


" AKTYyanbHOCTb

* CUCTEMHbIE BACKYINTbLI-3TO rpynna 3aboneBaHumn, KOTopble
noTeHumarbHO MOryT ObITb NOKannM3oBaHbl B I0OOM opraHe ¢
reTeporeHHbIMU KnnHn4eckumm nposisneHnamun. Cocyasl nobdoro
TMNa n B NtodOM opraHe MoryT BbITb NOPaXXeHbI, YTO NPUBOAMUT K
LLIMLPOKOMY CMEKTPY NPU3HAKOB U CUMNTOMOB. PasnnyHele
BACKYINnUTbl C HEPA3NMNYUMbIMU KNUHUYECKUMN NPOSIBNEHUAMMN
MMEIOT COBEPLLUEHHO pa3Hble NMPOrHO3bl N METOAbI NIEYEHUS.
Takme cocTossHUA NpPeaCcTaBnAT MHOXECTBO npobnem Ans
Bpa4yeun C TOYKU 3peHUnd Krnaccuumkaumm, guarHoCTuKN,
COOTBETCTBYIOLLErO fTabopaTopHOro oocriefoBaHns U NEYEHUs.
bonee TOro, oHW TPEOYIOT TLWATENBHOIO KOHTPOIS.
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. OnpepeneHune

* Backynutel — 3aborneBaHuns, XxapakTepmayoLmnecs
BOCNarieHNeEM N HEPEOKO NMPUCOEANHSAIOLLIMMCA HEKPO3OM
COCYOMCTOUN CTEHKW.

» BackynuTbl 0XBaTbIBalOT OOMNbLUYIO FPYNny reTeporeHHbIX
3abonieBaHnN, XapakTePU3YLLMXCHA BOCNanUTENIbHOW peakumnen,

noKann3oBaHHOW B COCYOUCTOWU CTEHKE N MepuBaCKyNApHbIX
TKaHAX.
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’ BaCKynuTblI

I

 [MepBurYHbIE BACKYNUTbI ABMSAIOTCS
HO30MOMMYEeCKN CaMOCTOATENbHbIMU
3aboneBaHuamun. BeigenaioT ase
noarpynnbi NePBUYHbBIX BACKYNNTOB:

[0 cobpasoBaHMeM rpaHynem
(rpaHynemartos BereHepa, aHrmnT
Yapra-Ctpocca, rmraHTOKNeTOYHbIN
BUCOYHbLIN apTeEPUUT XOPTOH3,
aopToaptepunT Takasacy);

[0 ©e3 obpasoBaHus rpaHynem
(Y3esikoBbIV NONUapTepunT,
MMKPOCKOMNYECKUIM MOSTNAaHTNNT,
obnuTepunpyrowmn TpPoMbaHrMnT
BuHusapTtepa-broprepa,
remopparnyeckmin BacKymnmT
LLlennenn-I'eHoXxa, acceHumanbHbIN
KpuornobynmHeMmnyeckum
BaACKYIUT).

Y3enkoBbl nonuapTepunT
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E BaCKyNuUTbI

! nepBVI‘-IHbIe BaAaCKYJINTbI
nogpasnendarTcd Ha 4 Krnnacca no
npenmMyLLeCTBEHHOMY NOPaXXEHUHKO:

)=

[ KpynHbIX apTepum (TMraHTOKMNETOUYHbIN
BUCOYHbIN apTepunT XOPTOHA,
aopTtoapTtepunt Takasacy);

[ apTepun cpegHero kanmbpa
(y3enkoBbIW NONUapTeEPUNT);

0 menkux n cpegHux aptepun (CnHgpom
KaBsacaku, rpaHynemaTos BereHepa,
aHrumT YapraCrpocca,
obnuTepupyowmmn TPOMOaHIIMNT
BuHuBapTtepa-broprepa);

0 Menkux n MMKPOCKOMNUYECKMUX COCYOOB
- apTepuor, Kanunnspos
(MUKPOCKOMUYECKNIN NONNAHTUNT, RN S S L L e Y
remMopparn4eckuin BackynuT N R MRS s
LLleHnenn-I'eHoxa, acceHuymanbHbIN B .
KpUornobynmHeMnU4YeCckuimn BacKynuT).




w 9
® BTopn4yHble

|

B BaCKynuTbl

b He ABMAKTCA CaAMOCTOATENbHbIMU
3aboneBaHusiMun, a NpeacTaBnaT cobou
CUHOPOM BOCManeHusi CoOCyoB pasHoro
Kanndpa, conpoBOXaatoLLNNA:

[0 oCTpyl peBMaTU4ecKyto Nuxopaaky u
cUCTeMHble 3aborneBaHud
COEAVUHUTENBbHON TKaHU
(peBMaToMaHbIN apTPUT, CUCTEMHYIHO
KpacHY0 BOMYaHKY, CUCTEMHYIO
cKrnepogepmmio, 4EPMaToOMUO3UT U

ap),

0 wuHpeKunoHHble 6onesnu (BNY-
NHEKUMSA, BUPYCHbIE renaTuThl,
cudgounmic v ap.),

0 XuMWYecKkne MHTOKCUKaLUKU (CUITUKOS,
6epunnnos, oTpaBneHne MblLLbSKOM),

0 ToOKCM4YecKkoe AeNCTBME HEKOTOPbIX
NeKapcTBEHHbIX NpenapaTos,

[ onyxonesble npoLecchl. CuHapowm WWerpeHa, conpoBoxaaroLLmmnca BTOPUYHbIMUA
BacCKynutamm



Tunuynoe pacnpenencH1e pasimybsix TMnoe sackynura

FuranToknerouHbiin aprepmunT

& COOTHOLUEHNE XEHLLMHBI:MYXYUHbI KaK 2:1,
& HexpoTU3NPYIOWMIA rpaHyNemMaToaHbIii o6bi4HO B BO3pacTe > 50 ner
sackynut, C-ANCA+, M = X, 06bMHO ¢ [ns anarHoctrkmn 6epyT Guoncuio u3
CcpeaHnii Bo3pacT NOBEPXHOCTHON BUCOYHOWN apTepun,
® Hoc BLICOK PUCK NOBPEXAEHUA
® Jlerkune apTepuin MO3ra u ceTyarku
& MNouykun ® > 50% umeloT rpaHynembl

Aprepuur Takaacy

¢ Monoabie XeHwmHbl, NPOXNBaKWwme
Ha anvHem Bocroke

& [lyra v BeT8M aopThbl

Backynur Yapaxa-Crpocca

® Peaxui rpaHynemartosHbin
BACKyNUT, 3aTparmsaommn
nobbie Menkue/cpeaHue cocyab!
& lNpucyrcreyeT BbipaxeHHas
UHOUNLTPaUMS 303uHODUNamMm
¢ Y naumeHToBs umeercs actma
“3-3a NopaxexHus
neroyHbix cocynos, c-ANCA+

® > 50% uMmeloT rpaHynems!

# 3arparvBaeTt Menkue KpoBeHOCHbLIe
COCYAbl KOXU U KNLLUEYHUKA
® [etu, koMNnekcol IgA, xOpoLwwni NPorHo3

Y3enkoesiii nonuaprepuur (YMA)
U MUKPOCKONUYECKNA
nonuaprepuur (MMA)

¢ UmeloT oyeHb sapuabensHoe
pacnpeneneHume n WUpokKuin
BO3pacTHOW AnanasoH

& Mpwn YINA 3aTpOHYTbI apTEPUM U BEHbI
cpeaHero kanubpa, COOTHOWeHne
KEHLLUMH M MYX4UMH Kak 2:1

& MIMA - HEKPOTU3UPYIOWMIA BACKYNUT
Mmenkux cocyaoe, p-ANCA, M = X

Backynur Beprepa

& Monoasie Kypsawme MyX4uHbl

& OO6pasylTcs KpynHbie
arepockneporuyeckue Bnswkn
B apTepusax ronexun
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OTUNONOrNS

ATronorusa 6onbLUNHCTBA NEPBUYHbIX
BaCKYIIMTOB He yToYHeHa. Bo3HMKHOBeHMe
HEKOTOPbIX U3 HAX acCOLMNPYETCs C
KNMMHMYECKM NaTEHTHBIMU UHEKLMOHHBIMM
npoLeccamu.

B aTnonornm nepBmYHbIX CUCTEMHbIX
BaCKyInMTOB UMEET 3Ha4YeHne UMMYHHas
rMNepyyBCTBUTESTIBHOCTb K HEKOTOPbLIM
neKkapCcTBEHHbIM NpenapaTam -
aHTubaKkTepmnanbHbIM, MPOTUBOBUPYCHbIM,
nHrnomtopam Alld, ammHasuHy 1 ap.

Tak Kak peyb UOeT O NepBUYHbLIX BaCKynnTax,
BCE NnepeyvncrneHHble Bbille NPUYUHBbI Urparot
NUWb "TPUIrepHyro"”, T.e. NyCKOBYIO POSib.
Basncom popmurpoBaHUA NEPBUYHBLIX

BACKYJTNTOB ABJTAKOTCA TEHETUHECKNE ,El,ereK'l DI.

3p0poBbin cocya

Backynur

~ Ormupanve pyHKUMOHaNbHbIX

BocnaneHwue - i
TKaHen

- —

Cyxexue
' AnameTtpa

1]

i)

cocyna

3ameleHne oTMepLIMX YHacTKoB
NNOTHOM PyBUOBOM TKAHBIO
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. [MaToreHes

[TopakeHue cocyooes v bosibHbIX C cUCmeMHbIMU 8acKVvumamu

0byc10851€HO Cr1e0VIOUWUMU MexaHU3IMaMUu:

[NosiBneHneM B KPOBU ayTOAHTUTEN,
BbI3bIBAOLLMX MOBPEXaeHNE U UMMYHHOE

BOCMnalieHmne CtTeHkKn cCocyaoB.

[Tatorene3 AHIJA-accouuupoBaHHOTO
BACKYJIUTA

AHUA (anTuHenTpodunbHbie
UMTONNAZMaTUHECKME aHTUTEeNa
CreHka cocyga

Heutpodunsi

TpocTumynupoeanHbie AHLA
HeMTpoPMUAbI HAaNAZAOT Ha
*TEHKY cocvaa
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[TopaxxeHue cocy0os v borbHbIX C cucmeMHbIMU 8acKyaumamu
’ 0bycr108/1€HO Cr1e0VIWUMU MexaHU3MaMUu:

2. ObpasoBaHMeM LMPKYNNPYHOLLNX UMMYHHbIX
komnnekcos (LIMK), cnocobHbIx domkcnpoBaTbCs B
CTEHKe COCY0B U aKTUBMPOBATb KOMIMSIEMEHT,
KOTOPbI CTAHOBUTCS CNOCOOHbBIM paspyLuaTtb
CTPYKTYPbl CTEHKM COCYAO0B, Bbl3bliBaTb
obpasoBaHne PUBPMHOBLIX CryCTKOB B UX
npocserTe.
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[TopaxxeHue cocy0os v borbHbIX C cucmeMHbIMU 8acKyaumamu
’ 0bycr108/1€HO Cr1e0VIWUMU MexaHU3MaMUu:

3. Cekpeuunen TpomboLmnTamm n

Ctpoma C Cocya
aHgoTenuoLmMTaMm MeAMaTopoB BoCnaneHus - O@
npoBocnasrinTesibHbIX LUTOKMHOB: cbaKTopa AHruoreHes P U
HeKpo3a onyxosim anbga, UHTEPNENKUHOB 1 1 6. KneTiw . U a5
Uil

s, IpaHynouut

Makpodp

lMpoBocnanuTenbHble
MeaumaTopbl
13 charoyuToB

XEeMOKMHbI U

LIUTOKMHBI
13 3HOOTENUS .
D ¢ [ MoHouut

O ® D
ey - B
UndpuneTpauus - -
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S MepuuuThI

MaToreHsbl,
TpaBMaTU4eCKue
NOBPEXAEHUA

L
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® . KnnHnyeckue nposaBneHnsa > ¢
° CnenyeT NoAYEepPKHYTb, YUTO KIMTMHUYECKNE MNMpPpoABJIEHNA CUCTEMHDbIX
’ BaCKYyNUTOB 4OCTAaTOYHO TPYAHO aeHTudmumnpoBaTb 1 BepudnumpoBaTth B ‘

BMOE YETKO O4EPYEHHbIX CUHAPOMOB, MOCKONbKY HEPEKO BCTPEYaloTCH
nepexoaHble dopMbl UM OHX Pa3BMBAIOTCA B paMKax ApYrnx CUHAPOMOB
(BACKYINMTbI UNKX ONMyXonsax, 3adoneBaHNAX KULLEYHMKA U NeYeHn, BaCKynnTbl
nocre TpaHcnnaHTaumm, cbiBopoTovHasa 6onesHb, Backynonatus npu ASC v

ap.).

« KnuHmn4yeckue nposiBNeHus, npy KOTOpbIX creayeT NpeanonoXntb CUCTEMHbIN
BaCKyNnuT:

1. JInxopagka HESACHOM 3TNOMOrMN UMM He NoaaatoLLnecs MUHOMY OO bACHEHMIO
obume (KOHCTUTYLMOHannbHbIE) CUMMTOMbI

2. CnmnTomMbl HEOOBLACHUMOW ULLEMWUN, OCODBEHHO Y NALMEHTOB MOJSI040r0
BO3pacTa Unu npm oTCYyTCTBUM (PaKTOPOB pMUCKa aTepPOoCKIieposa

3. MynbTUCUCTEMHBIE NOPaXKEHUS, B TOM YMCITIE: MHOXXECTBEHHbIA MOHOHEBPMUT,
nopaeHust KoXun (nypnypa, ceT4yaroe NUBeao, HEKPO3bI, Y3erkn, MHapPKThbI
KOHYMKOB NarnbLEB), HEAECTPYKTUBHbLIN ONUTOapTPUT, MOPaXXeHUs NMoYek



e | KnnHnyeckune nposiBneHns

KnuHu4yeckue rposierneHus 3agucsm om muria, kaaubpa, iokanu3auuu

8 [1opaxeHHbIX coCcy008 U aKmusHOCMU cUCmMeMHO20 80craneHusl.

Menkne CoOCyabl

Cpeanue cocyni

Kpynubie cocy/bi

Koxa Croiikast BO3BBIICHHAS HpUTEMA Ceryarass MpaMOPHOCTL [{nanos
(MaxyronanysuiesHas cuinm). Hamsnnpyemas Hexposel, B TOM uncie Mamenenns npera
Iyprrypa, Dposnn, HOBEPXHOCTHLIE S3BBI I JUICTATILHBIC, S3BBI, KOHeUHOCTell
kopku. Benas arpo s

KKT Bocnanenue i sposuin cImmueTsX Bonn B xkusore Bosu B suBore 1noce ejibl

HKK'T kposoreuenns

[TpoGogenns knmox
AHEBPHIMBI,

F nocne pedexarnmnn
(Opromnas xaba)
Mudapkrrsr Kok,

Jlerkue

( )()JlilKOHIUUH»lC TeH (KaK mpu ITHEBMOHII )

KymuoBuHbIe TEHN (KaK 1pu
TOJIA)

Ocnabnenne nerouHoro
pucynka, Jlpixarensnas

HEJIOCTATOUMHOCTE.

Ioun ['ematypus ¢ SpuTpoLHTapHBLIMI ['emarypus Ges spurpounrapusix | Bazopenaisuas
LIUTHHAPAMI IIUTHHAPOR rurepTeHs s
[Iporennypns. Penonapenxnmarosnas Tynas Gons, Bazopenansnast i Her rematypum n
aprepuaabHas FHepTeHss. peHoapeHx HMaTO3HAa HPOTEHIHY PN

rUrepTeHsns. AHEBPHIMLI

Hepenasn Ouaru B roJJoBHOM MO3I'e He Ouaru B roJIoBHOM Mo3Ie, [Ipusnaxu nopaxenns

cHeTeMa COOTBETCTBYIONIE CoCyucTEIM Oacceiinam. COOTBETCTBYIONHE COCYIMCTHIM | OOINX, HAPYIKHBIX 1
[Tonn- 1 Mmonoueiiponarnm. OacceitnaM i cerMeHTaM STHX | BHYTPEHHIX COHHBIX IITH

GacceiiHOB. AHEBpH3IMEL, MOZBOHOMHLIX apTepuii.

Mbuunsi Munanrun Mmnanrnn [Tepemexaromascs

XpOMOTa
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> MopqaonormquKaﬂ KapTUHa cucTeMHbI® ®

B BACKyNMUTOB 4

EOVMHCTBEHHBIM NPSIMbIM METOAOM ANArHOCTUKM BacKynnTa aBrnseTcs bnoncus

C M’MCTONTIONMYECKNM UccnegoBaHNEM:

* BOCMNanumTenbHaa MHUNbLTPaLUMA CTEHKN COCYOOB;

* HApPYLLUEHNE LENOCTHOCTU SHAOTENMANbHON BbICTUITKN COCYO0B: r’Mberns,
cnywinBaHue, oTCroeHne aHgoTenmanbHbIX KNEeTOoK

* NepuBacKynsipHoe oTnoxeHne dndpmHa

* NePUBACKYNSPHO — OBNTOMKU S4ep (NEenKoOLUMTOKNa3unc)

* peaKTMBHbLIN 3HOOTENMOMATO3, HEOBaACKynsapm3auns

* UICKaXKeHHbIe apXUTEKTYPHbIE NpOonopLMn CoOcynoB (HanpumMmep, aHEBPU3MbI),
namMmuHaums cocygoB («JTyKOBUYHag Lenyxa)

* 9KCTpaBa3aund spuTpoLmnTOB

* Hekpo3sbl, TPOMbObI

[MPUMEYAHWE: I'ncTtonornyecknm Backynut He Bcerga aBnAeTcAa KNMHUYECKUM
Backynmtom!!!
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Y3enkoBbIn nonuapTep%Polyarteritis nodosa). HacTb
MblLLEYHOWM 0OONOYKN (TOHKAsA CTpenka) apTepun N BHYTPEHHSS
anacTtuyeckasi MembpaHa (Toncras cTpernka) CoOXpaHeHbI.
Cocyn TpombupoBaH, opraHnsauns Tpomba npusena K
06pa3oBaHUIO COeaUHUTENBHON TKaHW Ha MecTe BbIBLUEro
npocseTa cocyaa. HebornbLUon NPOCBET B LLEHTpe — pe3ynbsraTt
YacTUYHOW peKaHanmMsauuu.
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NMpumep HenTpodunbLHOro MHUNLTpaTa

Hentpodunbl n doparmeHTsl X pacnaga (nemkoumToknacuc) —
saepHast «Nblfb»



OTyeTnUBbLIE NOpaXeHUs, 0ObIYHO OOHapyXXnBaemMble Ha KoXxe
nauMeHTOB C BaCKyJIMTOM cpefHero cocyaa: (a) KucreesngHasi pauemosa B
HWXHNX KOHEYHOCTAX, BKINOYas ThiNIbHYO CTOPOHY CTOM Y NauMeHTa C KOXKHbIM
aptepumnTom, (6) Lindposon Hekpo3 y nau,meHTa ¢ AHLIA-accounmnpoBaHHbIM
BACKYNUTOM - rpaHyrieMaTo30 \aSaRlak C

Manble
cocyabl. OT4yeTnMBbIE NOpaXeHUs!, 06bIYHO OOHapyXMBaeMble Ha
MNanbnu pyema KOXXe nauueHTOB C BaCKyfIMTOM CpeAHUX COCyAoB: (a)

[MoaKoXHblEe Y3enku 1 13Bbl Y NAUMEHTOB C KOXKHbIM
apTepunToMm, (6) OBLLMpPHbIE A3BbI C y4acTKaMu HEKPO3a U
OCTaTO4YHbIMUK aTPOdMYECKUMI PyOLL@MIN HA HXKHUX
KOHEYHOCTSX Y NAaLUMEHTOB C MUKPOCKOMUYECKUM NMOSTMAHTUUTOM.

a nypnypa.




Cnacumbo 3a
RV ELGTEY



