa A.I. CuHOpom lydnacyepa (KAnuHuU4ecKoe

HabawodeHue). PMM. 2022;6:75-79.



NoparkeHne nerkux npu cuHgpome ygnacuepa

KT-KapTnHa nopaskeHus nerkux npu cuHapome lyanacyepa.
MHOKecTBeHHble 04aroBO-C/IMBHbIE Y4ACTKU YMIOTHEHUA MO TUNY

“MmaToBOro ctekna” ¢ npn3Hakamm KOHCOIMAALMNMN.
NMampukeesa U.M., /lywnaesa H0.A., EseHko A.FO., Maneiwesa T.10., buyeHosa A.I. CuHOpom yonacuyepa
(knuHu4yeckoe HabawoeHue). PMM. 2022;6:75-79.



NMopaXeHue nerkux npu cuHgpome lNygnacuyepa

1 2

1. PeHTreH-kapTUHa NnaumneHTa c cMHapomom lNygnacyepa npu nepsom obpalieHuu.

2. PeHTreH-KapTMHA NauMeHTa NOCAe MHAYKUMOHHOW Tepanun Llnknopochammagom m
MeTtnnnpeaHusonoHom. PeaKTmBaums umtomeranosupycHom nudexkumm (LLMB), passutme LIMB-
NMHEBMOHMTA. BbICTPbIN OTBET HA FAHLUKAOBMP N OTCYTCTBUE YIYYLLEHUA NPU NPUMEHEHUN
nnasmadepesa/TKC/putykcumaba noarsepamnm gmarHos LLIMB-nHeBMOHUTA.

Sporinova B, MicRae SA, Muruve DA, Fritzler MJ, Nasr SH, Chin AC, Benediktsson H. A case of aggressive atypical anti-
GBM disease complicated by CMV pneumonitis. BMIC Nephrol. 2019 Jan 31,20(1):29



AvddepeHumranbHbIi ANAarHO3 NOParKEHUA IETKUX NPU CUCTEMHbIX

BACKYy/1IUTaxX

Knaccnyeckun natrepH nopaxkeHuna nerknx npu COVID-19. bynbixKHasA

MOCTOBaA N KOHCOMaauunA.
Busyanu3ayus nopaxeHus ne2kux npu uHgexkyuu COVID-19. /lyyesas OuazHOCMuKa U mepanus.

2020;11(1):106-119.



AnddepeHumanbHbIN AMArHO3 NOPArKEHUA IETKUX NPU
CUCTEMHbIX BAaCKy/MUTaX

ObpamHoe 2as10 (YepHas cmpesnka) u nepusnobynapHsie yrnaomHeHuUs A6A80mcs

rnpusHakamu OpZGHU3yI-OLL4€leﬂ rnHesmoHuUuU (weprle mpeyeoanUKu).
Bu3syanu3zayus nopaxeHus ne2kux npu uHgpexkyuu COVID-19. /lyyesas duaezHocmuka u mepanus. 2020;11(1):106-
119.



AnddepeHumnanbHbIA ANArH03 NopaXKeHUa Nerknx Npu CUCTEMHbIX
BaCKy/IUTaxX

MammepH 0b6pamHo2o 2aa0. Op2aHU3YWAACA MTHEBMOHUS.

a N ey ~-
269
- A

MepunobyaapHbin naTtTepH “HeveTkmne apkn”. OpraHm3yowanca NHEBMOHMUA.
Busyanusayus nopaxeHus ae2kux npu uHgpexkyuu COVID-19. J/lyuesas duazHocmuka u mepanus. 2020;11(1):106-
119.




AnddepeHumnanbHbI AMArH03 NopaXKeHUsa Nerknx Npu CUCTEMHbIX
BaCKy/UTaxX

KT-KapTMHa nopaskeHua nerknx npu capkomgose. InHamumka Ha GoHe nevyeHus. Kosanesa A.C., Ceposa
H.C., byxtnapos N.B. KOMIMNbKOTEPHAA TOMOIPA®UNA B ANATHOCTUKE U LI,MGDGDEPEHLI,MA/'IbHOVI ANATHOCTUKE
MHEBMOKOHWO3A. /lyyeBan gMarHocTuka u Tepanua. 2020;11(3):38-43



AnddepeHumanbHbIv AUarHO3 NOPaAXKEHUA erknx Npu CUCTEMHbIX

BACKY/IUTaX

KT-Ka PTUHA (I)M6pO3HO-Ka BEPHO3HOIO Ty6epKyne3a NNeKrmx.
MapguHa I.10., Baadumupos K.b., Kydpawos I.I., UicmomuHa E.B., AsemucaH A.O. C/IYYAN
SPPEKTUBHOIO KOMII/IEKCHOIO JIEYHEHNA ABYCTOPOHHEIO ®UB6PO3HO-KABEPHO3HOIO

TYBEPKYJIE3A JIETKUX. TybepKyne3 u bonesHu neakux. 2017,95(3):62-68



AnddepeHumnanbHbIn AUArHO3 NOPAXKEHUA NEerkKnx

KT n peHTreH-KapTUHa MHBA3MBHOIO

acneprunnesa nerkunx. Weknaes A.E.,
Crapoaybuesa O.U., Tonctonyukun A.1O.,
Kanmbikos A.J1., Mynnaxmetosa O.A. NHBa3nBHbIN
acneprunnes Nerknx: KAMHUYECKUM Cayyam
B6nharonpusaTHbIM Ucxoaom. Tybepkynes u 6one3Hu
neakux. 2015;(9):63-66.



AnddepeHumnanbHbIA AMArH03 NopaXKeHUsa Nerknx Npu CUCTEMHbIX
BaCKY/IUTaxX

KT-kapTnHa COVID-19-accoummpoBaHHOro acnepruasiesa nerkumx.
Haint M.T., FOanu A./1., A6osuy HO.A. BoamoxkHocTu KT B AMarHocTuke acrnepruanesa nerknx y naymeHtos ¢ COVID-
19 (0630p nuTepatypbl). MeduyuHcKasa susyanuzauyus. 2023;27(4):10-21.



AndodepeHumanbHbI AUArHO3 NOPAXKEHUA NEerkKnx
NPU CUCTEMHbIX BaCKYIUTaX

(a)

KT- KapTuHa ocTporo abcuecca BepxXHEN A0/IN IEBOTO NEFKOTO.
TiopuH, W. E. (2009). JlyyeBana ANMArHOCTUKA MHPEKLUMOHHbIX AeCTPYKUUIM nerkmx. MNpaktrnyeckasn
nynbmoHonorus, (2), 8-15.



HacmopoxteHHOCmb 8 omHoweHuUU cucmemMHO020 8acKysauma npu 3abonesaHuax
6poHXx0-ne204HoOl cucmemeol

lMpumep 3ab6o0nesaHull:

1)3031MHOPUNBbHbIE 3a60NEBAHUA NETKUX: (MAMONATUYECKAA XPOHUYECKAn 303UHODUIbHAA MHEBMOHMUA,
anneprnyeckne BPoHXoNeroYHble MMKO3bl, PpeakLMn Ha NeKapCTBEeHHbIe npenapaThbl, UANONATUYECKNIA
rMNep303nHOPUIbHBIN CUHAPOM, MapasnTapHan MHBA3KSA, annepruyeckne sabonesaHms).

2) AnbBeonuTbl, Ty6epkynes, COVID-19, neroyHoe KpoBOTEYEHME, HEpPa3peLLatoLWAACs MHEBMOHMUA.
3) Peako: neroyHbii dnbpos, HTepCTULIManbHble 3a601eBaHUSA NETKUX.

PeHmezeHos102u4ecKue npossneHuUs: y3enku, UHOUNLTPATbl UAK NONOCTU B IETKUX (C pacnagom/6e3
pacnaga), nopaxkeHune no TMMNy MaToBOro CTEKAA.

Xapakmep npomekaHusa 6poHxo-ne2oyHol namosnoauu: 6eCCMMNTOMHO, C OTCYTCTBUEM Kanob Ha
Kalle/ib, OAbILKY M HEBbIPAXKEHHOM ayCKY/IbTAaTUBHOM KAPTUHOM AarKe NPU TAXKEIOM NOPaXKeHUM.

+ MopaxkeHue JIOP-opraHoB, rnas3: NoJNNOBUAHOE YTO/LLEHWUE CINZNCTON NPUAATOUHbIX

nasyx Hoca, MacToMAauT (ANUTENbHOCTbIO HEe MeHee 3 mec); nepdopaLma HOCOBOW NEPEropPoaKH,
NECTPYKTUBHbIN CUHYCUT; NOACKIAZA04HbIM CTEHO3 FOPTaHU, TPAXen; NceBaoTyMOp OpOuTsI.

+[paHynemaTo3Hoe BocnaneHue, 303MHodUAbHARA MHPUALTPaUKUA npu 6uoncum (nobomn obnactm
BbINOJIHEHHOM NO NH060I U3 NPUYMH)

+rematypua n/munam npotennHypus. MomepynoHedpwr.

+apTpanrum, apTpuThbl.

+KOXHble U3MEHEHUS HEAAICHOM 3TMONOTMK (B TOM Yncne B aHaMHese).
+303nHOPUANA (>10%)

+ KK, nepdopaunm, A3Bbl KNLWIEYHMKA B aHAMHE3E, ULLEMUYECKUN, TEMOPPArMYE€CKUN KONNT,
nogospeHune Ha B3K.



CemunoTunKa noparkeHuns JIOP-opraHoB Npu CUCTEMHbIX BaCKy/INMTaxX

1. Mpwu ITIA B 90% cnyyaes pa3BUBAETCA HEKPOTU3UPYLOLLLEE

rPaHy/IeMaTO3HOEe BOCMNAaNEHUE BEPXHUX AbixaTeNbHbIX nyTen (BAMN):

- A38eHHO-HEeKpomu4ecKuli PUHUT, CUHYCUT.

- NOpaXeHWe opraHa c/lyxa, BOB/IeYEHNE TPAXEN U TOPTAHU C

dbopmMmUMpoBaHMEM NOACKIAA0HYHOWN FPAHYNEMBI.

- MaTtonorua BAI moxKeT ocnoxHATbCA nepdopaymein HoOCoOBOM
neperopoakun c popmmpoBaHmnem cedsa108udHol degopmayuu Hoca,
PA3BUTUEM TAXKEIOr0 0eCMpPYKMuUB8HO20 NAHCUHycuma c
PAcNpPOCTPaHEHMEM FPaHYy1IeMaTO3HOM TKaHM B OpbuTy, notepen
Cnyxa, CTEHO30M ropTaHu.

2. Mpun MIA yale HEKPOTUYECKMIM PUHUT, HOCOBbIE KPOBOTEYEHMUA.

3. Mpu 3MA noAMNO3HbIN PUHOCUHYCUT, NAHCUHYCUT. ANSIEPrUYECKUin

PUHMUT.



CemunoTunka nopaxeHuna JIOP-opraHoOB Npu CUCTEMHbIX BAaCKYAUTaX

A (n=197) MNMNA (n=18) 3rMNA (n=65)
0.4879”
Mopasewme BON & gedaTe, 7 (%) 179 (63 9) 121 (61,4) 11 (61,1) 47 (T2.3) 036"~
0.113*
0.075"
HABEHHO-HEEDOTHYRCKHA PHHHT, 1 (%) 197 (70.4) 173 (87 .8) 13 (72.2) 11 (16.9) <0.001**
<0,001***
038"
HOCORRSE KPOEOTEMEHHA, 7 (%) 51(182) 44 (22.3) B (33.3) 1(1,5) <0.001**
<0,001**
PHHMT G232 HEKPOZA, B T. Y. ANNEDTHYECKHA 0.001*
T ' 42 (15,00 3(1.5) 4222 35 (53.8) omT
n (%) <0,001**
Dfbammbie MANKOTKAHHEIE ObpaI0aaHna 0.082"
E NONOCTH HOCA W Nasyx, n (%) Ly 3 (5.7) . 0 :%}m
0.227"
Monwnoa, n (%) G4 (2 9) 22 (11,2) 0 42 (64.8) <0,001*
<0,001***
<0,001*
CHHYCHT, 17 (%) 24 (T2 9) 152 (77,2} B (33.3) 46 (T0.8) 0Joo4*
0299 "
" " 0.056*
FEYCTOPOHHUR X3pAKTED MIMEHEHM 149 (53.2) 101 (51,3)  5(27.8) 43 (66.2) 0,004**
B CHMyCax, i (%) 0036
WTONWEHKE, CKNEPO3, ABGROpPMALNA CTEROK 0.004*
' ' 71(254) B4 (32.5) 0 7 (10,8) 0.338""
naayx, 7 (%) 0001
oJoo1*
HecTpyeyuma nazyx, 0 (%) 893(332) 7 (39.1) i} 16 (24 8) oo™
n‘n!‘ﬁii

CmupHosa UTl, bynaHoe HM, Hosukos NN, Ocunosa UA, Moucees CB. BapuaHmel nopaxeHuUA 8epxHux
dbixamesbHbIX mymedl npu pasauyHsIX HO30a02uYecKkux gpopmax u cepomunax AHLJA-accoyuuposaHHbIX
8ackynumos. HayuHo-npakmuyeckasa peemamornoaus. 2021;59(5):555-562.



CemunoTuKa nopaxkeHusa JIOP-opraHOB Npu CUCTEMHbIX BaCKyauTax. IMA (n=197) MMNA (n=18)  3rNA (n=65)

0,008
DediekTul CTEROK nazys, i (%) 60 {21,4) 54 (2T 4) i} 6 (9.2) 0,332+
oop2~
0,008
[ECTpYKLMA HOCORGLL PAKDEMH, 1 {Fo) B4 (22 9) 55 (27 9) o 9({13.8) 0,194**
ooz~
0,004~
[ecTPYKLMA NEpEropoaKM, 1 (%) 849 (31,8) 78 (39 6) 1 (5,6} 10 (15.4) 0442°*
<0)001***
0,008~
MNepchopauwa neperopoasm, 7 (%) 57 (20,4) 52 (26 4) a 5(7.7) 0,58**
L el
0,082~
Cegnoengnan gedropmaumsa, 7 (%) 32 (11.4) 32 (16.2) i} o W
LU T Rl
o001
Tewenas QECTDYEUMA, 7 (Ta) 849 (31,8) 79 (401) o 10 {15,4) o108**
=0)001***
0,015
MNopasedme ropramm, 7 (%) 50 (17 .9) 46 (23 4) o 4 (6.2) a.572%*
oo~
0,028
MNogcxnanoHsIii NapuHIET, 0 (%) 43 (15.4) 40 (20 3) o 3 (4.8) 1.0
0,003
0,386~
CTenoa ropramm, 1 (%) 20 (7 1) 20 (10,2) o a Mt
0,005
0,229~
MrwdraneTpar ropTaku, n (%) 24 (8,6) 23 {11,7) i} 1(1.5) 1,0
0,014
1.0%
NopaseHue xpAWER ropTas, @ (%) 3{1,1) 3(1,5) i} a W
1,0~
0,605
MopameHue Tpaxew, 7 (%) 11 {3.9) 11 {5,6) i} i Wt
0,071**"
1,0%
TpaxeocTomuEaA, 7 (%) 7 {25) 7 (3,6) a o 17
0,198
<0)001*
Orwr, m (%) 95 (33,9) 89 (45.2) i} B (9.2) 0,332%"
<0)001***
0,008
Orur B pedsoTe, 7 (%) 53 (18,9) 51 {259) i} 21(3.1) 1.0
<0)001***
0,049
DeyCTOpOHHME OTUT, 17 (%) 41 (14 6) 39 (19.8) a 2(3.1) 1.0%*
0,001
0,005
KoHOYKTHBHAA TYIOWXOCTE, 2 (%) G4 (22 9) &1 (31,0) o 3 (4.8) 1.0
=0)001***
1.0%
HedpoceHCOpHEA TYTOYXOCTE, 1 (96) 36 (12.9) 30 (15,2) 2 (11,1} 4 (B6.2) 0,608 *
0,059
0,228~
Mnyrooma, /(%) 21 (7.58) 21 {(10.7) o a Wt
o006

CmupHosa UT, bynaHos HM, Hosukoe M, Ocunosa MA, Moucees CB. BapuaHmebl nopaxceHus 8epxHux 0bixamesbHbix nymed npu
Pa3AU4HbIX HO30/102UYeCcKuUx popmax u cepomunax AHLIA-accouuupo8aHHbIX 8ACKYAUMO8. HayyHO-Npakmu4yeckas peemamoso2us.
2021,59(5):555-562.




CemunoTtuka noparxkeHuit JIOP opraHoB y NaLMEeHTOB C CUCTEMHbIM BAaCKY/IUTOM

CepnosnaHas p,ecboptv\au,m HOCa Yy nauneHTa C roaHyn1emaTto3om C
NOJIMAHTUUTOM

Bruno L, Mandarano M, Bellezza G, Sidoni A, Gerli R, Bartoloni E, Perricone C. Polyangiitis overlap
syndrome: a rare clinical entity. Rheumatol Int. 2023 Mar;43(3):537-543.



HaCTopO)KEHHOCTb B OTHOLWEHUN CUCTEMHOIO BACKY/IUTa NPU NnopaxKeHnm nOP-OpI'aHOB

Jlo6oe noparkeHue JIOP-opraHos, rna3: NoAIMNOBUAHOE YTOJILWEHMUE CZIU3UCTON NPUAATOUHDIX

nasyx Hoca, MacTonauT (AAUTeNbHOCTbIO He meHee 3 mec); nepdopauusn
HOCOBOI NepPeropoAaKu, AeCTPYKTUBHbIA CUHYCUT; NOACKNAA0UYHDbIU CTEHO3
ropTaHu, Tpaxeu; NceBgoTymop opbuTbl.

+CTolikne (bonee 1 mec.) MUHPUNBLTPaATbI/Y3/bl B NETKMX C pacnagom,
obpasoBaHMeM nosiocTen U/Mam CTEHO3UPYIOLWUIA SHA0OPOHXUT. Mexe:
MHTEPCTULMANbHOE NOPAXKEHUE Nerkmx, Gubpos, anbeBeonuT.

+IpaHynemaTo3Hoe BocnaneHue, 303nHoduabHaa MHPUAbLTPaLUA npu buoncum
(ntobon obnacTn BbINOSIHEHHOM NO NH060M U3 NPUYMH)

+rematypua u/unm npotenHypua. MomepynoHedput. KpeatuHuH >120 mkmonb/n. XBI.
+apTpanruun, apTpuUTbl.

+KOKHble NU3MEHEHWNA HEACHOM 3TUO/IOTUM (B TOM YMCEe B aHaMHes3e).

+303nHOPUANA (>10%)

+ KK, nepdopaumu, A3Bbl KNLWLEYHUKA B aHAMHE3€e, ULIEMUYECKUN,
remopparnyeckmim Konut, nogo3peHue Ha B3K.



CemMmnoTHKa nopaxXeHnAa NoYvYek Npm CUCTEMHbDLIX BACKY/IUTAX

MopaxceHue noyek npu AHLIA-accoyuupo8aHHOM CUCMEMHOM 8dCKynume

1. TnomepynoHedpuUT, B TOM Yncie BbICTPONPOrpeccUpyoLEro Te4EHUA, MOXKET
Pa3BMBATbLCA NPU BCeX Ho3o0rnyeckmnx popmax AHLJA-accoyuuposaHHbIX
CUCMEMHbIX 8ACKYaIUMAX, 3 TaKXXe U30/IMPOBAHHO, MPU 3TOM YacTOTa BOB/EYEHMUS
noyeK HeogmHaKoBa n coctasnaet 20-40% npu IITIA, 60-80% npu MA 1 95-100% npwu
MMNA
2. CneKTp BO3MOXHbIX KNTMHUYECKMX NPOABNAEHNIN MOPAXKEHUA MOYEK BKAKOYAET:

-BbicTpo-nporpeccupytowmnin rnomepynoHedpput (BMNMrH) - Hanbonee TMNUYHBLIN
BAapPWaAHT TeYEHUA)

-OcTpbin HEGPUTUYECKUN CUHAPOM

-beccmmnToMHaA NpoTenHypua n MMKporemaTypusa

-MakporemaTtypus(peako)

-HedpoTtnuecknin cuHapom (peako)
3. CtreneHb TAxectn AHLA-accoummpoBaHHoro rmomepynoHedputa (AHLUA-TH).

- AHLA-TH ne2Kko2o meyeHus 6e3 Npn3HaKoB ObICTpONpPOrpeccnpyroLLero HeppPUTUYECKOro
CUHAPOMA, KOHLLEHTPAaLUMA KpeaTUHUHA B CbiBOPOTKe <120 mkmonb/n CKO>60 mna/mun/1,73
M2.

- AHLA-TH cpedHemsaxceno20 me4yeHuUs — Pa3BUTUE OCTPOro Uam BbiCTponporpeccnpyroLLLero
HedppPUTNUYECKOro CUHAPOMA, KOHLEHTPaLMUA KpeaTUHMHA B cbiBopoTKe 120-400 mKmonb/n,
OTCYTCTBME NMOKA3aHUM K 3aMeCTUTE/IbHOM NMOYEYHOM Tepanuu.

- AHLUA-TH msaceno2o me4yeHus - pa3BUTME OCTPOro UaN BbICTPONPOrpeccupyowero
HeppPUTMUYECKOrO CMHAPOMA, KOHLEHTPALMUA KpeaTUHUHA B cbiBOpoTKe >400 mMKkmonb/n n/vnn
NOKa3aHUA K 3aMeCTUTE/IbHON NOYeYHOM Tepanum.




CemMuomuka rnopaxceHus nNoYeK npu cucmemMHbixX 84CKYyAUMAax

K oTinymnTenbHbiM 0COBEHHOCTAM KAMHUYecKoro TeyeHma AHUA- H
OTHOCAT:

1. CoveTaHue Cc APYrMMU CUCTEMHbBIMUN MPOABAEHUAMMU
HEeKPOTMU3NPYIOLLErO BAaCKYNNUTA;

2. CKNoHHOCTb K bbicTponporpeccupytowemy tedeHuto (bMrH) co
cHMKeHnem CK® 6onee yem Ha 50% B Te4eHME HECKONIbKUX HedeNb
NN MeCALEB;

3. YMepeHHaa apTepuanbHaa runepTeH3uns;

4. NpoTenHypua, He npesblwaroLwan 3 r B CYTKU.

5. Hanbonee taxeno AHUA-I'H npoTekaeT npu HaAM4YnUmM aHTUTEN K
npotenHase-3 (AHUA-Mp3).

6. ConyTcTBYlOLWEE HAaIMYME aHTUHYKNeapHbix aHTuTen (ANA) un
aHTuTen K asyxuenoyeyHon AHK (anti-dsDNK) yxyaLiatoT nporHos u
CAYXaT NpeanKTopamm bonee TAXKENOro NOPaXKEHUA MOYEK.

Zhao X, Wen Q, Qiu Y, Huang F. Clinical and pathological characteristics of ANA/anti-dsDNA positive patients with
antineutrophil cytoplasmic autoantibody-associated vasculitis. Rheumatol Int. 2021 Feb;41(2):455-462.



CemunoTUKa nopaxeHuna noyek Npu CUCTEMHbLIX BACKY/IUTAX

[MoparkeHne noYek npu remopparndyeckom sackynaure (10- 60%) o6bI4HO
Pa3BMBAETCA NOCAE NOABMEHMA NYPNypPbl. TAXKECTb €ro, Kak NPaBwu/Io, He
KOPPENMPYET C BblPaXKEHHOCTbO 3KCTPAPEHA/IbHbIX MPOABAEHUN
remopparMyeckoro BackyimTa. B 6onblinHcTBe cnyvyaeB Habatogaerca
H6nharonpusaTHOE TeYEHME, HO NPU YCTOMYMBOM reMaTypumn U NPOTENHYPUM
MoKeT pa3BmBaTbca XbIM. O6bI4HO BCcTpevaeTca beccumnToMHas
N30/IMPOBAHHAA MUKPO- NI MAKPOremaTypusa, MHOTA4A B COYETaHUM C
YMEPEHHOM NPOTENHYPUEN, OYEHb PEAKO OCNOKHAKOLWAACA HEHPOTUYECKUM
CMHAPOMOM U apTepPUaNIbHOM r’MNepPTEH3NEN.

MokazaHuamMuU K duazHocmu4eckoli buorncuu novyku

Aenaomcsa:

- HedponaTUa HEACHOTrO reHesa c NpoTenHypmen bonee
1 r/n, NOCTOAHHOM UAN peunanBUpYLoLLEA KNYOOUYKOBOM
rematypuen;

- 0OCTpas UAM NoaocTpas NoYeyHas HeJoCTaTOYHOCTb C
CMMNTOMAMM rIOMepPynoHedpurUTa UAN C CUCTEMHbIMU
NPOABNEHUAMM.



CeMMnOTUKa NOpParKeHNit HEPBHOM CUCTEMDI Y NALUEHTOB C CUCTEMHbIM
BaCKY/INTOM

lMopaxceHue yeHmpanoHolU HepB8HOU cucmemel:

nepeaHAs nwemmnyeckas onTMYecKana HemponaTua, HeobpatTumas noTeps
3peHus

O4HOCTOPOHHAA HEMPOCEHCOPHAA TYrOyXOCTb.

MY/IbTUOKaNbHAA 3HUedanonaTna u aNM304bl HEBPOJIOTMYECKOMN ANCHYHKLUUN,
NMUTUPYIOLLLME PACCEAHHbIN CKNEepOs.

cybapaxHomaanbHOe KPOBOU3INAHME, NAPA/INY YEPENHbIX HEPBOB

CYAOPOru, anuaenTnyeckme npunaakm

NAHrTMNONMUTYUTAPU3M

lMopaxceHue nepughepuyecKoli HepeHolU cucmemeol:

aCMMMETPUYHbBIN CEHCOPHO-MOTOPHbI MHOMECTBEHHbIN MOHOHEBPUT
ANCTa/IbHasA CUMMETPUYHaA NoAMHenponaTusa

nopakeHue 6epLoBbIX HEPBOB, HAPYLLUEHNE NOXOAKM

napecTte3nun HUXHUX KOHeYHoCTeMn

NoJIMHENPONaTUA MO TUNY NepYaToK UAKN Yy/IOK



HacmopoxeHHOCMmb 8 OmHOWeEeHUU CUCMeMHO020 8ACKyauma npu Haau4yuu
3a60nesaHuli HepeHol cucmemeol

NonumopdHana HeBpaOrMYecKas CMMNTOMATUKA (MOHOHEUpONaTUA, MHOXXeCTBEHHanA
MOHOHEeNPOoNaTUaA UAK NOANHENPONATUA NO TUNY NEPYATOK UK YYNOK, nopaxkeHne YMH u

Ap.)
+MopakeHune JIOP-opraHoB, rnas: noAMNOBUAHOE YTOJIWEHNE CAN3UCTON NPUAATOYHbIX

nasyx Hoca, MactTouauT (AANTENbHOCTbIO He MmeHee 3 mec); nepdopaLms HOCOBOM NEPEropPoaKH,
NECTPYKTUBHbIN CUHYCUT; NOACKNAA0UYHbIN CTEHO3 rOPTaHU, TPAXeu; NcesaoTyMop opbuTbl.

+CTolikne (bonee 1 mec.) MHOUALTPATBI/Y3/bl B NIETKUX C pacnagom, 0bpasoBaHUEM NOMOCTEN
/NN CTEHO3UPYIOLNIA SHAOOPOHXUT.

+[paHynemaTo3Hoe BocnasneHue, 303nHoduUAbHAA MHPMABTPaUMA Npm buoncuu (ntobon obnactm
BbIMNOJIHEHHOM NO N060MN U3 NPUYNH)

+remaTypua u/mnm npotenHypua. MmomepynoHeppur.

+apTpanruum, apTpUThI.

+KOMHble N3MEHEHNS HEACHOW 3TUOU/IOTUK (B TOM YMC/ie B aHaMHese).
+303nHOPUANA (>10%)

+ KK, nepdopauumn, A3Bbl KULLIEYHNKA B aHAMHE3E, ULLIEMNYECKNI, FTEMOPPArMYeCcKnin KoauT,
nopospeHue Ha B3K.



CemunoTtuka nopaxeHua KenyagovyHo-KNLWEeYHOro Tpakta Nnpu CUCTEMHDIX BaCKY/IUTaxX

-Uwemunyeckme, remopparmyeckmne Konmtbl. *KKK, psoTa ¢ KpoBbto, meneHa.
-3BEHHOE NopaXKeHue cnm3ncTom 06ono4km ntobbix otaenos HKKT
(amddepeHumnanbHbin anarHos c B3K).

-rPaHy/IeMaTO3HOE NOpPa*KeHNE NevYeHmn, ceneseHKn, NoAKeNyA04HHOM Kenesbl.
-60/11 B }KMBOTE PaA3/IMYHON MHTEHCUBHOCTMW.

-Me3eHTepuanbHbIN BackynuT (anddepeHumanbHbI AMarHos ¢
Me3eHTepuaibHbIM TPOMOO30M).

-A3Bbl B N0O/I0CTU pTa, aPpTO3HbIE A3BbI, HEKPO3bl A3bIKa.

-KMLEeYyHaA HernpoxoanmocCTb.

-303UHOPUNBbHAA MHPUNBTPALUA, TPAHY/IEMATO3HOE BOCNAJIEHME NO AaHHbIM
buoncun.

-NEePUTOHUT.

-bopmMmupoBaHME aHEBPU3M apTepuii, KpoBocHabxatowmx HKKT.

-npu 06cneaoBaHMM BHE CNeLMann3npoBaHHbIX LLEHTPOB, a TaKXe Npu
OTCYTCTBMM AaHHbIX aHaMHe3a Bpavyamu-aHAoCKonuctamu nopaxkeHmna KT
NPU CUCTEMHbIX BAaCKY/IMTaxX MOryT ONMUCbIBAaTbCA KaK 3p0O3UBHbIE UU
$dnbpuHonaHoe nopaxkeHme(npeanouTUTENbHO BbINOAHATL 3HA0POTO).



Bu3yanu3sayus nopaxeHus npu Kos0HOCKoNuu

Y4acToK 04aroBoM s3pnTEMbI CAM3UCTON 060/104KK Yy NaumeHTa ¢ IITIA BbISBNEHHbIN

MNP KONHOCKONWWN. Hokama A, Kishimoto K, Thama Y, Kobashigawa C, Nakamoto M, Hirata T, Kinjo N, Higa F,

Tateyama M, Kinjo F, Iseki K, Kato S, Fujita J. Endoscopic and radiographic features of gastrointestinal
involvement in vasculitis. World J Gastrointest Endosc. 2012 Mar 16;4(3):50-6.



Busyanunsaumsa nopaxkeHua npm 6anoHHOW SHTEPOCKONUK
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OTeyHble NeTeXMN C NMHENHBIMW A3BaMW B NOPAXKEHHOM NOAB3A0LIHON KULLKE Y
NauMeHTa C reMopparm4eckMm BacKy/IMTOM, BbiABAEHHbIE Npu 6aNOHHON

3HTEPOCKOMUN. Hokama A, Kishimoto K, Ihama Y, Kobashigawa C, Nakamoto M, Hirata T, Kinjo N, Higa F,
Tateyama M, Kinjo F, Iseki K, Kato S, Fujita J. Endoscopic and radiographic features of gastrointestinal
involvement in vasculitis. World J Gastrointest Endosc. 2012 Mar 16;4(3):50-6.



Busyanunsaumsa nopaxkeHua npm 6anoHHOW SHTEPOCKONUK

OTeyHble NeTexmu ¢ IMHENHbIMU A3BaMM B ﬂOpaH(EHHOVI I'IO,£I,B3,£I,OLUHOVI KULLKE B NauneHTa

c remopparmn4yeCkmm BaCky/1MTOM, BbliABJZIEHHbIE MNMPU 6a/IoOHHOM 9HTEPOCKONMUU. Hokama A,
Kishimoto K, Ihama Y, Kobashigawa C, Nakamoto M, Hirata T, Kinjo N, Higa F, Tateyama M, Kinjo F, Iseki K, Kato S,
Fujita J. Endoscopic and radiographic features of gastrointestinal involvement in vasculitis. World J Gastrointest
Endosc. 2012 Mar 16;4(3):50-6.



HacmopoxteHHOCmb 6 OmHoOWeHuUU cucmemMHOo20 8ACKyauma npu 3a6onesaHuax KT

NMopaxkeHue XKKT: nwemunyeckne, remopparnyeckme Konutol. "KKK, psoTa ¢ KpoBblo,
MmesieHa, A3BeHHoe nopaxkeHune KKT u ap.

+[oparkeHne JIOP-opraHoB, r/1a3: NoANNOBUAHOE YTONLLEHNE CAN3UCTOMN
NPMAATOYHbIX NA3yX HOCa, MacToManuT (ANTENBHOCTLIO HE MeHee 3 Mec);
nepdopaumna HOCOBOW NeperopoaKkn, AeCTPYKTUBHbIA CUHYCUT, NOACKNAA0YHbIN
CTEHO3 rOpTaHW, TPaxeu; NCeBaoTyMop opbUTHI.

+CTolKMe (bonee 1 mec.) MUHGUANBLTPATBI/Y3/1bl B N€TKUX C pacnagom, obpasoBaHMeM
NoaoCTen U/MNKN CTEHO3UPYIOLWMIA SHA0OPOHXMT.

+rematypua u/mnm npotennypua. MomepynoHedpput. XbM.
+apTpanrnum, apTPUTHbI.
+KOXXHble U3MEHEHUNA HEACHOM 3TUONOTMK (B TOM YMCe B aHaMHe3e).

+11MXopaaKa



Al'IrOpMTM ANArHOCTUKU CUCTEMHOIO BACKY/IUTA

+Preferred modality: Angiogram ] +History of autoimmune

| *Involves various system: The ' diseases
CNS, cardiovascular, respiratory, «Constitutional symptoms
urinary, and GI Imaging «Invalvement of different

| +Most common findings on MR "y ; Clinical — worgans, including the lung,

or CT Enterography:
[ *Unusual site involvement, eg.,
stomach, duodenum, and rectum
| «Extra-intestinal involvement:

) History kidneys, skin...
«A dramatic response to
immunosupprassive

P

s« Mural h}'.per gnhancement Diagnnsis s treatments

| *Mural thickening [ { |

| +Masenteric engorgement Assessment *Markers showing a

| +Bowel dilation of Vasculitis s systemic inflammatory

| *Ischemic changes Histo- , re:pnns-e: . .

| *Vascular abnormalities, e.g., Laburatunr * Mormocytic z.m _
stenosis, occlusion, and aneurisms pathological normochromic anemia
(rarely]) ; findings « Leukocytosis

s ' findings - Thrembeocytosis

+ Elevated ESR
+ Elevated CRP
Auto-antibodies

Vital to confirm the diagnosis

The skin, kidney, lung, temporal S

artery, nasal mucosa, sural nerve, » ANA + - ANCA+
and muscle are common sites for ' ""“t!'RD"' » Anti-LA+
biopsy — Anti-Clg+

Amouei M, Momtazmanesh S, Kavosi H, Davarpanah AH, Shirkhoda A, Radmard AR. Imaging of intestinal vasculitis focusing on MR and CT
enterography: a two-way street between radiologic findings and clinical data. Insights Imaging. 2022 Sep 4;13(1):143.



TaKTUKa Bpaya NnepBUYHOrO 3BeHa
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AI'II'OpI/ITN\ ANATHOCTUKU CUCTEMHDBIX BACKY/IUTOB

| aman. BoiaABNeHne CMMNTOMOB, NOA03PUTENbHbIX B OTHOLUEHUU BAaCKYAUTA.
1.KoXHble nposasaeHunA
2.BHEKOXHble NpoAB/eHUA
A)Cneundunyeckue:

-NOpaXKeHMe BEPXHUX AbIXaTeNbHbIX NYyTEN

-noparkeHune nerknx

-nopaxkeHune HKKT

-noparkeHne noyek

-nNopaXKeHne HepPBHOW CUCTEMDI

B) Hecneuudunyeckume:

-apTpanrum

-MManrum

-INXopaakKa

-noTepA Beca

-cnabocTb
Il sman. UcknoueHue TpombouutoneHmnmn, cencuca, Tybeprkynesa, OHKONOrMYeCKUxX
WU remaTtonormyeckux 3aboneBaHum, oCTpbiX U XPOHUUECKNX UHPEKLUM,
annepruyecKkux, napasmMtapHbix U npodpeccnoHanbHbix 6onesHen, peakumsa Ha J1C.
UckntoueHue apyrux peBsmartonoruyeckux sabonesaHum (CKB, peBmatongHboin
apTpuT, aHTudochonunNUAHbIN CUHAPOM).
lll aTan. /labopaTopHbie U MHCTPYMEHTa/IbHble MeToAbl uccnegosaHmaA. CneunanbHble meTogbl
nccnenoBaHuA: 6uoncua u BU3yaJ/indauuma nopa>KeHHbiX COCya0B.



1. Hacmopox}teHHOCMb 8 OMHOWEeHUU UHeKYUOHHbIX 3a60ne8aHuUl.

- 3NUAEMMNOSIOTUYECKMIM aHAMHE3: KOHTAKT C UHPEKUMOHHbIMU BONbHBIMY,
YCN10BMSA MPOXKNUBAHNA-KOMMYHa/IbHAs KBapTUpa, 0bLeKNUTHUe, Ka3zapma U T. 4.
Bble3/, 3a NpeAenbl PErMOHA U CTPaHbl, KOHTAKT C HACEKOMbIMM, FPbI3yHAMMU,
AVKMMU N AOMALLHMMU *KUBOTHbIMU. BakumHauma. CepTndunKaTt npuBMBOK.

- 3TAMHOCTb KOXXHbIX NPOAB/IEHNN, BaXKHOCTb PAPMHIOCKONUUN, ANNTE/IBHOCTb
N TUN NTNXOPAAKM, OTBET Ha Tepanuio. MeToabl 3Kcnpecc-ANarHoCTUKK.
AudgepeHyuanbHbili OuazHO3: KOPb, KPAaCHYXa, NAapOTUT, MEHMHTOKOKKOBasA
nHpeKkuua, BeTpsaHaA ocna, Tybepkynes, BUY, BupycHble renaTtuTbl, UEPCUHNO3,
rpynna KuLe4YHbIX UHEeKUMM, Knelesomn aHuedpanut, boppennos, COVID-19,
rpunn, MHPEKUMOHHbIA MOHOHYKN€03, Napa3uTapHble MHBA3UK 1 Ap.

2. HacmopoxeHHOCmb 8 OmHouweHUU OHKono02u4ecKux 3abosneearuii:

- BO3PacCT NaLUMeHTa, KOHTAKT C KaHueporeHamu, "KpacHble ¢dnaru”,
HacneACTBEHHOCTb, AAaHHbIE CKPUMHMHIOB, OHKOMAapPKEpbI.

3. HacmopoxteHHocmb 8 OmHoweHuUuU npogeccUoHas1bHbIX U
annepauvyeckux 3abonesaHuli:

-yC/I0BUA TPYAa, KOHTAKT C BPeAHbIMM NPON3BOACTBEHHbIMU PAKTOPaAMMU, NbliNb,
KOHTAKT C CE/IbCKOXO3ANCTBEHHbIMMW, AOMALWHNUMU N ANKUMWU XKUBOTHbIMWN. ISE,
303MHOPUANMA.

4. JlekapCcTBEHHbIW aHaMHe3.



JTabopaTopHaa U MHCTPYMEHTaNbHaA AUAarHoCTUKa Npu Nogo03pPeHNM Ha
CUCTEMHbIA BaCKy/IUT B YCI0BUAX MeAULUHCKUX OpraHM3auui 1 ypoBHs

JlabopamopHaa ua2HOCMUKda

1.

4.

5.

OAK (cHu»keHune Hb, Iputpountos, HCT; neikouunTtos, yckopeHue CO3
(>40mMm/4), 303nHODGUAKNA >10% (>1,0%¥1079/n), TpOMBOLUTO3 (TPOMBOLUTBI
>400*1079/n), npu remopparmieckom CMHAPoOMe TpoMmboLuToneHns
(TpomboumnTtbl <150%1079/n).

B 6/x aHanu3e KpoBu: KpeaTuHNH>125 mkmonb/n (CKP<60 ma/muH/1,73 m2 -
CKD-EPI), MoueBuHa >8,3 mmo/ib/n, TMNONpoOTEUHEMUSA, TMNOANbOYMUHEMUSA,
CPB >5 mr/n. KOK >170 EQ, (ana myxumH> 195 EA), NAr >220 EA/n (ans
My3KUMH> 235 EA/N).

B OAM: npotenHypua > 0,5 r B pa3oBOM NOPLUMN MOYMN, CYTOUHbIN BENOK MOYN>
1r/n, anbbyMUHYPUA, LUAUHAPYPUSA, SPUTPOLUTYPUA, MaKporemaTtypus.
PeBmaTtonormnyeckune npoboi: PO (>30 EA), ALILM, AHA, AT k AHK (>30 ME/mn),
AHLA.

MMmmyHorpamma IgA>4,5 r/n

NHcmpymeHmanbHasa Oua2HOCMUKa:

1.

2.
3.
4

PeHTtreHorpadua OlK, KT OrlK.

®IraAC, aHocKonuA, pEKTOPOMAHOCKONMA, KOTOHOCKONKUA.
Y3U renatobunnapHoOm 30HbI, MOYEK.

Cnuporpadwus.



KnuHu4yecKkue noKa3saHusa 015 onpedeneHusa AHLA eKkaoyarom:

rIoMmepyoHePpUT, 0COBEHHO BbICTPO NPOrPEeCcCUpPYOLLIUA

KpOBOXapKaHbe/nerouHoe KpoBoTeYeHME, OCOOEHHO B COYETAHUMN C
rmomepynoHeppuUtTom

KOXHbI BACKY/IUT, conposom,u,arou.mﬁcn CUCTEMHbIMU
npoABIeHNAMU

MHOXeCTBEHHbIE OYalrn NopaxKeHNA Nerkux npu
peHTreHo/10rM4yeckom nccneagoBsaHmm

XPOHUYECKOE AECTPYKTMBHOE NOPa*KeEHME BEPXHUX AbIXaTe/IbHbIX
nyTen

3aTAXHOE TeYEeHMEe CUHYCUTA UK OTUTA

NOACKNAA04YHbINA CTEHO3 ropTaHun/Tpaxeun

MHOXeCTBEHHbI MOHOHEBPUT MU ApYyrasa nepndpepmnyecKas
HenponaTua

nceBaoTYMOpP opbuTsl



Cnepyet noHMMaTb, 4To AHLIA He ABAAIOTCA NATOFrHOMOHUYHbIM MMMYHO10TMYECKNUM
deHomeHom ana AHLA-accoummpoBaHHbIX CUCTEMHbIX BACKY/IUTOB, U B pAAe CAy4aes
MOTYT BbITb BbIABNAEHbI Y NALMEHTOB C APYrMMKM 3aboneBaHMAMM, BKAOYAA:

- MHG}EKUMNOHHbIN 3HAOKapAUT U TybepKynes,

- BOCMaAuTeNbHble 3ab60neBaHNA KMULLIEYHUKA

- MPW OHKONOrnyeckux 3aboneBaHUAX

- Ha $OHe Npmema HEKOTOPbIX NEKAPCTBEHHbIX NPEenapaTos.

[Mpwn 3TOM NONIOXKUTE/NIbHbIN Pe3ybTaT aHaAn3a Ha AHLLA B OTCyTCTBME KANHUYECKUX
NPOABAEHMIN He No3BoNAET gnarHoctupoatb AHLUA-accoumMmpoBaHHbIN CUCTEMHbIN
BACKY/IUT.

OmpuyamenobHslili pe3ynbmam aHaAAU3a y NayueHmMoe ¢ XapakmepHbIMu
KAUHUYECKUMU NpoAeaeHUAMU u/uau mopgono2udyecKkumu usmeHeHUAMU He
Aensaemca oCHoeaHuUem 018 UCKAoYeHuUs ouazHo3za AHLUA-accoyuupo8aHHo20
cuUCmemMHOo20 edacKyauma.




MapLpyTnsauma nauueHToB ¢ NO403PEHUEM HA CUCTEMHbIA BAaCKY/IUT Ha
Tepputopumn KypraHckom obnactu

PeBmaTtonor
Hedponor*

e e I v

L. [lepBrYHOE BBISIBJIEHHWE CUMIITOMOB, IIOJ03PUTEJIbHBIX B OTHOLIEHUHU CUCTEMHOTO BACKYJIMTA.

Il. Mo NOKa3aHMAM KOHCYNbTaLMA BpaYen-cneLmnanmncros.

[ll.  Mpu UCKNKOYEHUM CMEKHOM NATONOMMN KOHCYNbTaLMA peBMaTo/iora unu Hedposora (npu BeayLem
NopaxKeHUM NoYeK).

IV. HabniogeHue Ha TepaneBTUYeckom/dpenbaiepckoM y4acTKe NaLMeHTa ¢ CUCTEMHbIM BaCKY/IMTOM COBMECTHO
C BpPayoOM-peBMaTo/IOromM, Bpayamum-cneLmnasinctamm.

*[Ipu nopaxceHuu no4ek u pucke npozpeccupoganus OIIIl 1eyeHue 8 Yc/108USAX MeAUYUHCKOI opeaHu3ayuu
€ 803MOXCHOCMbIO NPo8edeHUs1 3aMecmumeJibHoll NoYevyHoll mepanuu



JleueHHne cUCTeMHbIX BAaCKYy/1IUTOB

1. Cneyudguyeckasa uMmmMyHoCyrnpeccusHas mepanus

MHOYKUUOHHAA mepanus npu nopaieHuuU ¥u3HeHHO-8AX HbIX OP2aHO8:

- Uunknodpochamupg+rkKC, Putykcmmab+rKC

[lodoepxcaHue pemuccuu:

- TKC+nporpammHas Tepanua Unknopochamumaom nam Putykcnmabom

- [KC+MeTtoTpeKcat unm AsatmonpuH nam MmkodpeHonata Modetun
Mnazmadepes, TpaHCNAAHATUNA MOYKN, PEKOHCTPYKTUBHbIE onepaunmn Ha JIOP-
OpraHax.

2.Tepanus, HanpaeneHHAA HA yAy4YWweHue peoso2u4ecKux ceolicme Kposu,
MUKPOYUPKYynayuu, Heghpo-, Kapouo-npomeKyuro.

1. AHmuazpe2aHmeol (HU3KME A03bl ALETUNCANNLNNOBOM KUCNOTbI,
ANNUPUAAMON)

2. AHmuKoazynaHmel (renapuH, BapdapuH, HOAK)

3. Bazodunamamopeoil.

4. UHeubumopeo! Al

JaHHbIe nocnedHux uccnedosaHuli:

[lpu 303UHOGUMLHOM 2PAHyAeMmamo3se € NoaAUaH2UUMOom
- Menonusymab (Hykana).

lpu AHLA-accoyuupo8aHHbIX CUCMEMHBbIX 8ACKYAUMAX
- nHrmbutop peuentopa C5a komnnemeHTa ABAKOMNAH.
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