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Cnucok coxkpaieHui

AAV - AccoruupoBaHHbBIN ¢ aHTUHEUTPODUIBHBIMU IIUTOIIIA3MATUYECKUMHU
AHTUTEJIAMU BaCKYJIUT

EGPA - 03uHODMIBHBIN rpaHyieMaTo3 ¢ MOJUAHTUUTOM (CHHIpoM Yapra-
Crpocca)

GPA - I'panynemaTo3 ¢ moJiMaHTHUTOM (TpaHysiemarTo3 Berenepa)

19G - ummyHOTIIOOYIMH G
IgA - ummyHOTTIOOYIIMH A
[gM - ummyHoOrn00YNIMH M

MPA - MUKPOCKOITMYECKHI TOJTUAHTHUHT

MPO - muenonepokcuiasza

PR3 - nepoxcuaaza-3

ANCA - anTHHEUTpO(PUIBHBIC UTOMIIA3MATHIECKUE AaHTUTENA
BWY — Bupyc ummyHoiepuITa YeTIOBEKA
NJI-1 — uatepneiikun-1

NDA — ummyHO(DEepMEHTHBIN aHAIN3

KT — xomnberoTepHas Tomorpadus

[IIIP — monumMepa3Has uenHas peakius
CK® — ckopocTh KiITyOOUKOBOW (pUIIbTpaIiuu
COD — cKOpOCTh OCENAHUS IPUTPOLIUTOB
CPb — C-peakTuBHBII Oenok

®HO- a — dakTop HEKpO3a OIMyXOJH o,



BBenenne

ACCOIIMUPOBAaHHBIH €  AHTUHEHTPO(MWIBHBIMH  LUTOIIA3MATHUYECCKUMU
antutenamu (ANCA) BackynuT (AAV) nipencraBiiseT co00ii rpyIiny paccTpoOMCTB,
XapaKTEPU3YIOIIUXCSI BOCHAJIEHUEM U pa3pyLIEHHEM KpPOBEHOCHBIX COCYJIOB
MEJIKOTO M CPEIHEro KauuOpa U HaJTu4YheM HUPKYIUPYIOIIUX aHTUHEUPODUIBLHBIX
antuten. KinuHuuyeckue (eHOTUIbI 3a00JIeBaHMS BKIIOYAIOT TPAHYJIEMaTO3 C
NOJINAHTUUTOM,  MHUKPOCKOIMYECKMH  MOJMAHTUUT M DO3UHOPUIBHBINA
I'PaHyJIEMATO3 C MOJIUAHTUUTOM.

Penxocte ANCA-Backyinura, Majao M3BECTHOIO UIIMPOKOMY  KpyTy
MPAKTUKYIOIKUX Bpayeil, CII0KHOCTh TMATHOCTUKU U BEICHHUS 3THX 3a00JI€BaHUMH,
XapaKTEPU3YIOIMMXCS MOJUOPTaHHBIM MOPAXKEHUEM, T'€TEPOre€HHOCTHIO KIMHUKO-
UMMYHOJIOTHYECKUX (POpPM U pazHOOOpa3veM KIMHUYECKUX MPOSBICHUN, HA BCEX
3Tamax TpeOyIT MPHUBJICUEHUS SKCIEPTOB B 00JACTH BEIACHUS OOJBHBIX C
CUCTEMHBIMM BAaCKyJIMTAMHM, KAaK pEBMATOJIOTOB, TaK M Bpaded Jpyrux
cnenuaibHocTe  (He(dpOJIOroB,  CIELUMATUCTOB  OTIACICHHS  TeMOJUaln3a,
OTOJIAPUHTOJIOTOB, 0 TaTIEMOJIOTOB, KapJ1OJIOTOB, racTPO3HTEPOJIOTOB,
HEBPOIIATOJIOTOB, XUPYPIrOB).

Ceponornyeckas knaccudpukaims AAV Ha nporenHasa 3 (PR3)— ANCA wu
muenonepokcuaaza (MPO)-ANCA acconmupoBaHHBIC BACKYJIUTHI KOPPEITUPYET C
pAIOM XapakTepUCTHK 3a0oneBaHusl. AAV HMeEeT CKIOHHOCTh K IOPaKEHHUIO
MOYEeK, OTJINYAsCh AarpecCUBHBIM TeueHHeM: y Oonee uyeM 75% malnMeHToOB
JMArHOCTUPYIOT OBICTPO MPOTPECCUPYIOUIUI TIIOMEPYIOHEDPUT.

[Ipuunna pazsutus AAV nMeer MHOTO(aKTOPHYIO MPUPOY U 3aBUCUT OT
IeHETUKH, (AKTOPOB OKpYXKalollell cpeabl, OTBeTa HMMMYHHOW CHCTEMBI.
PannoMu3upoBaHHbIE  KOHTPOJMPYEMBIE  UCIHBITAHUS B MPONIUIBIX  JABYX
JECATWICTHSIX YCOBEpIICHCTBOBaNM Tepanuio AAV u npeBpatwin AAV u3
CMepTeIbHON 00I€3HN B XPOHUYECKYIO 00JI€3Hb C PEIUAUBUPYIOIIUM TEUCHHUEM.

Haunbounee mmpoko ucnonb3yeTcs: cucteMa Kiaccu(pukanuu Juisi CACTEMHOTO

BacKynuTa, BbliAeneHHas B 2012 romy MexayHapoaHONH KOHCEHCYCHOM



koHpepenuuerr Chapel Hill (CHCC), koropas mnopapasnensieT BacKyJauT B
3aBUCHUMOCTH OT KaynnOpa nopaxaemoro cocyza (Tabnuma 1).

Ta6muma 1. Knaccudukaims CHCTeMHBIX BaCKYJIUTOB.

Kamubp cocyna Ho3onornueckas ¢popma
Backynur Menkux *  AHTUHEHTpOQWIbHBIE  IUTOIUIA3MATHUYECKHE
COCYJIOB antutena (ANCA) — accoruupoBaHHbIN BacKyJIuT (AAV)

- Muxkpockonuueckuid noauanruut (MPA)

- I'panynemMaro3 ¢ MOJMAHTHUUTOM (TpaHyJieMaTo3
Berenepa) (GPA)

- D03MHOGUIIBHBIA TPaHYJIEMATO3 C MOJUAHTUUTOM

(cunapom Yapra-Crpocca) (EGPA)

* BackynauT, accOUMMpPOBAHHBIN C HWMMYHHBIMHU
KOMIUIEKCAMH

- 3a0oneBaHue AaHTUTIIOMEPYJIAPHON Oa3albHOU
MeMOpaHsbI

- KprornoOGynuueMuyeckuii BaCKyJIUT

- HWmmynormoOynmuH A —  acCOIMUPOBAHHBIN
BacKynuT (0one3np Lllennelina-I'enoxa)

- YPTUKapHBIA BaCKYJIUT C THIIOKOMIUIEMEHTEMHUEN

(antu-Clq BackyauT)

Backymur cocynos * Y3eKOBBIN OJIMAPTEPUUT
CpeIHero Kanuopa * bosie3np KaBacaku

Backymut cocynos * Aoproaprepeut Takascy
KpyHHOTro Kanuopa * | UTaHTOKJIETOYHBIA APTEPUUT
Backynut cocynos * bone3ns bexuera
PAa3JIUYHOTO * Cungpom Korana

Kaybpa

AAV nenutcs Ha 3 OCHOBHBIE KIMHWYECKUX (HOPMBI: TPaHYJIEMaTO3 C

ITIOJIMAHTUHUTOM, MHKpOCKOHH‘I@CKI/Iﬁ IIOJIMAHTUUT u G)OSI/IHO(bI/IJ'II)HHﬁ
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rpaHyieMaTo3 C [oJuaHruuToM. Kaxnaplii ©3 HHUX OOBIYHO CBs3aH C
nupkyiupyronmmu  ANCA, Cc OCHOBHBIMU AHTUT€HAMHU-MULIEHSMM,
UICHTU(UIIMPOBAHHBIMU Kak mpoterHaza 3 (PR3) m mumenonepokcumaza (MPO).
M3 Texkymmx Ha CEroJHSAIIHUN J€Hb BONPOCOB B u3ydeHMHM AAV sBisercs
omnpejeneHre 00Je3HH, OCHOBaHHOE Ha KinHM4Yeckuil gpenorunax (GPA mpoTtus
MPA), mnoroMy 4YTO CYyHIECTBYET 3HAUUTEIHLHOE COBIMAJICHUE KIMHUYECKHUX
OpPU3HAKOB ~ MEXIy JTHMH  JOByMs  ¢opmamu. bwuio  mpemigoxeHo
kinaccudummpoBate AAV B cootBercTtBuM co crnenupukoit ANCA (PR3-ANCA
wm MPO-ANCA). Yacrota peruauBoB (Beiie npu PR3-ANCA) u knuHHYecKne
pesynbTaThl (cMepTHOCTh Bbiie npu MPO-ANCA) Oonee accoruupoBaHbl CO
cnerudukoit ANCA, uyem ¢ kmuaudeckuM genorunom. CHCC 2012 BreicTymaer 3a
nobasneHne npedurkca K KmuHuaeckomy penotuny AAV (nampumep, PR3-ANCA
GPA umu MPO-ANCA GPA). B Hacrosiee BpeMst IpOBOAUTCS COOP JaHHBIX IS
pa3pabOTKU HOBBIX JMATHOCTUYECKUX KPUTEPHUEB U OOHOBJICHUS KJIACCHU(PUKAIMU
10 CHCTEMHOMY BaCKYJIUTY.
1. DnuaeMuO0JI0THA ¥ TeHEeTHKA

AAV sdBnsgercs peakuMm 3abojeBaHHEeM C 3a005eBaeMOCTbiO OKoJio 20
Clly4aeB Ha MWJUTMOH HacelieHus B ToJ1 (2,4 Ha MHJIJTMOH JIETCKOTO HACEJICHHS) C
HEOOJIBIINUM MTPeodIaJaHueM NOPaXKEHNS MaJTbYMKOB 10 CPAaBHEHHIO C JEBOYKAMHU.
3a00J1eBa€MOCTh YBEJIIMUMBAETCA C BO3pacToM ¢ mukoM B 60-70 ner, yaimie y
MPEJICTABUTENIE  €BPONEOMAHOM M a3uarckod pac. Ecteb  3amerHble
reorpaduueckue pazmuuusi, GPA-BackynuT BcTpeuaercss daiie B CeBepHOM
EBpone u ABctpanmuu, torga kak MPA-BackynauT OoJibllie PacHpoCTpaHEH B
HOxnoit EBpomme um Asum. K ¢akropam pucka OTHOCHUTCS HOCHUTEIHCTBO
Staphylococcus aureus, QaxTopsl  OKpyXarolieil cpeapl, BKIIOYAIOIINE
BO3JICHICTBHE KPEMHE3EMA, YIIIEBOJAOPO/IOB, a TAKKE NECTULUIOB U JIEKApCTB.

Cemeiinbie dopmbl AAV OBUIM ONKMCaHBI, HO BCTpeYaroTcs peako. JIBa
UCCJIEIOBAHMSI TEHOMHBIX aCCOLMAlUA B €BPONMEUCKUX M CEBEPOAMEPUKAHCKUX
NOMYJSLMIX BBIABUIM OYard BOCHPUUMYHMBOCTU K 3a0oneBanuio AAV. GPA-

BACKYJIUT CBS3aH C OJHOHYKJICOTHAHBbIM mojumopdusmMom B HLA-DP, PRTN3
6



(xkomupyroumii PR3) m SERPINAI (komupyroniuii ol-aHTUTpUIICHMH, IpOTEasy,
JEHUCTBYIONTYI0 B KadecTBe OcHOBHoro wuHruomrtopa PR3). Hamportus, MPA-
BacKynuT cBsizaH ¢ noaumopduzmom HLA-DQ. Ctout oTMeTuTh, 4TO CHjIa 3THX
TeHETUYECKUX accoruanuii 6osnee BeipaxkeHo K crerupuxe ANCA-anturen (PR3-
ANCA i MPO-ANCA), uem k kiuHH4Yeckomy penotury Backyauta (GPA umu
MPA).

2. llatodusnonorus

ANCA SBJISIFOTCS ayTOAHTUTEIaMHU, HaIlpaBJICHHbBIC MIPOTUB
[IUTOIJIA3MATHYECKOTO AHTUTECHA TMEPBUYHBIX TPaHyl HEHUTPOPUIOB U JTHM30COM
MOHOIIUTOB. HelTpodunbHble TpaHydbl coaepxkaT psa OETKOB, BKIIOYAIOIINX
au3ouuM, Muenonepokcunasy (MPO), HeWTpalibHBIE CEPHUHOBBIC MMPOTCHHA3BI
(PR3, nsnacraza u karterncuH (G) W KHUCJIOTHbIE TuapoJia3bl (karencuH B u D).
AyToaHTHTENIa MOTYT TPOJIYLHPOBATHCS MPOTUB JIFOOOTO U3 3THX OEIKOB, HO
KJIIMHAYECKH 3HauuMa BbIpaOoTka antuten mnpotuB MPO u PR3. Bo Bpems
aKTUBHOW cTaauu 3a00JeBaHUs, KaKk TMPaBWJIO, AaHTUTENAa TPEICTaBICHBI
ummyHornoOymuaamu G (IgG), HO Takke OMMCaHBI CIyd4au MPOAYKIIUU APYTHX
kiaccoB umMmmyHornoOynmuHoB (IgM u IgA). Mexaynapoaasiii koncencyc 2017 o
nuarHoctuke ANCA-aHTUTENT peKOMEHIYEeT MepBOHAYAIBHOE TECTUPOBAHHUE MPU
noao3peHnr Ha AAV ¢ ummyHoaHanu3oM uMeHHO Ha PR3-ANCA u MPO-ANCA,
TaK KaK BCTPEYAIOTCS Yallle OCTATbHBIX BApUAHTOB. DTH JBA BapuaHTa BO3MOXKHO
OOHapY>KUTh MPU TAKUX XPOHUYECKUX MHPEKIMIX, KaK IHIOKAPIUT, TYOEPKyIIe3,
BUY, rematur C u Oaptonemne3. Hanuume kak antu-MPO, tak u antu-PR3-
aHTHUTEN Y OJAHOTO M TOTO JK€ TMallMeHTa BCTPEUAETCS OYEHb PEIKO M HABOAWUT Ha
MBICJIb O JICKaPCTBEHHO-UHIYITUPOBAHHOM BAaCKYJIUTE.

Ha cerogusmauii AeHB OCTAeTCS HESCHBIM MEXAaHHM3M, ITOYEeMY MOTYT
MPOYIIMPOBATHCS AyTOAHTUTENA K HEUTPODUILHBIM aHTUTEHaM, Tak Kak 1 MPO u
PR3 wu3osupoBaHbl OT MMMYHHON CHCTEMBbl B NEPBUYHBIX TpPaHyJax, U MOCIE
JErpaHyJsiIud B MECTax TIOBPEXACHUS TKaHEH OBICTPO  YCTPaHSIOTCS
cnenupuueckuMu ~ UHTHOUTOpamMu (01 -aHTUTPUIICHH ®  IICPYJIOIUIa3MHUH).

Hapymenne kinmMpeHca @parMEeHTOB aroONTOTHUYECKHX HEUTPOPUIOB MOXKET
7



IPUBECTU K JIUTEIHHOMY BO3JEHCTBUIO 3TUX AHTUTEHOB HA UMMYHHYIO CHCTEMY.
WudekunonHble areHThl TakKe MOTYT 3aIlyCKaTh ayTOMMMYHHBIHN Mpoliecc myTeM
MOJIEKYJIIPHOM MHUMHUKPHUHM, B KOTOPOH aHTUTEIa K MHUKPOOHBIM aHTUT€HAM
MEPEKPECTHO PEarupyroT ¢ HEUTPOPUILHBIMUA AHTUTCHAMU, WIIH ITyTEM BBIPAOOTKU
AHTUTENl K  KOMIIOHEHTaM CHCTEMBl KOMIUIEMEHTA €  MOCIEAYHOUIEH
ayTOMMMYHU3AI[MU HA 3TU aHTUKOMIUJIEMEHTAPHbBIEC aHTUTENa MPOoTUB PR3.

He#itpodunsl mpu BackynuTe HMEIOT BEAYIIYIO DPOJb B TOBPEXKICHUU
cocynoB. B oTBeT Ha MH(EKUUIO WM BOCHAJIEHHWE HEUTPO(UIIBI MOABEPraroTCs
BO3JEHCTBUIO BOCTIATUTEIbHBIX LUTOKHUHOB (®HO-a " NJI-1),
JMIIONOJINCaxapuaoB U koMmiuieMenta CSa, uro Bb3biBaeT murpamuio MPO u PR3
OT TIEPBUYHBIX TPAHYI JO0 MOBEPXHOCTU HelTpoduios. B atom coctosann ANCA
y’)K€ MOTYT CBSI3bIBATBHCSI C ATUMHU AyTOAHTHUI€HAMH HA MOBEPXHOCTb KIIETKH, B
pe3yibTaTe dYero IPOUCXOAWUT KIETOYHAs aKTHBaUusA. AKTUBHPOBAHHBIC
HEUTpOMIbl BCTYNAIOT B KacKaJl BBIPAKEHHOW aJre3sud U CBSA3BIBAIOTCS C
HAOTENUEM cocyaoB. HelTpoduiibHas nerpaHyisinusi NPUBOJUT K BBIIEICHUIO
pPEaKTUBHOTO KUCJIOpOJa U MpoTea3 B 00JIACTH COCyZa, OMOCPEIOBAHHO aTaKys
TKaHb YHAOTEIUS. AKTUBUPOBAHHBIE HEUTPOPUIIBI TPU ITOM TAKKE MOJABEPratOTC
anonTo3y, GopMUpPYs BHEKJIETOUYHBIE CETKU-JIOBYILKH, COJIEPKaAINE 3aXBaUYCHHbBIN
MPO, PR3 u kommoHeHThl KoMmiuieMeHTa. [lomoOHBIE CETKH MOTyT CTaTh
NPUYMHOM TPSAMOro NOBpPEXACHUSA dSHuorenus, nepexnaas MPO wu PR3
JNEHAPUTHBIM KJIETKaM B CTEHKE COCYJIOB JUISl IPE3EHTALNA AHTUI€HA U aKTUBALIMH
aIbTEPHATUBHOIO MYTH KOMIUIEMEHTA. XE€MOKHUHbI, TKaHEBble OTioXKeHus PR3 u
MPO npuBOAsAT K IPHUBICUYECHHUIO ayTOPEAKTUBHBIX T-KIETOK W MOHOLHTOB,
yBEIIMUMBas MOBPEXKIACHUE TKaHel (puc. 1).

Psn aBropoB B maroreHe3e ANCA-acCOUMUPOBAHHBIX BACKYJIUTOB OTBOJIAT
LEHTPAJIBHYIO POJIb AKTUBALMN CUCTEMBI KOMIUIEMEHTA MO aJbTEPHATUBHOMY ITyTH
c oOpa3oBanueM CS5a, B3aumoneiictButo C5a u CSaR, npuBoasmemy K
nerpanyiasanuu  HedtpoduioB. Kak wusBectHo, CSa, C3a, C4a KOMIIOHEHTBI
KOMIUIEMEHTa SBJIIOTCS MPOBOCTIATUTENbHBIMU (DaKTOpaMu (XeMaTTPAKTAHTHI,

AKTUBATOPbl INPOAYKIHUHW LUTOKHHOB, HWHAYKTOPbI OKHCIHUTCILHOI'O B3PhbIBA,
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nerpanyisiuu ki1eTok). AHTU-MPO u antu-PR3, aktuBammsi KOMIIEMEHTa IO
albTEPHATUBHOMY NYTH MOBPEKIAIOT SHIOTEIUN COCYJO0B MNPEUMYIIECTBEHHO

MCJIKOT'O KaHI/I6pa.

Bocnanutenshble
UNTOKMUHbBI
Jlunononucaxapuabl
KomnnemeHT C5a

Heiitpodun /
[lerpaHynmMpoBaHHbIN AKTUBMPOBaHHDIN
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- ANCA
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AT, 02 = =
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Pucynok 1. Ilatodusunonornyeckuit mexanm3m anrunta npu ANCA-accormmpoBaHHOM BacKyIUTe.
3. /IlmarHocTuka

Pemraromee 3HaueHne B auarHoctuke ANCA-BacKyiauTa NPUHAIICKHUT
JETATbHOMY OOCJIEIOBAaHUIO TIAIIMEHTAa C BBISBICHWEM MaTOTHOMOHHYHBIX
cumntomoB (Tabmuma 2). TpeOyercst 1eleHanpaBieHHBIN TMOUCK MOPAXKCHUS
pecnupaTopHOTrO  TpakTa C  00S3aTe€NbHBIM  MPOBEJECHUEM  PUHOCKOIMHH,
napuHrockonuu, KT mnpumaTtouHelx mna3yx W JIETKUX, IIOCKOJIBKY Jaxe
BBIPAKCHHBIE U3MEHEHHUS B MPUIATOUHBIX na3zyxax npu KT u Tsxkenoe nopaxeHnue
JIETKUX ¢ 00pa30BaHMEM MHOXKECTBEHHBIX MH(MUIBTPATOB C JIECTPYKIIMEH MOTYT
MpoTeKaTh OECCHMMIITOMHO WU  COMPOBOXKIATHCA CKYAHOW  KIMHUYECKOUN
cuMnTomMaTuko. PeHTreHorpaduss rpynHONM  KIETKH 00JagaeT — MEHbIIeH
nH(popMaTUBHOCTHIO, yeMm KT.

Tabmuna 2. Knaccuduxamumonnsie kputepun ANCA-accOrMupoBaHHOTO

BACKYJIUTA.
Ho3zonornyeckas Kpurepun XapakTepucTuKa
dbopma
I'panynemaro3s ¢ 1. Bocnianenue Hoca u S13BBI B IOJIOCTH PTa; THOMHBIE UIU




MOJIMAHTUUTOM MOJIOCTH pTa KPOBSIHUCTBIE BBIJICJICHHS U3 HOCA.
(Berenepa) 2. I3MeHeHus B JIETKUX Y3enku, THQUIBTPATHI WIH MTOJIOCTH B
IIPU PEHTTEHOJIOTMYECKOM | JIETKUX
HCCIIE0BAHUHT
3. U3menenus Moun I'ematypus (> 5 3puTpoLIUTOB B MOJIE
3pEHMUSI) WU SPUTPOIIUTAPHBIC ITUITUHAPHI
B 0CaJIK€ MOYH
4. lanHble Ouoncun I'panynemaTo3HOE BOCIIAJICHHUE B CTCHKE
apTepUu WU B IEPUBACKYIISIPHOM U
3KCTPABACKYJIIPHOM IIPOCTPAHCTBE.
Hanuuue 2 u 6oee kpuTepreB MO3BOISIET TOCTABUTH TUATHO3 C
qyBCTBUTEIHHOCTHIO 88% U crienupuaHocThio 92%.
D03UHOPUITBHBIN 1. BponxuanbHas acTMa 3arpyaHeHue nbixanus win qudy3Hbie

I'paHyJIeMaTOo3 C
INOJIMAaHTUHUTOM

(Yepmxa- Ctpoc)

XPHIIBI ITPpHU BIOXEC.

2. DozuHOG UM

Dozunodummst > 10% ot obmiero

KOJIMYECTBA JIEUKOLIMTOB.

3. Mono- nin

HOHHHeﬁpOHaTHH

MoHOHeMpOoIaThs, MHOXKECTBEHHAs
MOHOHEUPOIATHs WU TIOJIMHERPOIIaTUS

110 TUITY I€PYATOK HJIN YJIOK

4. PeHTreHOJIOTUYECKHE
MPU3HAKY JIETOYHBIX

UHUIBTPATOB

Murpupyromue Ui Ipexoasime

JICTOYHBIC I/IHq)I/IJ'ILTpaTBI, BBISIBIISICMBIC

IIpU pCHTTCHOJIOTUYCCKOM UCCIICAOBAHNU.

5. Ilaronorus

raiMOpOBBIX Ma3yX

bonp nan PCHTTCHOJIOTHYCCKUC

U3MCHCHUH.

6. DKcTpaBacKysipHas
HO3MHO(HIIUSA 110 TaHHBIM

ounormncun

Ckorutenue 303MHO(UIOB BO

BHCCOCYANCTOM IIPOCTPAHCTBC.

Hanuuwne 4 u Gonee KPUTCPUCB IMO3BOJIACT IMTOCTABUTH JUATHO3 C

qyBCTBUTEIBHOCTHIO 85% U crienupuaHocThio 99%.

MUKpOCKOIMYECKHM

INOJIMAHTUUT

Knaccudukannonusie KpUTepuu He pa3paboTaHbl.

OCHOBHOE 3Haue€HUE B JAUArHoCTUKC HMMECT OMNpCACICHHC B CBIBOPOTKE

kpoBu ANCA MetooM HenpsaMor UMMYHO(MIyopecleHIIuU (C UCIOIb30BaHUEM
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HEHUTPOUIOB 3A0POBHIX JOHOPOB, (PMKCUPOBAHHBIX 3TAHOJIOM) MM C TIOMOIIBIO
UMMYHO(EPMEHTHOTO aHalu3a ¢ ompezeneHueM crnemuduunocty k PR3 wmm
MPO. Xapakrepno yBemnuenne COD, konuentpauuu CPb, HopMoOxpomHas
HOpMOLIMTapHas aHeMus, YMEPEHHBIN TPOMOOLIUTO3. ANCA C
UTOTIA3MAaTUYECKUM TUIIOM UMMYHO(MDIYOPECHEHTHOTO CBEUCHHUS WJIM aHTHUTEJA
kK PR3 BbICOKOUyBCTBUTENBHBI U crnenuuuHbl JUisl TpaHysnemaTto3a Berenepa.
ANCA c nepuHyKJI€apHbIM TUIIOM CBe4YeHHsI 0OHapyxuBatoT y 70 % OONbHBIX C
303MHO(UIBHBIM  TpaHyJeMaTO3HbIM MOJMAHTMUTOM, HO HE BCEerga Cco
cnemupuyHoctto kK  MPO. TIlpu MHKPOCKONHMYECKOM IOJHMAHTUUTE U
UAMOMATHIECKOM OBICTPONIPOTPECCUPYIONIEM — TIIOMEpYIoHehpUTE TPUMEPHO C
OJIMHAKOBOM yacToToi 0OHapysxuBatoT antutena K PR3 u k MPO. ANCA, saBisisick
BAXHBIM JHATHOCTUYECKAM MapKepOM, HMEIOT HEBBICOKYIO IEHHOCTb MJis
MOHHUTOPUPOBAHMSI AKTUBHOCTH 3a00JI€BaHUS, IOCKOJIBKY MOTYT NPUCYTCTBOBATh B
CBIBOPOTKE KPOBH JIaXKe BO BpEMsI IIOJHON KIMHUYECKON peMHUCCUU 3a00JI€BaHUSI.
[ToguepkuBaetcs, uro 3HaueHue ANCA Kak NMpeauKTopa peruanBa CliOpHO
¥ OKOHYATEJIHHO HE ONpeNeNieHO, OTpUllaTebHble pe3ynbTrarhl TecToB HAa ANCA
HE WCKJIIOYAIOT Hanmuuue akTuBHOU (aszpl 3aboneBanus. Ompenencaue ANCA
JOJKHBI BBITIOJHATh aKKpeIUTOBaHHbIE JabopaTopuu. Heobxoauma perynspHas
KOMIUIEKCHasl ~KJIMHUYECKass OLEHKAa COCTOSIHMS TMalUeHTa, s KOTOPOH
NPEJIOKEHO  HCIONb30BaTh TaKWe BBICOKOMH()OPMATHBHBIC  KIMHUYECKHE
WHCTPYMEHTHI, KaKk DBHpMUHTEeMCKHII HWHAEKC KiIuHUYeckol aktuBHocTH CB
(BVAS - TIlpunoxenue 1.), uHmekc noBpexnaeHus npu Backymute (Vasculitis
Damage Index), cremenu 3aboneBanusi (Disease Extent Index) m 5 ¢akrtopos

nporHo3a (Five Factor Score).

4. KnnHuka
4.1. Oco0eHHOCTH KJHMHHUYECKOr0 TeYeHHUs] TIpaHyJieMaro3a ¢
nouanruurom (GPA).
I'panynemaro3 ¢ mnonumanrumToM Berenepa — CHCTEMHBIM BaCKYJIWT,

XapaKTepU3YyIOIIMICS TpaHyJeMaTO3HbIM BOCHAJICHHUEM U HEKPOTHU3UPYIOIIUM
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BACKYJIUTOM C MOPAXKEHUEM MEJIKUX U CPEIHUX COCYyNoB, nmporekaeT B 50—70% c
roMepysioHehpuToM, ToBbIeHreM aHTU-PR3 wmm antu-MPO. Tlpu Backynute
Berenepa mopaxaroTcsi cOCyZbl MEIKOIO M CpPEIHEro Kajauopa. ITOT BACKYJIUT
yaue BCTPEYaeTCs B HOAPOCTKOBOM BO3PacCTe.

Kinanueckne nposiBIeHUs BacKylInTa BereHepa BKIIOYAKOT: NPU3HAKU
IPaHyJIEeMaTO3HOTO TIOPAXEHUSI CIM3UCTBIX O000JI0YEK HOCO- U POTOIIIOTKH,
NAHCUHYCUT, KPOBSIHHUCTO-THOMHBIC BBIACNEHUS U3 HOca, mnepdopaiuio
NEPETOPOJIKK HOCA, SI3BEHHBI CTOMATUT, TEMATypHUI0, POTEUHYPHUIO WM OBICTPO
IPOTPECCUPYIOIIUN  TJIOMEPYJOHEPPUT C  TMOYEYHOM  HEIOCTATOYHOCTHIO,
NOpa)KEHUE Tpaxeu, OpPOHXOB W JErkux (Kaimleiab, KPOBOXapKaHbE, ITHEBMOHUH,
IUICBPUTHI), KOHBIOHKTUBUT, KEPATUT, YBEUT, CHUMITOM «KPACHBIX TJIa3y,
JUXOPAAKY, PEAKO HEUPONATUU U MOHOHEBPUTHI.

JInarHo3 ~ BO3MOKHO  3alOJO3pUTh  INPU  MOPAXKEHUU  IOYEK  C
TMCTONATOJIOTMEN COCYAOB, COMYTCTBYIOLIEIO MOP(HOIOrHYECKOT0 HCCIEA0BAHUS

OMONTATOB MOYKH U BOBJICUCHHUE B MPOIECC PECITUPATOPHOTO TPAKTA.

4.2. OcCo0EHHOCTH KJIMHHYECKOI0 Te4YeHHs MHKPOCKOMUYIECKOTro
nosuanruuta (MPA).

Y Oonee dYeM TMOJOBUHBI OOJBHBIX C TOJHAHTUUTOM 3a00JieBaHUE
MPOSIBIISICTCS] B BUJIE TSHKENIOro JIErOYHO-MIoueuHoro cuuapoma. Kak mpasusio, npu
MPA na6momaroT ocTpoe Hadaio U 0ojiee arpecCUBHOE TEYCHHE IO CPABHEHUIO C
apyrumu gopmamu. Tak Kak 1js1 TaHHOTO (PEHOTHUIA HE XapaKTEPHO 0Opa3oBaHue
rpanysiem, st MPA He CBONMCTBEHHBI MOJICKIAI0YHBINA JAPUHTUT, CEIJIOBUIHAS
nedopmariis Hoca, IepUOPOUTATHHBIC TPAHYIIEMBI.

[Tatronorust nerkux npu MPA npexacraBieHa HEKpPOTU3UPYHOLIUM
abBEOIUTOM. [Ipu peHTTreHOIOrHYeCKOM 00CIIeI0BAHUH BBISIBIISIOT HHPMIBTPATHI
0e3 pacmaja, 94acTo ¢ peaknuel mieBpbl. [lopakeHne JIETKUX MPOTEKAET TSHKEIO
(ocobeHHo mpu Hamuuuu aHTU-PR3), y T1OJ0BUHBI OOJIBHBIX OCJIOXKHSETCS

JICTOYHBIM KPOBOTCYCHHUCM, YTO B KaXAOM BTOPOM ClIydaC CTAHOBHUTCIA
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¢datanbubiM. [Ipu MPA ¢ runepnpoaykuueit anturen kK MPO omnucanbl ciyyan
buOPO3UPYIOMIETO aTbBEOHTA.

[TopaxkeHne KOXHM XapaKTEPU3YyeTCd T'€MOPpPArMYEeCKUMU WIH S3BEHHO-
FEMOPPArMYECKMMH BBICBIIAHUSAMH NPEUMYIIECTBEHHO HAa KOXXE€ KOHEYHOCTEW,
peXkKe ceTyaThIM JMBEI0, HEKPO3aMU KOXKHU U MOJIEKAIINX MITKAX TKAHEH.

JIns mopaeHus TIJia3 CBOMCTBEHHO Pa3BUTHE CKJIEPUTAa M DIUCKIEPUTA.
[TopaxxeHne nepudepruyecKoil HEPBHOM CHCTEMBI MTPOSIBISIETCS aCUMMETPUYHBIMU
MHOXE€CTBEHHBIMU MOHOHEBPUTAMM.

[Topaxenue XKT xapakrtepusyercs O0JIIMU B KMBOTE, JUapeeid, MHOTIA

KPOBOTCUYCHHUECM BCJICACTBUC PA3BUTHUA HIICMHUYCCKUX A3B KCIIyJKa U KUIIICYHHKA.

4.3. Oco0eHHOCTH  KJIMHHYECKOT0  TedeHHs  I03MHOPUIBHOIO
rPpaHyJIeMaTo30M ¢ NoJuaHrunToMm (cuaapom Yapra-Crpocca) (EGPA).

Kmmandeckoe pazsutre EGPA monapasaenstor Ha 3 cTaguu, KOTOphIE, Kak
MPaBUJIO, MOCJIEAOBATEIBHO PAa3BOPAUYMUBAIOTCA HA MPOTSHKEHUH HECKOJIBKUX JIET.
Jns mepBoro 93rama CBOWCTBEHHO IIOCTENEHHOE Pa3BUTHUE CUMIITOMOB
OpOHXHMATbHOW aCTMbI, AJJIEPTUUYECKOTO PUHUTA, CHUHYCUTA, NPOSBICHUN
JIEKapCTBEHHON HETEPEHOCUMOCTH, TIPH TOM mepudepudeckas 303uHOPUINS HE
BCETJ1a BbIPAXKEHA.

Ha BTopoii cTaguum TPUCOEAUHSIOTCS  SMHU30AbI  DO3UHODUIBHOU
WHOUIBTPAIIUU TKaHEH B BUJE Y03MHO(DMILHON MTHEBMOHUYW WA TaCTPOIHTEPUTA,
YTO 4acTo coveTaeTcs ¢ nepudepudeckoit ro3unoduiueit 6oaee 10%.

Tperess cragus EGPA  xapakrepusyercss pa3BUTHEM  CHCTEMHOIO
HEKpOTHU3UpYIOIIero  Backynurta. llopaxkeHwe  Jerkux  XapakTepu3yercs
MUTPUPYIOUTUMU UHOUIbTpATaMHU (303MHO(UIbHASI THEBMOHMS) WM y3J1aMu 0e3
noJiocTed pacraga. Bo3MoxHO BOBIEYEHHE MUIEBPHI (303WHOMUIIBHBIN TIJIEBPUT),
YMEPEHHOE YBEIMYCHUE BHYTPUTPYAHBIX JIUM(PATHICCKUX Y3IIOB.

[Topaxenue cepaua npu EGPA mposiBasiercss pazHooOpa3HOil maToioruen

(mepukapIuT, SHAOMHUOKApAHUT, KOPOHAPHUT, CEpJAEYHAs HEIOCTaTOYHOCTD,
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HapYIIEHUS PUTMA U TTPOBOJIMMOCTH ) ¥ CTAHOBHUTCS IPUUMNHOM JIETATLHOTO UCX0/1a
y 50% manueHToB.

[TopaxeHne KOXH XapaKTEpU3YeTCs TEMOPParuyeCKUMH W S3BEHHO-
TEMOPPArn4eCKUMHU BBICHIMTAHMSIMU TIPEUMYIIECTBEHHO Ha KOXKE€ KOHEYHOCTEH,
peXe YpPTUKAPHBIMU BBICHITTAHUSMHU.

[Topaxenue mnepudepuueckoil HEPBHON CHCTEMbl HAOIIOJAeTCs dYalle U
XapaKTEePU3yeTCsl  aCUMMETPHYHBIM  CEHCOPHOMOTOPHBIM  MHOKECTBEHHBIM

MOHOHCBPHUTOM. BaCKYJ'IHT APYIrux OpraHoB U CUCTCM BCTPCUACTCA PCIKC.

4.4. IlopakeHue MoveK.

JUIst TaHHOM TpyNIibl BACKYJIUTOB OOIIMM XapaKTEPHO MOPAKEHUE IMOYEK CO
CXO0KMM MaTOr€HE30M M TSKECThIO TeueHUs. K OTIMUYUTENbHBIM OCOOEHHOCTSIM
kimHuyeckoro tedeHuss ANCA-accolMrupoBaHHOTO MOPAKEHUS MOYEK OTHOCST:

® COYETAHHUE C JPYTMMH CHCTEMHBIMU IPOSIBICHUAMH HEKPOTU3HPYIOLIETO
BACKYJINTA;

® CKJIOHHOCTh K OBICTPONPOrPECCUPYIOLIEMY TEUEHHIO cO CHIKeHrneM CK®
0oxee yeMm Ha 50% B TeUeHHE HECKOJIBKHMX HEACTb HIIH MECAIICB;

® YMEPEHHAs apTepuaIbHas THIEPTEH3NUS,

® [IPOTEUHYPHUS, HE MPEBBIIIAIONIAS 3 T B CYyTKH.

ANCA-acconmupoBaHHOE  TIOPaXEHHE TIOYEK  MOXKET  MPOSBISATHCSA
OeCCUMITOMHON MPOTEUHYPHUEH U MUKpOTeMaTypuel (peIko MakporemMaTypuei) u
OBICTPONIPOTPECCUPYIOIIUM  TIoMepysioHeppuToM. He CBOICTBEHHO pa3BUTHE
HEe(POTHUUECKOTO CUHAPOMA WJIU 3JIOKAYECTBEHHOM apTepHaIbHOM THMIEPTEH3UU.
HaubGonee wacto rmomepynoHepput pas3BuBaeTCs mpu Hamuuuu aHTu-MPA, HO

OCOOEHHO TSDKENO MpOoTeKaeT HepUT NpHu HaTMuuu antuTen Kk PR3.

5. 3akaoueHue
B nactosimee Bpems ANCA-BacKyJNHT SIBISETCS KOHTPOJUPYEMBIM, HO
HEU3JIECUUMBIM 3a00JIEBAHMEM M 4YacTO MMEET OTHAJCHHBIE MOCIEACTBHUS,

Tpe6yI-OH_II/I€ MMPOAOIZKUTCIBHOTO  KOMINJICKCHOTO  JICUCHHA  LUTOCTAaTHKaMU.
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OO11en3BeCTHO, YTO XOPOIIO HMH(MOPMHUPOBAHHBIC MAIMEHTHl WMEIOT JIy4dIlne
pesynbrarsl JgedyeHus. Jns ANCA—BacKyiuTa CBOWCTBEHHBI PEUUAMBBI, BaXKHOE
3HaYCHUE HMMEET WX pPaHHAS AuarHoctuka. OcBeJOMIIEHHBIH 00 OCOOEHHOCTAX
CBOETo 3a00JIeBaHMS MAIMEHT CIOCOOCH JydYllle Paclo3HaTh MEpPBbIE MPU3HAKH
peuuauBa.

IIporno3 ANCA-acconuupoBaHHOTO CUCTEMHOIO BAaCKyJIMTa Yy JE€TE€H BO
MHOTOM OIIPENIETSETCS] CTETIEHbIO aKTUBHOCTH, TSKECTBIO TJIOMEpyJTOoHeppUTa U
OCTPOrO MOBPEXJEHUS MOYEK, pepakTEpPHOCThIO K Tepanuu. MHorue nanueHTbl
BIIOCJICICTBUM HYKJAIOTCS B 3aMECTHUTEJIBHOW IOYEYHOM TEPANuU AUATU30M U
METOJIOM TpaHCIUIaHTanuu novku. JlerampHbie ncxonapl y nanueHTOoB ¢ ANCA-
BACKYJIUTOM BO3MOJKHBI 110 IIPUYMHE JICTOYHBIX M KHUILIEYHBIX KPOBOTCYCHUH,

MMOYCUHOM HEOJOCTAaTOYHOCTH, I/IH(l)eKI_[I/IOHHBIX OCJIOKHCHUM.
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[Ipunoxenue 1.

bupMmuuremckuii nuaexke Kinnnyeckoii akrueocrn CB.

2. Kiiknble NoKpOBLL:
O 1. lypnypa’ opyroil BACKYIHT KOMH
. AsBwn

[
O 3. laarpena
o 4

bann
2
4
i

. MHO®ECTBEHHBIE TAHIPEHB NANLIEE O
MAKCHMATEHD: &

1. CucreMible NpOSBICHHA: bann

O 1. Muanrew' aprpanrun’ aprpur |

O 2. Jluxopagka (<38.5°C) 1

O 3. JIuxopaaka (=38.5°C) 2

O 4. Iorteps maces Tena (<2 xr) 2

O 5. loteps maccw Tena (=2 xr) 3
MAKCHMANLHD; 3

3. Comsmersie odoaoukn/ roata: Bann

O 1. fzewm nogocta pra 1

O 2. fsewm nonoBwX Oprafos 1

O 3. KowsoHETHEHT |

O 4. Douckneput! cxnepur 2

O 5. ¥Vsenr 6

O 6. Orex' remopparus ceTHaTEn [

O 7. Perpo- opOuransuas rpanynema 6
MAKCHMAIEHD, O

5. Jlerkue: bann

O 1. Oaenokal actva 2

O 2. Vaenks win pudpos 2

O 3. Hadmaetpar 4

O 4. Kposoxapraaue 4

O 5. lnespankHetii BENOT/ AIEBPHT 4

O &. Jlerounoe kpoBoTEUEHNE 6
MAKCHMAIBHD, O

7. Keayaouno- KHIeYHBLT TPAKT bann

O 1. Bome B musoTe 3

O 2. Kposasas nuapes (¥

O 3. Hudapsr sMmeuHnka 9

O 4. Hasxpearwr/mepdopanns .0, 9
MAKCHMAIEHD; 9

9. Heprenan cacremsa Bann

O 1. Opraawnu sapylenns, JeMeHgma 3

O 2. lepuepuueckan neiiponaTus 6

O 3. Muomgects, gBHTar, MoHOHEEpHT 9

O 4. Cyaoporn 9

O 5. Uucyner 9

O 6. lopakenye COMEHOTD MO 9

MAKCHMANBHD: 9

4. TOP- oprane:: bann
O 1. Buenenua/saTpya. HOC. ILIXAHHA 2

O 2. Cunycur 2

O 3. Hocosoe kposoTeucHue 4

O 4. Kpoesssle KOPOuKH B HOCY 4

O 5. Buaenenus ws yiuei 4

O 6. Cpeanmii otur 4

O 7. I'ayxora 6

O & Oxpunnocrs’ napusrar 2

O 9. Crenos roprann [

MAKCHMATEHD: 6

6. Cepaeuno- cocyIHCTAN CHCTEMA? Bann
O 1. lymu 2

O 2. Orcyrersne nyasca 4

O 3. AoprankHas HEJOCTATOMHOCTE 4

O 4. lepuxapaur 4

O 5 OMM 6

O 6 HK sapauomuonarus 6

MAKCHMATEHD: 6

8. Moukn bann
O 1. Jduactonuueckoe AJ= 90 sma. pr.cT. 4

O 2. Mporensypus (>1r wnu > 0.2 ric) 4

O 3. Demarypus (=1apauma=0.23p_/mn) 8

O 4. Kpearunun 125-249 memons/n ]

O 5. Kpeatunun 250-499 mymons/n 10
O 6. Kpeatunun > 500 mrmons/n 12

O 7. Bucrponporpeceupyiommil IH* 12

MAKCHMANEHD: 12

Oiman MaKCHMAILH0 BO3MGKHAR cyMMa Gannos: 63

*  BelcTpOnporpeccHpyRMUOME  rnomepynosedpar-

XAPAKTEPHIYETCA

CHHECHHEM

ipnsTpauny Gonee weM Ha 50% B TEYCHHE HECKONLKHX HEACTE HIH MECALICE.

CROPOCTH  KTyGouKOBO
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