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CHAPTER 2. PULMONARY VASCULITIS

Eldar Kh. Anaev, Bogdan D. Chaltsev

Jlerounslii BACKYJIUT — OOIIMI TEPMUH, OObEIUHSIIOIINIA
pPa3HOOOpPa3HbIC CAMOCTOSTEIbHBIC HO30JIOTUUECKUE
GOpMBI, IJIST KOTOPBIX XapaKTePHO BOCHAJICHHUE U I¢-
CTPYKLMST KPOBEHOCHBIX COCYIOB B JieTKuX. C 1maToJo-
TUYECKOI TOUKHU 3PCHUS ST 3a00JIeBaHMS XapaKTepH-
3YI0TCSI MHOMWIBTPAIIE CTEHOK COCYaa pa3IMIHBIMUA
KJIETKaMU, YTO MPUBOAUT K AECTPYKIIMU COCY/IOB U B KO-
HEYHOM MTOTe K HEKpo3y TKaHel. Kimmaudeckue oco-
OCHHOCTU KOHKPETHOTO PacCTPOMCTBA OMPEICIISTIOTCS
MECTOM, pa3MepOM 1 THIIOM BOBJICYCHHBIX B IIPOIIECC
COCYIOB, a TAKXKE OTHOCUTEILHOI BEIMIMHOM, XapaK-
TepU3YyIONIEi BEIPAXKEHHOCTh COCYAMCTOTO BOCTIAJICHMS,
JNeCTPYKLMU Y HEKPO3a TKaHU.

HecMmoTpst Ha cTOJIb TTPOCTOE OTpeIeSIeHIE, pacIio3-
HaBaHUE, TMAarHOCTHUKA U JICUCHME JISTOUHBIX BACKYJIUTOB
OCTaIOTCST OMHOM M3 Hanbosee CI0XKHBIX 3a1ad B KJIU-
HUYeCKOM mpakTuke. JIJIsT BaCKyIuTa XapaKTepHBI He-
OTHOPOIHBIC HaYaJIbHBIC MPOSIBIICHUSI, BapradeIbHasI
KIIMHUYECKas KapTUHA, CXOXKECTh IIPU3HAKOB U CUM-
MITOMOB ¢ MH(MEKIINEH, HexXKeIaTeIbHBIMI PeaKIIUsIMHI
Ha JICKapCTBECHHBIE TIpernapaThl, CHCTEMHBIMH 3a00J1e-
BaHUSIMH COCITMHUTEILHOM TKaHU, 3]T0KA4eCTBEHHBIMU
HOBOOOpa3zoBaHUAMU. Jlaxke y MaleHTOB C yCTAaHOBJIEH-
HBIM TMaTHO30M CJIOXKHO OTJIMYNTH aKTUBHOCTH 3a001e-
BaHUS OT MHMEKIIMOHHBIX OCJIOKHEHHUI, TOKCHYECKOTO
IEUCTBUSI JIEKAPCTB WJIM HEKOTOPHIX MX KOMOWHAIIUIA,
YTO MOXKET IIPUBECTU K OIMMOKAM B TAKTUKE JICUCHUS
My caMOTro KBaauUIIMpoBaHHOTO Bpava. [Ipobiema
TaKXe YCHJIMBAETCS TE€M, UTO JIETOUHBIC BACKYJIMUTHI
YacTo MPUBOISIT K CMepTeIbHOMY ucxomy. Jlaxe mpu
HajiexallleM JICUEHUHN J10JITOCPOYHAasi BbIXKMBAEMOCTh
cpenu manyeHToB ¢ ANCA-accoumnpoBaHHLIMU Ba-
ckynmutamu (AAB; ANCA — aHTuHeinTpoUIbHbIE 1IN~
TOIIa3MaTUIECKHE aHTUTEIa), TI0 CPAaBHEHUIO C O0IIeH
TIOMYJISIIACH, 3HAYUTETbHO YMEHBIIIACTCST M COCTABJISICT
88% B Teuenue 1 roma u 78% — B TeueHue S jeT. Puck
CMEPTEIBLHOIO MCX0/1a Y 3TUX 00JabHBIX — 2,6% [1]. B TO
K€ BpeMsI COBPEMEHHBII YPOBEHb MEIVIINHBI TIO3BOJISIET
rpaMOTHOMY KJIMHULIMCTY CBOEBPEMEHHO MOCTAaBUTh
IarHo3, Ha4aTh ¥ KOPPUTUPOBATH TEPAITNIO, MUHUMM-
3MPOBATh BO3MOXKHBIC OCTIOXKHEHMS.

Knaccudpukauumsa

151 KIMTMHNIEeCKOM TTPaKTUKY B KJIacCU(DUKAIIIN Ba-
CKYJIUTOB BaXKHO CO3MaHKME OCHOBBI, KOTOpas ITO3BOJIMJIA

Obl onpeAeaInTb 0COOEHHOCTHU MPOSIBIECHUM 3a00J1€eBa-
Hus. C 3Toif TOUKM 3peHUs HanboJIee ONTUMAIBHOMN
SBJISIETCS HOMEHKJIATypa, yTBepKIeHHas Ha MexnyHa-
POIHOII coracuTeIbHOM KoH(pepeHu B Yaren-Xuie
B 2012 r. [2] 1 ocHOBaHHAasI Ha KIMHUKO-TIATOJIOTNYE-
CKUX MPOSIBJICHUSIX, a2 HE HA STUOJIOTUY WJIN ITaTOTeHe-
TUYECKUX MeXaHu3Max (TabJ. 1). BasxkHo oTMeTUTD, 4TO
3Ta KIaccudUKaIms He MOKET UCITOIb30BaThCS LTS T10-
CTaHOBKM JMaTHO3a WX OTIpeNeIcHUS TAKTUKI BEICHS
mamnueHTa. [TocTaHOBKa AMarHo3a «BaCKYJIUT» OCHOBBI-
BaCTCS HA PACNO3HABAHUU KAUHUYECKUX NAMMEPHO8 3a00-
1€6aHuUs, COCTOSIIITNX M3 CIIEHIM(UICCKIX KITMHNICCKIX,
JTabOPaTOPHBIX, THCTPYMEHTAIBHBIX U TTATOJIOTMUECKUX
ocobeHHOCcTel. Ha ocHOBaHNM TTOJTyYeHHBIX JaHHBIX
KJIMHUIMCT TTOATBEPXKIACT WM OIPOBEPracT TMarHo3
JIETOYHOTO BACKYJIUTA, OMPEIESIeT TUIT 3a00I€BaHNUS.
[Ipu 3TOM CcTpOTHEe KPUTEPUH KIaCCU(MDUKALINY 1 KITMHU-
KO-IMarHOCTUYECKNE PYKOBOICTBA ITOKA OTCYTCTBYIOT.

Kpowme Toro, mj1st ipoBeIcHUS TUaTHOCTAYECKOTO
ITOMCKa MOXHO MCIOJIb30BaTh KJIaCCU(PUKAIIAIO JIe-
TOYHBIX BACKYJIUTOB I10 Pa3Mepy IMOpakaeMBIX COCYIOB
(KpymHBIC, cpeaHue, Maibie). KpyImHbIe cocynbl BKITIO-
YaloT a0pTy, €€ cCaMble KPYITHbIC BETBU (HAIIpUMED, COH-
HBIE, IIepeOpabHbIC, TOIB3IOIITHBIC, IIOAKITIOUYNIHBIC
1 OeIpeHHBIC COCYIBI) U TJIaBHYIO JICTOYHYIO apTepPHUIO.
Cocympl cpeaHero Kaamopa BKITIOYA0T OCHOBHBIC BUCIIE-
paJIbHBIC apTepur (HaIpuMep, ITOYCUHBIC, TICICHOYHEIE,
KOpOHApHBIC M ME3CHTEePUAIbHBIC COCYIBI), B TO BPeMs
KaK MaJIble COCYIbI BKITIOUAIOT apTePUOJIbI, KATTMJUISIPBI
1 BeHYIBL. B Kimaccudukamm MoryT OBITh TIepeceueHYS.
Tak, mpu BacKy/IMTax MaJIbIX M KPYITHBIX COCYIIOB B ITPO-
IIeCC MOTYT BOBJICKAThCSI apTepUU CPEIHETO Kalnopa,
HO ITpY BACKYJIUTAX KPYITHBIX 1 CPETHUX COCYIOB COCYIIBI
MEHBIIIC apTeprii OOBITHO HE BOBJICKAIOTCS B TIATOJIOTH-
YeCcKUll mpouecc.

Hpyrag kmaccuukauug onupaercsd Ha ANCA.
B 1980-x 1. mueHTU(UKALIUS 3TUX aHTUTEN TIpUBeia
K PEBOJIIOLIMM B IMAarHOCTUKE U MOHWMAaHUU TTaTOTeHe3a
BacKyJIMTOB (CM. manee). BackynuTel, HanmboJjee 4acTo
BCTpEYAIOIINECS B IIPAKTUICCKOM Ty TbMOHOJIOTUH, SIB-
JISTIOTCS TIEPBUYHBIMU, UANONIATUYECKUMH, C TIOpaXe-
HUEeM MaJbIX cocynoB, a Takxke ANCA-TTIO3UTUBHBIMU
1 0603HavarTcs kKak AAB. K HUM oTHocsTCS: epanyae-
mamos ¢ noauaneuumom (I'TIA), paHee U3BECTHBIN KaK
rpaHyneMaro3 Berenepa; so3unogpunsholit epanyremamos
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Tabnuua 1. Knaccudumrauma sackynutos (no Flossmann 0. et al., 2011
[1]; Jennette J.C., Falk R.J., 1997 [232], Jennette J.C., Falk R.J., 1994 [233])

MepBUYHBIA MAMONATUHECKUIA BaCKYyNUT

BaCKyﬂMTbI C nopaxeHueM MaJbiX cocynoB

ANCA-accoummpoBaHHble (rpaHynematos ¢ NoMaHr MToM,
303UHOQMIIbHBIN rPaHyNeMaTos ¢ NoUaHrUUTOM,
MVKPOCKOMUYECKWIA NTONNAHTUMT)

MMMyHOKOMMNeKcHble (aHTUKYb04YKoBOE 3aboneBaHWe basanbHoM
MeM6paHbI (cuHapoM lyanacyepa), IgA-accoLMMpoBaHHBINA BaCKYNHT,
KpuornobynuHeMmuyeckuin BackynuT, aHTUC 1 g-accoumMmpoBaHHbIi
BACKYNNT)

BaCKyJ'IMTbI C NnopaxeHueM cpegHUX cocynoB

Y3enKoBbIi nonuapTepumnT

bonesHb KaBacaku

BacKynutbl ¢ nopaxeHueM KpynHbIX cocyA0B

Aptepumt Takancy

[MraHTOKNETOYHbIN apTepunUT

BapuabenbHble BacKynuTbi (c nopaeHueM coCyfi0B pa3HOro
Kanu6pa)

6onesHb bexyeta, cuHapoM KoraHa

BTopuuHblii BacKynuT

Knaccuueckoe dyTOMMMYHHOE 3aboneBaHne

CucteMHan KpacHaA BO/YaHKa

PeBmatongHbIn apTput

AHTUdOCGOIMNMIHBIN CUHLPOM

PeLmamBupyioLwmnin nonMxoHapuT

Wuderuma

[apaHeonnacTnyeckuit cHApOM

JleKapCTBEHHO-MHOYLIMPOBaHHbIV (Hanpumep, MPONUITUOYPaLIIIOM)
BaCKynuT

BocnanutensHoe 3aboneBaHue KULLEYHMKa

MpumeyaHmne: ANCA — aHTUHEATpoGUNbHBIE LMTONNA3MaTUYECKWE aHTUTeNa;
IgA — uMMyHornobynuH A.

¢ noauaneuumom (DI'TIA), paHee M3BECTHBIN KaK CHH-
npom Yapmka—CTpocc; M MUKPOCKONUYECKULl NOAUAH-
euum (MITA). MHOTIA MCTIONB3YeTCST TPETUM TTOIXO
K KiIaccu@uKanmu, KOTOPhIii OCHOBBIBAECTCS Ha paslie-
JICHUU BaCKYJIUTOB T10 HAIMYMIO WJIA OTCYTCTBUIO I'pa-
HynemaTo3Horo BocrniaieHus. JIsa AAB — I'TIA u OI'TIA,
TaK Xe KaK ¥ BACKYJIUTHI C TIOPAKCHUEM KPYITHBIX COCY-
IOB, apTepunT TaKasICy U eueanmoKiemouHbli apmepuum
(F'KA), xapakTepn3yIoTCcsI HAIMYUEM TPaHyIeMaTO3HOTO
BOCTIAJICHUS.

AnupeMuonorus

O61yto 3a00J1eBaeMOCTh U PacIIPOCTPAaHEHHOCTD
JITOYHBIX BAaCKYJIUTOB TPYIHO OILICHUTH BCIICICTBUC
CYIIECTBEHHBIX HEIOCTATKOB BCEX JTOCTYITHBIX DIIUIC-
MMOJIOTUICCKUX MCCIIeIOBAHNI, OTPAaHNIMBAIOIINX UX
HCIIoIb30BaHue. MiMerorecs: mTaHHbIE He OTINYIAIOTCS
HU reorpadmuIecKuM, HI STHUIECKIM pa3HOOOpa3reM,
oIpenesiecHe CayJaeB M METOMOJIOTHS cOOpa TaHHBIX

MEXXIIy pa3HBIMU MCCIICI0BaHMSIMU paznndatorcs. Ham-
0oJ1ee 9acTo pacro3HaBaeMbIM CICTEMHBIM BaCKYJIUTOM
sasasiercss KA, exeromHast 3a00j1eBaeMOCTh KOTOPBIM
konebmeTcs B mpenenax 150—350 : 1 MITH 9elt. cpeay JIniL
crapie 50 jet. JIronu CKaHIMHABCKOTO MPOMCXOXKICHUS
UMEIOT 00Jiee BRICOKMI pUCK 3a00JieBaHUsI, 0COOEHHO
B cTapllieM Bo3pacte. B eBporieiickoii momyJsiium pac-
IIPOCTPAaHEHHOCTDb MEPBUYHBIX CUCTEMHBIX BaCKYJIM -
ToB coctaBisieT oT 90—300 : 1 miH HaceneHus. Cpenn
OTIEJIbHBIX 3a00JICBaHUI exXeroaHast 3a00J1eBacMOCTh
I'TIA xone6nercsa B mpenenax 4,9—10,9 : 1 v, BITIA —
0,5-4,2 : 1 mua, MITA —2,7—11,6 : 1 M ciygaes. Pac-
npoctpaHeHHocTh ['TIA BapbpupyeTcs B pamkax 24—157 :
1 maH, OI'TIA —7-38 : 1 mutH, MITA — 0—66 : 1 MIH
ciay4daeB. Cpeny BTOPUIHBIX BACKYJIMTOB COOPAaHO OO0JIb-
IIIe BCETO TAHHBIX IT0 PEBMAaTOMIHOMY apTPHUTY, aCCOIIU-
MPOBAHHOMY C BACKYJIUTOM (3a0ojeBaeMoCTh — 12,5 :
1 MJTH cy4aeB), XOTSI C MOSIBJICHUEM OMOJIOTHMICCKUX
IIperrapaToB YPOBEHb 3200JIEBAEMOCTH PE3KO CHU3MIICS.
Hakonen, yactora 3a60/1€Ba€MOCTHA BACKYJIUTOM, aCCO-
LIMUPOBAHHBIM C cucmemHoll kpacroii sonvankoii (CKB),
cocrasiser 3,6 : 1 MutH cayyaes [3].

HopMaanaﬂ daHaToOMuUd U rucTosiorns cocynoB

JI1s KIIMHWYEeCKOM OLleHKU 3a00J1eBaHUIA, B OCHOBE
KOTOPBIX JICXKUT MATOJIOTHSI COCYINCTOrO pycia, Heo0-
XOIUMO 3HAaHNE HOPMAaJTbHOM OpraHU3alliy apTepHralb-
HOTO ¥ BEHO3HOTO KPOBOCHAOXEHMS B JIETKUX. B ser-
KHMX UMEETCSI IBOMTHOE KPOBOCHAOXKEHME: JIETOUHOE
1 OpoHXMaIbHOE KpoBoobOpaleHue. bpoHxuanbHbie
apTepUM OTHOCSITCS K OOJBIIOMY KPyTy KpOBOOOpa-
IIEHUSI, OTXOISIT OT AOPTHI M MEXPEOCPHBIX apTepuii
U 00pa3yloT CIUIeTeHUsI B OpOHXUAIBHOM CTeHKe. bpoH-
XHWaJIbHBIC BEHBI TECHO CBSI3aHBI ¢ OPOHXMATBHBIMU ap-
TePUSIMUA W OOBIYHO HE MOPAXKAIOTCS IIPH JICTOTHOM
BaCKYJIUTE.

B niepuon smO6puoreHesa jerouHasi apTepuasibHas
cuctemMa GopMUpPYeTCs B TAaHAEME C BETBIMH OpOHXU-
aJIbHOTO 3a4YaTKa U IIPU TUCTOJIOTUIECKOM HCCIIeI0Ba-
HUM PacIO3HAETCS 110 HETIOCPEICTBEHHOM OJIM30CTH
K COOTBETCTBYIOIIEMY OpOHXY Wiu 6poHxuode (puc. 1A).
B 310pOBBIX JIeTKMX apTepraIbHBIC COCYIbI UMEIOT CXO-
KU C TIPWIETAOIIMI OpOHXaMH WX OPOHXHMOJIAMU
pasmep. TakuM 00pa3oM, BEIPaKEHHBIC Pa3TMUNSI MEXKIY
IUaMEeTPOM OJIM3IIEKAIINX COCYIOB U IBIXaTeIbHBIX ITy-
Teil MOTYT OBITh IIPU3HAKOM MATOJIOTHN [4].

ApTepraabHas CCTeMa COCTOUT 13 4 KOMITIOHEHTOB:
apTepuid 3J1aCTUYECKOTO THUIIA, apTEPUIA MBIIIETYHOTO
THUTIA, apTEPUOJ 1 KAIMWIISIPOB. Apmepuu s1acmu4eckoeo
muna umetoT guameTp > 0,5—1,0 MM 1 MOTYT OBITh pac-
IMO3HAaHBI MaKpocKommIecKr. OHM COCTOSIT U3 DHIOTE-
JINAJIBHBIX KJIETOK BHYTPEHHETO CJIOSI, TJIATKOMBIIIICY-
HOTO MEIUAJIBHOTO CJIOST M MMEIOT XOPOIIIO Pa3BUTYIO,
MHOTOCJIOMHYIO 37aCTUYCCKYIO TJIACTUHKY. Apmepuu
motueuno2o muna nmerot guaMmeTtp ot 100 mo 500 MxM
U COCTOSIT U3 DHIOTEINAIBHBIX KJIETOK BHYTPEHHETO
CJI0sI, TJIAMKOMBIIIIEYHOTO MEINAIBHOIO CJIOs, KOTO-
phIe CBSI3aHBI 2 2JIaCTUYCCKMMM TUIACTMHKAMM (BHY-
TPEeHHEe! 1 HapyXHOI), ¥ C TIOMOIIBIO KOJJIATeHOBBIX
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Puc. 1. HopManbHbIN BHELIHWUIA BUL NIEFOYHON apTepuu, Manoi MbILIEYHON fIero4HOM apTepum U BeHbl: A — CBA3b Meay NeroyHon aptepuent (*)
1 6poHxuonon (#); neHTaxpoMHan oKkpacka no MoBarty; b — MbilueyHas ieroyHas apTepus B nepudepuyecKoi YacTu NErkux C BblLeneHeM BHYTpeHHe
1 BHELUHEeI 3N1aCTUYHOM NNacTUHbI YePHbIM LIBETOM; NEHTaXpOMHaA oKpacka no Mosary; B — Menkas nerouHan BeHa B nepudepuyecKoil 4acTu nerkoro
C Bbli€NIEHNEM O[HOW 3M1aCTUYHOM NAACTUHbI

BOJIOKOH amBeHTUNMS. TONIIMHA TJIaTKOMBIIICIHOTO
CJIOS TIO Mepe YMEHBIIICHUST TMaMeTpa COCYIIOB TaKXKe
TIOCTEIIEHHO YMEHBIIIACTCS, M B apTePUOJIC STOT CIIOMN
OTCYTCTBYET. Apmepuons XapaKTepU3YIOTCS TUAMETPOM
< 100 MKM 1 OTCYTCTBUEM MBIIIEYHOIO MEINAIHLHOTO
CJ10sI, OMHAKO TIPY Pa3IMIHBIX 3200JIeBAaHUSIX MBIIIICY-
HBIN CJIOM B HUX MOXET IMOSIBISTLCI. APTEPUOIBI IO~
CTEIIEHHO TIePEXONT B KAWJUISIPEL. Kanuiisaps: Xxapak-
TEPUBYIOTCSI HATUINEM | CII0s SHIOTEIMATbHBIX KIIETOK
¥ TIOICTUJIAIONIEH 0a3abHO MeMOpaHbl. OHM 00pa3yioT
YacTh aJIbBEOJIIPHBIX TIEPETOPOIOK M HanboIee 9acTo
MOpaKalTCs IIPH JICTOYHOM Backynure. I1pu okpacke
OMOIITATOB JICTKNX TeMAaTOKCHJIMHOM M S03MHOM UICH-
TUGUIIPOBATH KAIMLISIPHI CJIOXKHO, IIOCKOJIBKY B HOP-
M€ B aJIbBEOJISIPHBIX MIEPETOPOIKAX MOKET HaXOIUTHCS
0OJIBIIIOE YMCITO KIIETOK ((hrOpOoOIacThl, MOHOHYKIIEAP-
HBIC BOCTIAIMTEIIBHBIC KIICTKH).

JlerouHble BeHBI B 3pEJIBIX JIETKUX PACIIOIOKEHBI
OOBIUHO BAAJIM OT OPOHXOB, B MEXI0JIbKOBBIX TIEPEro-
pomKax, ITOCKOJIbKY SMOPHOHAIbHBIC JICTOYHBIC BEHBI
00pa3yIoT pa3BETBICHUS, KOTOPBIC pacTyT BHYTPh Me-
3eHXMMBI, OKpYXaIOIIel 3a4aTKy JIeTKUX. JIerouHbIe
BEHBI MOXXHO OTJIMYUTH OT JISTOYHBIX apTepHuii 10 Ha-
JIMIHUIO B MX CTCHKE | 3J1acTUUECKOM TIacTUHKY (puc. 1b
u 1B). B mopakeHHBIX JIETKUX MOKET BOZHUKATD PEIy-
TUTMKAIINAS 3JIaCTUYECKON MIACTUHKHU, YTO ITPUBOIUT
K «apTepualn3allii» JIETOUYHBIX BeH. B aTOM ciydae
€IMHCTBEHHBIM MHINKATOPOM THUITA COCYIa MOXET CITy-
KUTh €r0 aHATOMUIECKOE PACITOJIOXKCHUE.

MucTonartonorus BaCKy/uUTa

XoTsI IMarHo3 BaCKy/JIMTa HUKOTIA HE CTABUTCS TOTb-
KO Ha OCHOBaHWU TMCTOJIOTMYECKOM KapTUHBI; KaK B TH-
arHOCTHKE, TaK M B CyOKJIacCUDUKAIINN PEKOMEHIYETCS
YUIUTHIBATh Pa3Mep U JOKAIM3AIINIO TTOPaXKEeHHBIX CO-
cynoB (puc. 2). [Ipu Bcex BacKyaIuTax oOIIei HaXOIKOM
SIBJISIETCS MH(WIIBTPAIINS BOCIIAIUTEIbHBIMU KIIETKAMU
(BocITaJieHne) COCYIMCTOM CTeHKH C TeCTPYKIINEH 31a-
CTUYCCKOU TUTACTUHKM (TP ITOPAKEHUU apTePU WIIN
BEH), KOTOpas 4acTO COIPOBOXIAIOTCSI (GUOPUHONI-
HBIM HEKpPO30M. B 3HImoTeIManibHOM CJIO€ CTEHKH CO-
cyla MOTYT HaOII0IAThCS M3MEHEHUS ¢ HapylIeHUeM
CTPYKTYPHI KJIETOK, JaXKe TMOENIbIO KJICTOK SHIOTEIUS
1 CYO3HIOTEIMAIBLHBIM BOCTIAJICHUEM (SHIOTCIUUTOM).

Twum BocnaJeHMST MOXET IMIMPOKO BapbHPOBATh, MOTYT
HaOJI0JaThCs HEUTPO(WIbHBIE, 203MHO(MUIIBHBIE, JTM-
¢domnazMaTYecKe WIN CMellaHHble MHOUILTPATHI.
Oco0eHHO BaxkKHO MIEHTU(UIINPOBATL TPaHyJIEMAaTO3HOE
BOCITaJICHNE, MOP(HOJIOTUICCKH TTPOSIBIISIONICECS TLIOXO
chopMUpPOBaHHBIMU TPaHyJIEMaMM WX MHOTOSIIEPHBI-
MM TUTAaHTCKUMU KJIETKAMU W/VIN STATSTUONITHBIMUA
TMCTUOLIATAMU, TIOCKOJIBKY €T0 HAIMUME WU OTCYTCTBUE
ITOJIOXKEHO B OCHOBY OIHOTO U3 YPOBHE Kilaccupuka-
ru (CM. BBIIIIE).

TepMUH «KamWUISIPUT» IIPUMEHSIETCS IJIS1 OIMCAHUSI
BacKyJiuTa KanuuiipoB. OnHaKo npu 0ObIYHOM OKpa-
ITBAaHUY TeMaTOKCYIIMHOM U 03MHOM OBIBACT CJIOXKHO
UICHTUDULINPOBATh CaMU KaIIJUISIPBI, HE TOBOPS YXe
0 HapyIICHUHU SHIOTEIUS UX CTCHKU, MICHTU(DUKAITIS
KOTOPOT0 HeoOXoauMma IS TTOCTAaHOBKM IHarHoO3a.
B cBs131 ¢ 3TUM JUIST MTMATHOCTUKY KaITUJIISIPUTA HC-
TTOJIB3YETCS €T0 KOCBEHHBIN MPU3HAK — UICHTA(DUKAIIIS
HENTPO(DUIOB 1 OCKOJIKOB siipa (IIPU3HAKOB aIlonTo3a)
B CTEHKE aJIbBEOJISIPHOM MepeTrOpOIKHN.

Baxxnayro mHbOpMAIINIO TTO3BOJISIET OJTYIUTh OLIEHKA
HE TOJIPKO pa3Mepa M TUIIA IIOPaXKeHHBIX COCYIO0B, HO 1
W3MEHEHUU B JIETOYHOU ITAPEHXUME, CBSI3aHHBIX C COCY-
namu. Hampumep, y3moBass MTHOWIBTPALIS TTaPSHXUMBI
0o0bIuHO Habmomaercs npu I'TIA BMecTe ¢ MUKpoab-
clieccaMu, HEKpPO30M, 303UHO(MMILHON TTHEBMOHMEHA,
OpTraHM3YIOIICHiCS ITHEBMOHMEH W/ M KPOBOU3IUSHU-
eM. Criendpndeckue maToJorndeckue pru3Haky 0oJjiee
JIeTaJIbHO 00CYXIAI0TCSI HUKE.

MaToreHes u aTuonorus

CylImecTByeT THIIOTE3a, YTO OOJIBIIMHCTBO BaCKYy-
JINTOB OMOCPENOBAaHBI MMMYHOITATOTCHETUUYECKUMU
MeXaHM3MaMM, KOTOphIE 3aITyCKaloTCs B OTBET Ha aH-
TUTEHHBIe CTUMYJIBI. OcTaeTcsl HEM3BECTHBIM, ITOYeMY
Y HEKOTOPHIX TTAIlMCHTOB Pa3BUBACTCS BACKYJIUT KakK
peaxkInsl Ha KOHKPETHBIN CTUMYJI, a Y APYTUX — HET.
DTUOJIOTHS, CKOPee BCETO, SIBIISIETCS MHOTO(aKTOPHOI
1 BKJTIOYAeT FeHeTUIECKYIO IIPEAPACIIONIOKEHHOCTD, BO3-
neiicTBue (haKTOPOB OKPYKAIOIIEI Cpeabl U MHAVBUIY -
aJibHble 0COOEHHOCTU MMMYHHBIX peakiuii. HenaBHee
MacITabHOe TEHOMHOE MCCIIeIOBAaHNUE BBISBUJIO CBSI3hb
AAB ¢ HOCHUTETbCTBOM OITpeIeSICHHBIX TEeHOB IJIABHOTO
KOMIUIEKCA TMCTOCOBMECTUMOCTH, (L -aHTUTPUIICHHA,
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Puc. 2. BsamMocBAsb MeX [y pa3MepoM CocynoB U MeXaHU3MOM PasBUTUA. BaCKyJ'IVITbI MalbIX COCY[0B MNOKa3aHbl Kak 6onesHu WMMYHHbIX KOMINJIEKCOB

1 ANCA-accoumvpoBaHHble 3a6oneBaHus

Mpumeyanue: ANCA — aHTUHeTpodMIbHbIE LMTONNa3MaTuyeckue aHtTutena; MIA — MUKpocKonuyeckuin nonuaHruut; HMB — HekpoTUYecKkui rpaHy-
neMato3Hblid Backynut; CKB/PA — cucTeMHas KpacHas BonYaHKa / peBMaToMAHbIN apTpuT.

nporenHassl-3 (PR3), uro moaTBepkmaeT BKIag reHe-
TUYEeCKNX (PaKTOPOB B pa3BUTHE 3a00jeBaHus [5].

Ha ceromnsiHmit feHb U3BECTHHI 3 OCHOBHBIX MeXa-
HHM3Ma TaToreHe3a JISTOYHBIX BACKYJIUTOB: 1) IMPOIyKITNsI
ayTOAHTHUTE]I C aKTUBALIMECH HEUTPOGhHIOB U TTOBPEXK-
IEeHWEM BHIOTEINS; 2) OTIOXKEHNE UMMYHHBIX KOM-
TUIEKCOB; 3) MaTOTeHHBIC peaKIIuu JUMMOINUTOB. s
KaxXXIOTO M3 3TUX MEXaHM3MOB XapaKTepHa KOMOWHAIINS
NpsIMOM UMMYHOJIOTUYECKON aTaKu U peaKLMKu dHI0-
TeJIUSI U COCYIMCTOM CTEHKH, YTO JICXKUT B OCHOBE ITa-
TOreHesa ¥ KJIMHUYECKUX ITPOSIBJIIEHUI BacKyiuTa [6].

sl TeroYHBIX BAaCKYJIMTOB XapaKTepHO OOJIbIIIOe
pa3sHoOOpa3re ayTOAHTUTEI, B T. Y. aHTUTEJIA K TJIOMe-
pyJsipHO 6a3aibHOU MeMOpaHe (K KoJUlareHy Tuma
1V), aATHTENAa K KJIeTKaM SHIOTEIUS, aHTUTEIA K Jia-
MUHUHY, aHTUGDOCHOIMITUIHBIE (HAPUMED, aHTH-[3,-
IJIMKOIIPOTEWH | M aHTUKApAUOIUIIMHOBBIC) aHTHUTE -
na, u cpenu rpouyero ANCA. Hauboiee xopomio u3-
y4eH MeXaHu3M, TpeIiokeHHbIN 111 AAB, ocobeHHO
I'TIA. XoTs1 KIMHUYEeCKU CUHAPOM ObLI OMUCAH ellle
B 1930-xrT. [7—9], TompKO B 1982 I. TOSIBUINCH TaHHBIE
0 creundUUecKrX ayTOaHTUTENaX, HIHE M3BECTHBIX
kak ANCA [10]. Xotsa poabr ANCA B maroreHese 3a-
0oJIeBaHUSI €IIe HE TTOJTHOCTHIO OmpeaecHa, MMEIOTCS
yoemuTenbHbIC MOICIIH in Vitro, MOIEIN Ha KUBOTHBIX
¥ KIIMHUYECKME JOKA3aTeIbCTBA, ITOATBEPXKIAIOIINE MX
KJTI04YeBYIO poJib. XoTs1 Hannune ANCA u He gBIsieT-
CsI MOCTATOYHBIM [IJIsI 3amycKa OOJIe3HU, MX HAIUUYNE
TpeOyeTcsl I pa3BUTHS WIM PEIIUINBA CUCTEMHOTO
3a00JIeBaHUSI. DTO IMOATBEPKIAIOT CIICIYIOIINE KIIMHN-
yecKue JaHHbIe: 1) CBS3b MeXKAy HaJIMuMeM 3TUX ayTOaH -
THUTEJI, PAa3BUTUEM CUCTEMHBIX OCJIOXKHEHUIT BACKYJINTa
¥ IIPOTHO30M; 2) 3 (HEKTUBHOCTh MOHOKJIOHAIBHBIX

antn-CD20 antuTen (puTyKcnMada) B OTHOIICHUN CHU-
keHnst TuTpoB ANCA 1 KOHTPOJIST aKTUBHOCTHU 3a00J1e-
BaHUS; 3) 00JIce HU3KUI PUCK KIMHIYECKOTO PeIIMaANBa
y ANCA-oTpUIIaTeIbHBIX TTallUeHTOB.

BonpmuacTBO KimHnYecku 3HauMMbIX ANCA Ha-
IIpaBJICHBI IIPOTUB OAKTEPUIIUIHBIX KOMITOHEHTOB, 1C-
TTOJIB3YEMBIX HENTpOo(DMIaMu pH 3alIUTe X035IUHA. DTH
aHTUTEJIA IPOAESMOHCTPUPOBAIN 3HAYUTEIBLHBIN IIPO-
BOCHAIUTENNbHBIN 3(pPeKT ¢ akTUBaLIMEelt HEUTPODUIOB,
MOHOIIMTOB Y SHAOTeMANBHBIX Ki1eToK [11]. ANCA ctu-
MYJIIPYIOT BBICBOOOKICHIE XeMOKITHOB M3 HEUTpOU-
JIOB, MOHOIIMTOB 1 SHIOTEIMATBHBIX KJICTOK, ITIOBHIIIAIOT
BKCIIPECCUI0 MOJIEKYJI KJICTOUHOM anare3uu Ha SHIOTe-
JINU, CITOCOOCTBYIOT BEICBOOOXKICHUIO TIPOTCOIUTIYIC-
CKUX (hepMEHTOB M KMCIOPOIHBIX PAINKAIOB U3 aKTH-
BUPOBaHHBIX HeliTpodwnos [12, 13]. Kaxnplii U3 aTux
5TaroB MOXET BHECTU CBOM BKJIaJ B HAOJIOIAaeMOe T10-
BpEXXICHNE COCYIOB U TKaHel. boiee Toro, B Momenu
Ha XXMBOTHBIX ObLJIa TPOJACMOHCTPUPOBAHA CITOCOOHOCTh
anmumen K muenonepokcudase (ant-MI1O) BBI3BIBaTH
HEKPOTUIECKUI1 BACKYJIUT, UTO €III¢ OOJIBIIE TTOATBEPXK-
JIAeT CBSI3b MEXKIy 00pa30oBaHUEM aHTUTE] M Pa3BUTUEM
3aboseBanusa [14, 15].

Tpurrep npoaykunu u nepcucreHunn ANCA Maio-
rmoHsTeH. bbuta ipemtoxeHa poxb ocTpoit MHMeKIn /
BOCTIAJICHUSI B TTaTO(DU3MOIOTUH 3a00JIeBaHNS, TTOCKOJIb-
KY XpOHMYECKasl MJIN COIMYyTCTBYIOIIAS MH(MEKIIMS 4acTO
MIPUBOIST K 000CTPEHUIO MY PEIIUANBY 3a00I¢BaHUS
[16—18]. Kpome TOr0, OBLIN BBISIBIEHBI TOJI0KUTETBHBIE
ANCA K pa3HOOOpa3HBIM aHTUTEHAM, OIpeaeIIeMbIM
IIPY BUPYCHBIX, TPUOKOBBIX, OaKTEPUAIBHBIX, IIPOTO-
30MHBIX MH(PEKIUIX, a TAKXKe IMPU ITOTOCTPOM OaKTe-
pUaAIbHOM SHIOKapauTe U MykKoBucuumose [19, 20].
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BBUTO BRIABMHYTO TIPENIIONOXEHNE, YTO MHMOEKIINS
MOXET crtoco0cTBOBaTh BO3HUKHOBeHNI0O ANCA yepe3
MOJICKYJISIPHYIO MUMHMKPHIO M CTIOCOOCTBOBATH MX ITOI-
JIep>XKaHUIo yepe3 cTuMyisuuio T- u B-numdounron
MMKPOOHBIMHU CyliepaHTUTeHaMU. Harpumep, y HEKOTO-
pbIX naueHToB ¢ AAB HaG0manack BbIpaboOTKa aHTH -
TeJI K AU30COM-ACCOUUUPOBAHHOMY MEMOPAHHOMY beaky 2
(LAMP?2), xoTOpHIit 0OOHApYKMBAETCS B HEUTPODUIIAX.
benox LAMP2 romonorndyeH 6akTeprabHOMY aire3uHy
FimH-06enKy, KOTopblil 3KCIIpecCupyeTcsl B IpaMOTpPU-
HaTeJIbHBIX OakTepusx, a antuteaa K LAMP2 u FimH
CIIOCOOHBI BBI3BIBATH TJIOMEPYJIOHEMDPUT Y KUBOTHBIX
B 9KcriepuMeHTe [21].

OmHMM U3 TIpeAroIaracMbIX MEXaHU3MOB Pa3BUTHS
BaCKYJIMTA SIBIISICTCST TAK3KE TIpsIMasT MHBA3KSI ITaTOTCH-
HBIX MUKPOOPTaHU3MOB (HaIlpuMep, OaKTeprii, MUKO-
OakTepuii, CIMPOXET, PUKKETCHUI, TPUOKOB, BUPYCOB)
B CTEHKY COCYJa, YTO IIPUBOIUT K OCTPOU TIPSIMOI «Ba-
CKYJIMTHOI» peaKIIni, a TAKKe K OTIOKCHMIO IIMPKYJIU -
PYIOIIMX UMMYHHBIX KOMIUIEKCOB B CTCHKE KPOBEHOC-
Horo cocyna. [TociemHee MOXeT MPUBECTH K aKTUBALINHI
KOMILIEMEHTA, TIPOAYKIINY aHa(pUIaTOKCMHA U Jerpa-
HYJISILIUY TYYHBIX KJIETOK. JlerpaHyssiys TYIHBIX KJie-
TOK IIPUBOIUT K BBIIEICHUIO Ba30aKTUBHBIX BEIIIECTB.
AHabUIaTOKCUHBI MOTYT BBICTYIIATh B KAUECTBE aT¢HTOB
IUTSI XeMOTaKCHCa HENTPODIIIOB, 303MHOMIIOB 1 MOHO-
HYKJICapHBIX BOCTIAIMTEILHBIX KJIeTOK. Kiaccrmuecknum
3200JIeBaHMEM C TAKUM TIaTOT€HETUICCKIM MEXaHN3MOM
spisieTcss CKB, 1pu KoTopoii ”MMYHHBIE KOMILICKCHI
C siiepHbIMU aHTUreHamu, Takumu Kaxk JJHK, ummy-
HOTJIOOYIWHBI ¥ KOMITJIEMEHTapHBIC OCIKM, IIPUBOIST
K TOBpexXXIeHnIo cocynon [22, 23]. K BackyiauTaM, CBSI-
3aHHBIM C MUPKYIUPYIOIINMIA TMMYHHBIMU KOMILICK-
caMu, TaKXKe OTHOCST PeBMATOMIHBIN BAaCKYJIUT, ITyp-
nypy lllenneitHa—I'eHOXa 1 KpUOTIO0YJIMHEMUYECKUIA
BaCKYJIHT.

[Ipenmnonararor, 4To abeppaHTHBIC OTBETHI TMMQOITH -
TOB CITOCOOCTBYIOT KaK TPaHyJIeMaTO3HOMY BOCITAJICHHIO,
Habmomaemomy ripu I'TIA u DI'TIA (T-mumdboruTer), Tak
u mpoayKiu ANCA (B-mumdonuTer). AKTUBUPOBaH-
Hble T-TUMGOLINTEI MOXKHO OOHAPYXKUTH B Tiepudepu-
yeckoil kpoBu nauueHToB ¢ I'TIA gaxe ripu pemuccun
3a00JIeBaHMsI, 2 MapKephbl aKTUBALMU T-TUM@OIINTOB
KOPPEJUPYIOT ¢ aKTUBHOCTHIO 3a00neBanus [24]. Kpome
TOrO, HAabmonaeTcsa ypennueHne Thl7-1monoxuTeabHoi
nonysun T-1muMboImnToB (MoIaraoT, 9TO 3TO CITO-
COOCTBYeT ayTOMMMYHHBIM PEaKIIMsIM) M YMEHBIIICHUE
perynsaropHoil pyakunu T-mumdborutos (Treg), 9To
MO3BOJISIET MPEAMNOJI0KHUTh ITOTEPIO TOJCPAHTHOCTH
[24—27]. Hakonen, y mauuenToB ¢ I'TIA yBenuunBa-
ercst obpazoBanme Thl-miuTrokuHOB ((pakTOpa HEKpO3a
omyxoJeii-a, nHTepaciikuaoB (IL)-1 1 -8, B To Bpe-
M Kak y 00abHBIX DI'TIA moBbIIaeTcss MpOLYKIINAS
unrepdepona-vy, 1L-4, -5u -13 [28, 29]. Do3uHOGUIIbI,
OYEBUIHO, SIBIISIIOTCS LICHTPAIBHBIM 3B€HOM IaTOTCHe-
3a OI'TIA, 9TO TTOATBEPKIAETCS YCITEITHBIM MCTIOJb-
30BaHUEM MpPU JTaHHON IaTojioruu nHruouropa I1L-5
(KJTI09eBOTO IIUTOKMHA CO3peBaHUsI, UMD GEPEHIIMPOBKU
¥ BBDKMBaHMS 203MHOMDMIIOB) Menonu3ymaba [30, 31].

Taxoke yCITeITHBINM OIBIT UCITOIb30BaHUS PUTYKCUMAa-
6a ipu DI'TIA moguepkuBaeT HEMaJOBaXXKHYIO POJIb
B-mumdonnToB B rmatoreHese 3aboneBanus [32, 33].

MepBoOHa4YaNbHbIN ANMArHO3

KnuHunyeckune CUueHapuu, yKa3biBarowiue
Ha BOSHUKHOBeHHMe BacCKyJiuTa

Henb3s mepeolieHUTh aHAMHECTUYECKIE TaHHBIC TTPU
IMON03PEHUN Ha BaCKYIUT. 7151 TOCTaHOBKY TUArHO3a,
BO3MOXHO, TTIOTpedyeTcst 0oj1ee MoapOOHO U3YUYUTh CUM-
IITOMBI, KOTOPBIC M3HAYATBHO KaXyTCsl HE CBSI3aHHBIMU
¢ 00JIC3HBIO0 Y UMEIOIIIMH BTOPOCTEIICHHOE 3HAYCHNE,
ITOTOMY UTO KaK BacCKyJHT, TaK U UMUTHPYIOIINE €rO
COCTOSTHMS (HampuMep, 3a00JIcBaHUS COCTUHUTEIIb-
HOI TKaHU, WH(MEKIINHU, 3T0KaUYeCTBEHHBIC OITYXOJIH,
TOKCHMYECKHE PeaKIIMU Ha JIeKapCTBEeHHBIEC TIPEIIapaThl),
XapaKTePU3YIOTCS pa3HOOOPa3HON KIMHNIECKOI KapTH-
HO. AHAJIOTUIHBIM 00pa30M TIIATEIbHOE (PU3NIECKOE
00cyienoBaHre TTO3BOJISIET OOHAPYKUTh OECCUMIITOMHOE
3a0oseBanue. CleayeT OTMETUTD, YTO BBISIBJICHUE KOH-
KPETHBIX KIMHUYECKUX CIICHAPUEB MOXET YKa3bIBaTh
Ha HaJIn4ue CUCTEMHOTO BacKyauTa [34].

HECprKTMBHble HN3MEeHEeHHNs1 BePXHUX AbiXaTeJIbHbIX ny'reii

MoXeT BbI3BaTh ITOIO3PEHMS XPOHUIESCKMI pedhpak-
TEPHBII CHHYCUT, IUISI KOTOPOTO ObUTM MCKITFOUEHBI TIep-
BUYHBIC MH(DEKIIMOHHBIC, AJIJICPTUICCKIC M aHATOMUYIC-
CKUe TIPUIMHBI, /WU TIPU KOTOPOM OOHAPYKUBAIOTCS
TMECTPYKIIMS MSITKUX TKAHEH WIIM KOCTei, XpOHUIECKIE
SI3BEHHBIC TTOBPEXKICHUS.

BbisiBneHue nonoCcTHbIX N y3/10BbiX 3aboneBaHui npum
Bn3yaanoﬁ ANArHocTuke rpy,qnoﬁ KJieTkmn

[Ipu ncorb30BaHUM PEHTTEHOJIOTUICCKIX METO-
JIOB MCCJIENOBAHUSI OPraHOB IPYAHOM KJIETKUA 4acTO
BBISIBJISTIOT OOJIBIIIOE KOJMYECTBO HECIeIn(PUIecKIX
W3MEHEHMI TIPY JISTOYHBIX BaCKyIMTaX. B To ke Bpems
MMOO3PEHNME MTOKHO BBI3BaTh HAJTUUME Y3JIOBBIX UIIN
MOJIOCTHBIX 00pa3oBaHUil. XOTs Hauboee paciipo-
CTpaHCHHBIMU 3a00JICBAaHUSIMU SIBIISTFOTCS MH(MEKITUNT
1 37I0Ka4eCTBEHHBIC HOBOOOPA30BaHMSI, B OIIPEICICH-
HBIX KIMHUYECKUX YCIOBUSIX CICAYEeT PacCMOTPETh
BEPOSITHOCTh BO3HMKHOBEHUS BacKyJIHUTa, OCOOCHHO
AAB. B noaTrsepxaeHue 3TOTO CAEAyeT OTMETUTD, YTO
ITOJIOCTH BBISBIISIIOTCS Y 35—50% MaleHTOoB, a y3JI0Bble
obpasoBanus — y 55—70% nauuenTos ¢ I'TIA [35, 36].

AnppysHoe anbBeonsapHoe KPoBOU3NUSHNE

K mnddy3HoMy anbpBeoIIpHOMY KPOBOM3IHUSTHUIO
(IAK) otHOCUTCS muddy3HOE BHYTPUAIBBEOIIPHOE
KPOBOTCUCHNE OOBIYHO 13 aJIbBEOJISIPHBIX KAITWJIISIPOB
U pexe — U3 MPeKANMUISIPHBIX apTEPUOJT M IIOCTKATTHII-
JISIpHBIX BeHY/1. He3aBucHMO OT HaIW4us y IMMallieHTOB
TaKMX «KJIACCUUECKUX» CUMIITOMOB, KaK KpOBOXapKa-
Hbe, TUMGY3HBIC aTbBEOISIPHBIC 3aTEMHEHUSI M HU3KUA
reMaTokpur, BeposiTHOCTh JJAK moikHa paccMaTpu-
BaTbhCS Y BCEX TMAIIMEHTOB C HEAMArHOCTUPOBAHHBIM
3a0o0eBaHNEeM OpTaHOB nbIxaHuUs. KpoBoxapKaHbe
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CJIOKHO MOIIACTCS UACHTU(UKAIINY, TTOCKOJIBKY OHO
YacTO HOCHT IIPEPBIBUCTHIN XapaKTep U HaOI0maeTCs
TOJIBKO y TPETH MAIIMEeHTOB. AJTbBEOJISIPHBIC 3aTeMHE-
HUS HE BCerna SBISIOTCS TU(PdY3HBIMU, a CHIDKCHHUE
reMaTOKpHUTa MHOTIA OIIpenessaeTcs ¢ TpynoM. Iloatomy
Bo3MoxHOCTh JIAK cienyetr paccMarpuBaTh y Malu-
€HTOB C HCOOBSICHUMBIMU aJIbBEOJIIPHBIMU 3aTEMHE-
HUSIMH, OCOOCHHO KOT/Ia 3TH M3MEHEHUS BO3HUKAIOT
Ha (poHe CUMIITOMOB 3a00JIEBAaHUI COSANHUTETLHOMI
TKaHU WX BIICPBHIC BBIIBICHHON ITOYCYHOM HEIOCTa-
TOYHOCTH. YBenmdeHue 1udGy3noHHON CITOCOOHOCTH
sterkux Ha > 30% 1o cpaBHEHMIO C MCXOIHBIM 3HAYe-
HUEM MOXET UMETh TMarHOCTUYECKOe 3HAUYCHHE, XOTS
y TTAIIMEHTA C OCTPHIM 3a00JIeBaHEM OHO HaOII0maeTCs
penko.

JAK nuarHocTupyeTcs Ipyu ITOMOIIN OpOHX0aTb-
BeosstpHOTO JTaBaxka (BAJI). C moMoipo 6poHXOCKOMa
BBOISIT M OTCAChIBAIOT CEPUIO aTUKBOT (00BbeMOoM 30—
60 MJT) CTepUIILHOTO (PU3KMOIOTMYECKOro pacTBopa (00-
M oosemMoM 100—300 mim). Ecimm cepuitHbie aTMKBOTHI
BAJI ctaHoBsITCS OoJiee reMOpparndecKuMM MM Kak
MHWHHUMYM CTaOMJIBHO COepKaT KPOBb, yCTaHABIMBACT-
ca nuarHo3 JJAK. IMonrBepxnenne JAK He yka3biBaeT
Ha Hajmnune Backynuta. JJAK MoxkeT ObITh BBI3BaHO KaK
3200JIeBaHMSIMH, B OCHOBE KOTOPBIX JICSKUAT KAITWIIISIPUAT
(B T. 4. MEpBUYHBIM UANONATUICCKUM ¥ BTOPUUHBIM
BacKyIuToM) (puc. 3), Tak 1 3a00IeBaHUSIMU ¢ TG Py3-
HBIM aJTbBEOJIIPHBIM TIOBPEXKICHUEM Y BTOPUYIHBIM yMe-
PEHHBIM KPOBOM3IUSHUEM (Ta0J1. 2). Y BceX MalMeHTOB
¢ AAB, ocnoxneHHBIM JIAK, BBISIBIISIETCS KATUJUISIPUT.
OnHaKo eAMHCTBEHHON TUArHOCTUYECKOU HAXOIKOMN
MOXKET OBITh U IPOCTOE KPOBOU3IUSIHIE, OCOOEHHO I10-
cie Havasa jgedeHusi. Korma JJAK ¢ maTonornuyeckum
JIETOYHBIM KaIllWJUISIPUTOM SIBIISICTCSI €AUHCTBEHHBIM
KJIMHUYIECKUM TIPOSIBJICHUEM BaCKyJINUTA, MUCIIOIb3YeTCS
TEPMUH «MAUOIIATUYECKUI JIETOYHBIN C1a00OMMMYH-
HBII KaIWIISIPUT» , U 3TOT CUHAPOM KJIaCCUDHUIIUPYETCS
B TPYIINE TTEPBUYHBIX UINOATHYCCKIX BACKYIUTOB Ma-
JIBIX COCYIOB, He3aBUCHUMO OT ctatyca ANCA.

Puc. 3. KanunnapuT c noBpexaeH1eM anbBeoApHON NeperopoaKm nH-
unbTpaTaMn HEMTPOGUNOB M 06NIOMKOB AAEPHOT0 MaTepuana; HeyeTkue
rpaHuLibl NEPEropofioK, YKasbiBaloLLMe Ha NOBPEXAEHNE CTEHOK

Ta6nuua 2. MpnunHbl auddy3HOro anbBeONAPHOr0 KPOBOM3NUAHMA (M0
Green R.J. etal., 1997 [234], Fontenot A.P. et al. (ed.), 2003 [235])

C rucTonaTtonoruyeckum KanunnaputoM

Knaccuyeckune BaCKY/UTbI:

MepBUYHbIA UAMONATUHECKMIA BACKYNIUT MaJlbIX COCY/0B:
» ANCA-accoumupoBaHHbie — ITIA, 3TIA, MIA;

* U30MPOBaHHbIM CIAGOUMMYHHBIN NIErOUHbINA KaNUNNAPKT;

VIMMyHHOKOMI'IHEKCHbIVI:

* aHTUKNY6ouKoBOE 3aboneBaHune 6a3anbHoi MeMbpaHbl (CUHAPOM
lyanacuepa);

« IgA-BackynuT (nypnypa LLenneitHa—TeHoxa);

* KPMOMTIOBYNMHEMUYECKMIA BACKyNUT;

BTOPUYHbI/A BaCKyNNT:

¢ Knaccun4yeckoe ayToMMMyHHoe 3abonesaHue:

— CMCTeMHaA KpacHaA BO/TYaHKa;

- ipyrvie (HanpuMep, peBMaTOMHbINA apTPUT, CKNEpoaepMus);

* NepBUYHbIA aHTUPOCHONUNUAHBINA CUHAPOM

TpaHCI'IHaHTaLWIH reMono3aTu4eCKnX CTBOJIOBbIX KITETOK

JlekapcTBeHHO-MHAYLMpOBaHHbIe 3aboneBaHus
(XMMuoTEpaneBTUYECKUE CPeLCTBa, AUGEHUNTUAAHTOMH)

bonesHb bexuyeta

Bes Kanunnapura (npocToe KpoBOU3NUAHUE)

/amonatuyeckuit neroyHbIA reMocnaepos

Koarynonatua

MwTpanbHbIf cTeHo3

MoBpeaeHure Npy acnupaumm

JlekapcTBEHHO-MHOYLMpOBaHHbIe 3a60f1eBaHusA
(XMMMWOTepaneBTMYeCKIe CPEACTBA, NEHWLIMINAMUH, TPUMEIUTOBbIA
aHrapwz, aM1MoAapoH, HUTPOdYpaHTOMH)

Mpumeyarme: ANCA — aHTUHeTPoGUNbHBIE LMTONNA3MaTUYECKIE aHTUTENa;
[MA - rpaHynemaro3 ¢ nonuaHrumtoM; 3MA — 303uHOGUNBHBIN FpaHynemMaTos
¢ nonnaHrunToM; MIMA — MUKpOCKOMMYECKUI NONWUAHTKT; IgA — MMyHormoby-
uH A,

I[IpuMevaTeTbHO, YTO B KPYITHOM MEXIYHapOI -
HOM peructpe cucteMHbIX BackyiutoB DCVAS, cpe-
7 nanreHToB ¢ AAB 2,4% nni OblIA TTO3UTUBHBI KaK
no ANCA, tak u 1o antu-bMK-antutenam (mBoitHast
no3uTuBHOCTL; BMK — 6azanbHasg MmeMOpaHa Kiyoou-
KoB), u 37,5% u3 Hux umenu JJAK, 4yto GbLI0 3HAYMMO
yalle, YeM y HeTaTUBHBIX M0 aHTu-bMK-aHTturenam
mauveHTos (7,3%) [37].

OcTpbliii rnoMepynoHegpur

BricTpo mporpeccupyioiunii raoMepyaoHepuT
(BIII'H) onpenensieTcst myTeM WACHTU(DUKAIINN aKTHB-
HOTO OcaaKa B aHaJIM3¢ MOYH, B T. 4. TeMaTypuu (0co-
OCHHO ¢ TMCMOP(MHBIMU SPUTPOLIUTAMM), IMIMHIPY-
pum 1 mpoterHypuu (> 500 Mr/meHs), IpK MTOBBIIICHUN
YPOBHSI MOYEBUHBI U KpeaTUHUHA CHIBOPOTKU KPOBH.
1151 5TOro He06X0AUMO ITPOBOAUTH MUKPOCKOIIHIO CBE-
JKero odpasia MO4YH, TTOCKOJIBKY IVJIMHIPHI U TUCMOPd-
HbIE 3PUTPOLIMTHI paciiagaorcs B redenune 30—60 MuH.
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ITocne BoigBienus: bIIIH ciaenyet npoBoauts audde-
PEHLMATBHBIN TMAarHO3 MEXKITy TAKUMM 3a00JIeBAaHUSIMH,
Kak AAB, naronatuyeckuii ciabOMMMYHHBIH TJIOMEpY-
JIoHe(PUT (M30JIMPOBAHHBIN BACKYJIUT MAJIBIX COCYIOB
nouek), CKB, cunapom I'yamnacuepa, moctuHbeKIm-
OHHBIN rIoMepyiaoHepuT, IgA-HedpomnaTtus, myprrypa
Hlenneitna—I'eHoxa, acceHLIMaIbHASI KPUOTJIOOYIMHE-
MM 1 MEMOPaHOITpoIbepaTUBHBIN ITTIOMEPYIOHE(DPUT
[38—41].

JleroyHo-no4ey4Hblii CHUHAPOM

Kiraccuaeckmii IerouHO-TIOYeYHBIN CMHIPOM OIpe/ie-
nsgercst omHoBpeMeHHBIM HammurieM JIAK u BITTH. On-
HAaKO BO BCeX CIIydasix, KOraa IeCTPYKTUBHOE TTOPaKeHUE
NIbIXaTebHbIX MYyTE, WIN y3JIbl, WX MOJOCTU HA PEHT-
TeHOTpaMMax TPYIHON KJIETKU COYETAIOTCS C OYEYHOMN
HEIOCTaTOYHOCTHIO, CIICAyeT TAKKE MCKITIOYATh BACKYJIHT.
Heob6xomumo ripoBeneHme quddepeHIaIbHOTO JMarHO-
3a mexny AAB, cunapomowm IN'ynnacuepa u CKB.

Manbnupyemas nypnypa

Hanmyue manbnmupyeMoit mypmypsl Ipu GU3NKaIb-
HOM 00cCJIeHOBaHNY yKa3bIBaeT Ha HAJIMYME BaCKYIUTa
MaJIbIX cocynoB Koxu [42]. Hanboiee pacrnpocTpa-
HEHHBIM OOBSICHECHUEM SIBIISICTCST KOXKHBIM BaCKYJIUT,
BO3HUKIIINIA B pe3yJIbTaTe peaKIIMU Ha JIeKapCTBECHHBIN
nperapat (CBSI3aHHBIN ¢ TUIIEPUIYBCTBUTCILHOCTHIO).
Takxe MmoxxHO paccmaTtpuBaTh AAB, KpuoriioOynnHe-
MU0, OOJIE3HW COCAMHUTEIBHON TKaHMW, MHMEKIINN
¥ 3JI0OKaYeCTBEHHBIC HOBOOOPAa30BaHUSI.

MHo)KkecTBeHHbIH MOHOHEeBPHUT

MHOXeCTBEHHbIII MOHOHEBPUT, OIPEAEISIEMbIil KaK
pa3BUTHE MATOJIOTMUECKIX U3MEHEHUIA B 2> 2 mepudepu-
YECKUX HepBax, IOJIKEH BbI3BaThb 0COObIEC MOA03PEHUSI
[43, 44]. MoryTt Hab0IaThCs pa3HOOOpa3HbIE CUMIITO-
MbI TTOpaXeHUs nepudepruIecKoil WiIn LEHTPaIbHOMN
HEPBHOI CHUCTEMbI, BKJII0Yasl 00JIb, OHEMEHUE, Iape-
cTe3uu, c1aboCcTh WIK MOTePIo GYHKLMY (HAIIpUMED,
BHE3aITHO HACTYITMBIIIEE OHEMEHUE CTOITBI I KUCTH).

MyﬂbTMCMCTeMHbIe 3aboneBaHus

HeoObluHbIe KOMOMHALIMM TIPU3HAKOB U CUMIITO-
MOB, KOTZa B MAaTOJIOTMYECKU ITPOIeCC BOBJIEUYEHBI He-
CKOJIBKO CICTEM M OpraHOB JIM00 OJHOBPEMEHHO, JINOO
B T€UEHUE JJINTEJILHOTO BpeMEeHU, TPEOYIOT NCKITIOUEHUS
BacKyauTa. [J1 TOYHOI TMarHOCTUKHA HEOOXOIMMA BhI-
cokasl KBaJudukalus Bpaya, IOTOMY UTO TaKHUE pac-
MPOCTpaHEHHbIE ABJIEHUS, KAK KOHCTUTYIIMOHAJIbHbBIE
CHMIITOMBI (HaIlpuMep, JUXOpaaKa HesICHOTO TeHe3a),
«HEOOBIYHBIC» BBICHIITAHUS, MUTPUPYIOIINIA TTOTMAPTPUT
WA «XPOHUYECKUI CUHYCUT», MOTYT OBITE ITPOSIBJIICHU -
€M BacKyJInTa, 0COOEHHO TIPY HAJIMYMU OJBIIIKH, TTIOUeY-
HOI1 HEOCTATOYHOCTH WJTU TTATOJIOTMUECKUX M3MEHEHUIA
Ha peHTTEHOTpaMMax OPraHOB TPYIHON KIIETKH.

MHTepcmuuaanoe 3aboneBaHune nerkux

WnaTepcTunnaibHoe 3aboneBanue gerkux (M3J1)
yale onucaHo y rnauueHToB ¢ MITA, HeCKOJIbKO pexe

npu I'TIA u ropasno pexe nipu DI TIA; Hanbosee yacTo

aCCOUMUPYETCS C TMMO3UTUBHOCTBIO Mo MITO-ANCA

1 HETaTUBHO BJIMSICT Ha TIPOIOIKUTEIBHOCTD KU3HU

nanueHToB [45—51]. ITpuuem M3JI MoXeT HEe TOTBKO

Pa3BUTHCSI OMHOBPEMEHHO C IPYTUMU Mpru3HakamMu AAB,

HO ¥ MIPEIIIeCTBOBATh PA3BUTHIO BACKYJIMTA 32 MHOTO

net [47, 52]. OcoOblii MHTEpeC NMpeacTaBIsieT rpymnma

ANCA-n1o3uTUBHBIX IMaeHToB ¢ M3J1, y KOoTophIX maxke

IIPY JUTUTSIHHOM JTUHAMUYECKOM HAOMIOIeHIUN JOCTO-

BepHas KapTuHa AAB He pa3BuBaercs [53, 54]. locTo-

BepHasi Koppestust Mmexay TuTpoM ANCA 1 TsDKeCThIo

M3J1 He BuisiBneHa [55]. Hanboitee yacThIM peHTIeHO-

JIOTUYECKUM M TUCTOJOrmIecKUM maTrepHoM ANCA-

accoumnnpoBanHoro M3JI cuuraeTcss oObIYHAS MHTEP-

crumanbHasa nHeBMoHUsT (OUIT), HecKOIbpKO pexe

BCTpevaeTcs HeclennpuiecKas NHTESPCTUIINATbHAS

mHeBMoHUs (HCHUIT) [55—58], a mpu3HaKu akTUBHOTO

BaCKYyJIMTa OIPEICIISIOTCS B OMONTATaX JISTKOTO Y MCHb-

IIMHCTBA NMalKeHTOoB [56]. MHTEpecHO, 4TO TaK Xe, Kak

Y TIPY UAMOIIATIIECKUX MHTEPCTUIINATHHBIX ITHEBMOHH-

ax, ipu ANCA-accounmnpoBanHoM M3J1 Hepenko BCTpe-

yaeTcs noauMmopdusm reHa MUCSB [59], mipu matTepHe

OWII ormevaeTcd oTCyTCTBHE 3DdeKTa OT UMMYHOCY-

npeccuBHO Teparuu, a npu narrepue HCUII — Ha-

MMPOTUB, TTOJIOXUTEIbHAS KIIMHUYECcKast TMHaMuKa [52].

Okcrnepramu KimHUKU Mayo (CIIIA) 6511 pa3padotaH

ajaropuTM JedeHus namueHToB ¢ MITO-N3JT (puc. 4)

[60], KoTOpbIi IpenmoaraeT NPUHITUE PELIeHUs

00 MHUIIMAIINY UMMYHOCYIIPECCUBHOI Teparuu B 3a-

BHCHUMOCTH OT IIpeuMyIecTBeHHoro KT-marrepHa, mpu

5TOM MECTO aHTU(HUOPOTUICCKOI TepaIli B JICUCHUN

JMAHHBIX TPYIII MALIMEHTOB He oIpenesieHo. JIlpyrue aB-

TOPBI IIPETaraloT BEIACISITH 2 TIPUHITUIINAIBHO Pa3HBIX

cyorurmta ANCA-U3JT:

*  pa3BUBAIOIIMICS 3aJ0JITO O CUCTEMHOTO BaCKYJIH-
ta cyotun ¢ MITO-ANCA u npenMyIIecTBEHHbIM
matrepHoM OMII, mporHO3 IIpU KOTOPOM IIpPEH-
MyIecTBeHHO onpenensiercs M3J1 m moTomy Bo3-
MOXHO PacCMOTPEHUE Teparuy aHTUDUOPO3HBIMU
IperapaTaMi, a TakKxKe TpeOyeTcs] TMHAMHIECKOe
HaOJII0IeHNE Ha IIPEeAMET pa3BUTHUS TIPOSIBIACHUN
BaCKYJINTA;

* pa3BUBAIOIIUIICI OTHOBPEMEHHO C IPYTUMU IIPO-
aBJieHUSIMM BackyiauTta cyotun ¢ PR3-ANCA u nipe-
nmyiectBeHHbIM ntattepHoM HCUII, mpu koTopom
1ejaecoodpa3Ha MMMYHOCYIIPECCUBHASI TepaITus
[51].

VY4uThIBas BHIIIIECKa3aHHOE, HEKOTOPHIC aBTOPBI CUM-
TaloT 1ejaecoobpa3HbiM ucciaegoBanne ANCA y Bcex
MMaIlMEeHTOB C MINONATUICCKIMU MHTEPCTULINATEHBIMU
IMTHEBMOHUAMU [61], XOTS B mepeyeHb ayTOAaHTUTEI TTPU
M3J1 ¢ ayroummyHHBIMEU YyepTaMi ANCA He BHECEHBI
[62], a mpyrue aBTOPHI CYUTACT MAJIOTIOIE3HBIM PYTHH-
HbIll cKkpyHUHT Ha ANCA y nmamyeHToB 0e3 TUITMIHBIX
KIMHUYECKUX IIPU3HAKOB CUCTEMHOIO BacKy/uTa [63].
HeobxommMo Takke TOMHUTD, 4To KaptrHa M 3J1 y ma-
nueHToB ¢ AAB MoXeT ObITh UMUTHUPOBAaHA MPUCO-
eIMHEHNEM Ha (hDOHE MMMYHOCYIIPECCUBHON TepaItnu
ITHEBMOLIMCTHOM ITHEBMOHMM [61].
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OTCyTCTBME KNMHMUYECKOM
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aHann3oB MoK,
0cTpo(ha3oBbIX MapKepoB
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TKC + MMO / A3A

Puc. 4. Anroputm neyenna MIM0-accoummpoBaHHbIX MHTEPCTULMANBHBIX 3aboneBaHuii nerkux (no Langford C.A., 1998 [70])
Mpumeyanua: TKC — miokokopTuKocTepomnsl; MMO — MukodeHonata Modetun; A3A — azatmonpun; MIA — MuKpockonuyeckuin noavanrumt; OUM —
06bl4HasA MHTEpCTMLManbHan NHeBMoHuA; HCUM — Hecneundumyeckasn MHTepcTULManbHas nHeBMoHUs; MI0 — aHTuTeNa K Muenonepokcuaase, U3J1 -

WHTEpCTULManbHoe 3ab0neBaHue Nerkux.

Cneuuduyeckoe TecTUpoBaHue

AHTMHeﬁTpO¢MﬂbeIe yuronnasMatndyecKkue aHTurtesa

ANCA 6bu1 BriepBble 0OHapy>KeHbI 1 onticaHbl D.J.
Davies et al. [10] B Hagane 1980-x IT. IO XapaKTepHO
KapTuHe 1uddOy3HOro UMMYHOMIIOOPECIICHTHOTO OKpa-
MMBaHUs (GUKCUPOBAHHBIX 3TAHOJIOM HEUTPODUIOB
y MauMeHToB ¢ TiaoMepyoHedputom u I'TIA. [TpumepHo
B 2TO Xe BpeMsl y naiueHToB ¢ MITA 1 ciaboMMMyHHBIM
rIoMepyJioHe(pUTOM ObLIIa ONMCaHa KapTUHA TIepu-
HYKJICApPHOTO MMMYHOMIIOOPECIIEHTHOTO OKpaIllBa-
HUS GUKCUPOBAHHBIX 3TaHOIOM HeiTpodumios [10].

B Hacrosiiiee Bpemst onucaHbl 3 KOHKPETHbBIE MOMIETU
Henpamoil ummynogparoopecyenyuu (indirect immuno-
Auorescent — 11F): yumonaazmamuueckas (c-ANCA)
(puc. 5A), nepunyxaeapras (p-ANCA) (puc. 5b) u amu-
nuynas (a-ANCA). Auturena c-ANCA B miepByio oue-
pellb, HO He UCKITIOYMTENIbHO HarpaBieHbl TpotuB PR3
(B a3ypodUIbHBIX TpaHyIax), B TO BpeMs Kak p-ANCA
yarie Bcero HampasieHbl mpotuB MITO (Takke B a3y-
poUIBHBIX TPaHyJiax), HO C TOPa3no OoJiee MMUPOKOU
TPYMIION MOTEHINATBHBIX BHYTPUKIETOUHBIX MUIIIE-
Heit. TectupoBanue Ha PR3 u MITO metomom ummyHo-
gepmenmuoeo anaruza (MDA) IBISICTCI KOMMEPUECKH

Puc. 5. 06pasubl HenpAMo-
ro MMMYHOQNIOOpeCLeHTHO-
ro okpawusaHua: A — anA
c-ANCA; b - ona p-ANCA

Npumeyanune: ANCA — aHTu-
HeMTpoQUNbHbIE LUTONNa3Ma-
Tnyeckve aHtuTena; c-ANCA —
uuTonnasMaTuyeckan Mogenb
HenpAMoN MMMyHodoopec-
ueHuum; p-ANCA — nepuny-
KneapHaA Mofeflb HenpAMon
MMMYHO(MIOOpECLIEHLNN.
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TOCTYITHBIM M MMEET BaxKHOE KIIMHUYECKOe 3HAYCHHUE.
DT aHTUTEIa TECHO CBSI3aHBI C BACKYJIMTOM MaJIbIX CO-
cynoB nerkux, I'TIA, DI'TIA u MITA. Bee 1. H. ANCA-
aCCOIMMPOBAHHBIC BACKYJIMTHI MaJIBbIX COCYIOB ITOpa-
JKaIOT Majble COCYIBI M XapaKTEePU3YIOTCS pa3BUTHEM
CI1a00OMMMYHHOTO, CEPITIOBUIHOTO M 0YaroBOTO HEKPO-
THYECKOTO TIIoMepyIoHedpuTa. OTHAKO, XOTS TOJTOXKM-
TenbHBIN pe3yabraT MDA Ha ANCA gaBisieTcs pacIipo-
CTpPaHEHHBIM TIPH 3TUX 3a00JICBAaHUSX, OH OIIPEIEIISICTCS
HE BCerna.

JunarHoctrndeckas moib3a TectupoBanust Ha ANCA
3aBUCUT OT €r0 YYBCTBUTEIBHOCTH, CIIEIIMMDUIHOCTHA
U TIOJIOKUTEIbHOM ITPOTHOCTUYECKOM IIEHHOCTH T10 OT-
HOIIICHMIO K pa3HbIM TUIIAM BaCKYJIMTOB: NCCICIOBAHNE
¢c-ANCA (umu antu-PR3) 6osee nHDOpMATUBHO 1715
muarHoctuku ['TIA, a p-ANCA (i antu-MI10) — mrs
MIIA u OT'TIA. Ilpu ncnons3oBaHuM 63 pazdbopa mo-
JIOXKUTEIbHAS IPOTHOCTUYECKAs IICHHOCTh TeCTUPOBa-
HUS pe3Ko cHKaeTcs. L.A. Mandl et al. oxa3anm, 4To
MPOTHOCTUYECKAS IIEHHOCTD TecTupoBaHus Ha ANCA
MOKET OBITh YBeJIMUYCHA 0¢3 CHIKCHUS NX TyBCTBUTEIIb-
HOCTH TIPH €TO0 ITPOBEICHUH B COOTBETCTBUY C KIIMHUYC-
CKMMM peKoMeHaauusamMu [64]. BolbIIMHCTBO LEHTPOB
B KauecTBe MepBOHAYAILHOTO CKPMHUHTA JIUISI OTIpe/ie-
nennst ANCA ucnionbssytot i I1F, nimm MDA-ananu3
Ha PR3 1 MIIO 1o otnensHOCTH. B TO Xe BpeMs co-
yetanue tectupoBanust Ha ANCA metonom IIF u DA
MaKCUMU3HUPYET UX YYBCTBUTEIBHOCTD [64—68].

Anann3 Ha c-ANCA xapaKTepu3yeTcs BBICOKOI
YYBCTBUTEIBHOCTBIO (90—95%) 1pu aKTHBHOM CHCTEM-
HoMm I'TIA, HeCKOIbKO MEHbIIENH YYBCTBUTEIbHOCThIO
(65—85%) — nipu I'TIA, orpaHMYEHHOM OJHUM OPIaHOM,
u emne MeHbineir — s I'TIA B craguu pemuccun [69].
Creuuduunocts coctapisieT ~ 90%. B kiimHUYeCcKUX
CUTYalLIMSIX C OYCHB BBICOKOI BEPOSITHOCTBIO HATMUMS
3a00JICBaHUS 10 MCCIICIOBAHMS TTOJOKUTEIBHBINA pe-
3yabTaT Ha c-ANCA / antu-PR3 uMmeeT nocratouHyio
MIPOTHOCTUYECKYIO IIEHHOCTDH W TTO3BOJISICT 000UTHCH
6e3 ouoricuu [70]. C npyroii croponst, p-ANCA 1 aHTH-
MIIO He 061amaI0T JOCTATOYHON YYBCTBUTEILHOCTHIO
¥ KOCBEHHO yKa3biBaroT Ha Hamuue DI'TIA, MITA unn
cnaboummyHHoro BIIT'H, mockonabKy oHU Tak:Ke MOTYT
OBITH HAWICHBI IIPU PEBMATOMIHOM apTPUTE, CHHIPOME
I'yamacuepa, ayToMMMYHHOM TeTIaTUTE, BOCIIATATEIIb-
HBIX 3200JIeBaHUSIX KUIIICYHUKA U PSIIC IPYTUX KIMHU -
YECKMX COCTOSTHUI [67].

3HauYnTEeIbHOC BHUMAaHUE OBLJIO COCPEIOTOYCHO
Ha pont ANCA B olleHKe aKTUBHOCTU 3a00JIeBaHUS,
B YaCTHOCTHU Ha 3HAYCHMH ITOBBIIIIEHHBIX TUTPOB ANCA
B IIporHo3upoBaHuu peuuauba [71]. K coxaneHuro,
YeTKas CBSI3b MEXKIy TUTPAMU aHTUTEII U aKTUBHOCTBIO
3a00JieBaHMS HE BBISIBJICHA. B TIpoCIIeKTUBHOM WH-
TepBCHIIMOHHOM MCCJICA0BAHUM OBIIO ITOKAa3aHO, YTO
yMeHblIeHre TUTpoB ANCA He IPOTrHO3UPYET JTNTEITb-
HOCTb PEMUCCHUH, a UX YBEJIMICHUE HE IIPOTHO3ZUPYET
peLIMINB BaCKyJIUTa. YBEIMICHUE TUTPOB OBLIIO CBSI3a-
HO C peLuAMBOM TOJIBKO Y 40% IallMeHTOB B TEYCHME
12-mecstaHoro Tiepuona. [ToaTtoMy u3MeHeHME Teparn
y 601bHBIX AAB MOKHO OCHOBBIBAThCSI HA KJIMHUYE-

CKHMX TTOKA3aTeJISIX aKTUBHOCTHU 0OJIE3HU, HE3aBUCUMO
ot TuTpoB ANCA [69].

CoracHo 6oJree paHHUM PEKOMEHIALIMSIM, BCEM TTa-
IIMEHTaM ¢ TIOJ03peHNEeM Ha BacKyJIUT (IIPU COOTBET-
CTBYIOIINX KIIMHUYECKUX TTOKA3aHMSIX) CHaYaJIa JOJDKHBI
ObITh BIoTHEeHBI TecThl Ha ANCA metonom IIF, a 3a-
TEM BCe MOJIOXKUTEIbHBIEC 00Pa3IIbl JOJLKHBI OBITh IIPO-
TecTupoBaHbl HA aHTU-PR3 n MITO-criennduyHoCTh
[72]. TIpu 3TOM, COTTIACHO COBpEMEHHBIM CTaHIApTaM,
tectrupoBaHre Ha ANCA HeoOX0IMMO BBITIOTHSTh B aK-
KPEIUTOBAaHHBIX JTa00PaTOPUSIX, KOTOPHIC YIACTBYIOT
B IIporpaMMax BHEIITHETO KOHTPOJIST KauecTBa U IIpO-
XOIST PETYJISIPHBIN ayIuT PYKOBOICTBA M IIEPCOHAIA,
Y4YaCTBYIOIIETO B MPOBeIeHNU MccaenoBanuii [73]. Kpo-
Me Toro, cienyet ornpeneiaatb ANCA UMeHHO METOI0M
DA, B TO Bpemsa kak npuMmeHenue IIF omnpaBmano
TOJIBKO B CJIyJ9ac OTPHUIIATEIbHBIX WJIM COMHUTEIBHBIX
pe3yIbTaTOB y IMAIIMEHTOB C IMomo3peHrueM Ha AAB
[74]. Cnenyet TakKe TIpU3HATH, YTO OTCYTCTBUE TTOJIO-
KUTEJIBHOTO TeCTa He MCKIII0YAeT TMAarHO3 BaCKYJINTA.
JeiicTBUTENILHO, B TO BpeMs Kak nmoHsaThe «ANCA-
aCCOLIMMPOBAHHBIC» OTHOCHUTCS K OTIPEIeICHHOI KaTe-
TOPUM TALIMEHTOB C BACKYJIUTAMU B 1I€JIOM M OTpaxkaeT
oIpenesIeHHBIC TTATOTeHETUICCKIEe MEXaHU3MbI Pa3BH-
THS 3a00J1€BaHMs1, Y OTAEAbHbBIX TALIMEHTOB ¢ AAB BroJ-
HE BO3MOXKHBI OTpUIIATeIbHBIC pe3yabTaThl o ANCA
(mmu antu-PR3/MII0).

LOpyrue nabopaTopHblie uccnegoBaHus

s nckmoueHnsT MHDEKIUU TOJKEH ITPOBOIUTHCS
ITOCEB KYJIbTYPHI KPOBU 1 ITPOO M3 IPYTUX MOTCHIINAIb-
HO MOpPaXXeHHBIX OPTaHOB (€CJIM MOJIYIEeHBI 00pa3IIbl
TKaHM). PyTuHHBIE TabopaTOpHBIC aHAIW3bBI (KIIMHU-
YECKUU aHAJIU3 KPOBU, OMOXMMUICCKUIT aHAIN3 KPOBH,
B T. 4. OIIpeaeIicHNe MOYCBUHBI I KpeaTUHWHA KPOBH,
(GyHKIIMOHAIBHBIC TIPOOBI TICYCHM) TaKKE TOJKHBI
OBITh MPOBEICHBI, XOTSI UX PE3YIbTaThl OOBITIHO HO-
caT Hecnrenuduueckuit xapakrep. [ToBbIIIeHHAsT CKO-
POCTbH OCEeIaHUSI IPUTPOILIMTOB U MOBHIIICHUE YPOBHS
C-peakTUBHOTO OeJIKa YaCTO BBISIBIISIIOTCS, HO HE MMEIOT
JMIOCTATOYHOM CTICIM(MDUIHOCTH.

OO01mmMit aHaIM3 MOYM C MUKPOCKOTIMEH TOJDKEH OBITH
BBITIOJTHEH Ha CBEXKMX 00pa3Iiiax y BCeX MallMeHTOB, TaK
KaK IMPOTCUHYPHUSI 1 MUKPOCKOIIMYECKasT TeMaTypUs
SIBJISIIOTCSI YaCThIMM paHHUMU Haxoakamu npu ['TTA
u MITA. ¥ Bcex maiyeHToB ¢ JIETOYHbIM KPOBOTEUEHHU -
€M WJIN JIETOYHO-TIOUYEYHBIM CUHIPOMOM HOJIKHBI ObITh
uccienoBaHbl aHTuTena K ' BM. AHTHHYK/IeapHbIe aHTH-
TeJla ¥ peBMATOUIHBIN (haKTOp MOTYT OBITH TTOJIOXU-
TEJIbHBIMU IIPU CUCTEMHBIX BaCKYJIUTAX, XOTSI BHICOKHE
TUTPHI 3TUX ITOKa3aTesieit, 0cCOOCHHO P 0OHAPYKEHNHN
bosee cieIM(UIHBIX TSI OTIpeIeSICHHBIX 3a00/IeBaHIIA
COCIMHUTEIbHON TKaHU (HaIIpuMep, aHTUTeNa K IBY-
cnupanpHoit ITHK, SS-A/SS-B, antu-RNP, anaTn-
Scl-70, antu-SCL-70, aHTULIEHTpOMEPHbIE aHTUTEIA,
aHTHU-Jo-1) CBUIETEIBCTBYIOT B MOJIB3Y MX HATUUMS.
YpoBers nmmyHor100yaHA (Ig) E 1 KommaecTBo 1imp-
KYJIUPYIOIINX 303UHOMUIIOB TOJKHBI UCTIOTb30BAThCS
npu tnddepeHmanbHoi nuarnoctuke DITIA.
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PeHTreHonornyeckoe uccnegoBaHue rpyaHoi
KNneTKu

Pentrenorpacdust u KoMIbloTepHast ToMorpadus
BeIcOKOTO paspemeHust (KTBP) rpynHoit kineTku va-
CTO BBHISBJISTIOT MATOJIOTUYECKHUE M3MEHEHMS TaXe TP
OTCYTCTBUM CUMITOMOB, TaK KakK y > 80% malueHTOB
¢ I'TTA u BI'TIA nMeTcsT peHTIeHOJIOTUYeCK1e OT-
kioHeHUs. Crennduyeckue N3MEeHEHUs JIyqllle BCETO
onucansl 1151 I'TIA 1 BKJII0YaloT COJIMTapHbIE OKPYTJIbIe
TE€HU B JIerKuX (pHUC. 6) U CIIMBHBIE 04ark, 0COOEHHO
¢ KaButanusiMu (puc. 7), nuddy3HbIe 3aTeMHEHUS
10 TUITy «MaTOBOI0 CTeKJa» (puc. 8) (0COGEHHO Mpu
HAK), korcomunanuio (puc. 9, 10), atenexras, a Tak-
K€ CTeHO3 OPOHXOB (pHC. 11) 1 N3BI3BICHUS BEPXHUX
IBIXaTeNbHBIX IyTeit (puc. 12). [Ipu 1eToYHBIX BacKy-
JmTax muMdaneHomatus (puc. 13) oOBIIHO BeTpedaeTcs
penko, oHa OoJiee XxapaKTepHa I MH(PEKIIMOHHBIX
0o0JIe3He# 1 37T0KaYeCTBEHHBIX HOBOOOpa3oBaHuii [75].
V nauneHToB ¢ DI'TIA 06b1YHO HaOMIOAAIOTCS MH(PWITH-
TpaThl, TETePOTCHHBIC 3aTEMHEHUS TI0 TUILY «MaTOBOTO

CTeKJIa» WJIM KOHCOJIMIAINHN, a TAKKe MPU3HAKHU I1aTO-
JIOTUU OPOHXOB.

Dpyrve MeToabl BU3yanusauum

KTBP npuagaTounsix masyx Hoca (puc. 12) neMoH-
CTPUPYET IMATOJOTUYECKIE N3MEHEHHUS Y OOJIBIIMHCTBA
(70—90%) natmenTos ¢ I'TIA u DT TIA u moMoraer B BblI-
SIBIICHUM ACCTPYKLIMU WIN U3bSI3BICHUS Y IMAllICHTOB
¢ I'TIA. Bnexrpokapauorpacdus (DKI') u sxokapano-
rpadus (BxoKI') ciyXaT njsg onmpeneaecHus maTojIo-
ruu cepana. ITopaxenune cepana Bctpedyaercsa y 5—15%
nauveHToB ¢ I'TIA u 'y 30—-50% — ¢ BI'TIA, aBassich
OCHOBHOI MPUYMHOM CMEPTU MpPU ITUX 3a00IeBaHU-
sx. [1pu o6ciienoBaHUY MALIMEHTOB C JOKA3aHHBIM WU
npeanonaraeMbiM AAB nipu6eratot k DKI™ 1 OxoKT'.
HeobxonuMocTs TTpoBeieHUST JOTIOTHUTEIBHBIX PEHT-
T€HOJIOTMYECKUX MU (DYHKLIMOHATIbHBIX UCCIIENOBAHUI
OIIpeNeIsIeTCSI MHIWBHUIYATbHO, B 3aBUCUMOCTH OT KJTH-
HUYECKON CUTyallMy ¥ HAJIMYMS TIPU3HAKOB U CUMIITO-
moB (Hampumep, KTBP 6promuoit monoctu, KTBP

Puc. 6. Y3enku Npu rpaHynemarose C NoiMaHrnuToM: A — MHOrOYMCNIEHHblE 2-CTOp0HHMe, Pas3NIMYHOro pasmepa feroYHble y3esnku; pEHTFEHOFpa¢Mﬂ
B ﬂpHMOﬁ npoeKunu; b —MHorouncneHHble y3enku 6e3 06p330BaHVIH nonocTeu; KOMMblOTEPHanA TOMOFpa¢MH BbICOKOro paspelleHua B aKcuanbHom

NPoeKLnHK, nero4Hoe OKHo

9

Puc. 7. Monoct npu rpaHynemarose ¢ NoAMaHrMmToM: A — 2-CTOpOHHUE, Pa3HOro pa3Mepa JieroyHble NoNocTy; peHTreHorpadya B NpAMOi NPoeKumy;
B — MHOroUMCIIEHHbIE NONOCTU C Pa3NINYHOM TONLLMHOI CTEHOK, B HEKOTOPbIX NOMOCTAX COAEPHKUMOE, HO 6e3 YPOBHA HUAKOCTM; KOMMbIOTEPHAA TOMO-

rpa¢uﬂ BbICOKOIo paspeLleHua B aKcuarnbHom NpoeKLMHn, nnero4Hoe OKHO
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Puc. 8. [IuddysHble neroyHble 3aTeMHeHMA, 06yCOBNEHHbIE 1ero4YHbIM KpOBOTEUEHWEM, NPY rPaHYNEMaTo3e C NOSMAHrMUMTOM: A — MyNbTUQOKasbHbIe
2-CTOPOHHWME Y4aCTKM YNNOTHEHWUA NIErOYHOMN TKaHW; peHTreHorpaduma opraHoB B NPAMOIA NPOEKLMM; b — MynbTU(OKanbHbIe Y4acTKM Mo TUMY «MaToBoro
CTEKNa», aCCOLMMPOBAHHBIE C IMHEMHBIMU U PETUKYNAPHBIMA M3MEHEHUAMU; NepUbpOHXMabHas NoOKanu3aLmsa 3TUX YITIOTHEHWUI B BEPXHUX JONAX
C MHOTOYMCTIEHHBIMW BO3JYLUHbIMY HPOHXOrpaMMaMu (HaxofiKK, 06YCNOBAEHHbIE IEFOYHBIM KPOBOTEYEHWUEM, HO HECTIELIMPUYHBIE); KOMMbIOTEPHASA

TOMOFpadJVIH BbICOKOIo paspeLleHna B aKcuanbHom Nnpoexuunun, nero4Hoe oOKHO

(s

Puc. 9. KoHconmpaauua npu rpaHyneMarose ¢ NoNMaHrMUTOM: A — HECKOMBKO Y3/10BbIX M 0MyXoenofobHbIX 0611acTeid, a TaKe 04ary KoHConuaaLmm;
peHTreHorpadmsA B NPAMON NMPOeKLMM; b — y3eSKK 1 30HbI YNNIOTHEHWA, COTepHKaLLMe NpocBeTbl 6POHXOB (CMMMTOM BO3AYLLUHOM 6poHXorpaduu), 0bycroB-
NIEHHbIE KOHCOMMAALMEN NIErOYHOM TKaHM; HEKOTOPbIE MHGUALTPATLI — YYACTKM «MaTOBOMO CTEKMA», OKPYMEHHOMO 30HOM KOHCOMMAALMM (CUMITOM «06-
paTHOro 0604Kax, AEMOHCTPUPYIOLLMIA IerOYHbIA MHGAPKT); KOMMbloTepHas TOMOrpadusA BLICOKOro paspeLLeHms B aKCUasbHOM NPOEKLMM, IEr04HOE OKHO

1/WJIM MAaTHUTHO-pe30oHaHcHast Tomorpacdus (MPT) ro-
JIOBHOTO MO3Ta, UCCIIeJOBaHWE TTPOBOIMMOCTH HEPBOB).

BpoHxockonus

Bponxockomnuss B OCHOBHOM UCITOIb3YETCS TSI Ara-
THOCTUKHM 3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHUI, UH-
(dexuil, CTECHOTUUECKNX MJIN I3BEHHBIX TTOpakKeHUI
BEPXHUX IbIXaTSIbHBIX ITyTei MM OPOHXOB, JIESTOUHOMN
303WHOMDUINYT 1 aTbBeOJIIpHOTO KpoBoTeueHUsI. BAJI
CIIeMyeT OLICHUTD Ha IIPEeAMET HAJTNYMS aJIbBEOJIIPHOTO
KPOBOTEUCHUSI, 3aTeM OTIIPABUTH KYJIBTYPY IIJISI ITOCEeBa
(6akTepun, rpUOKM U MUKOOAKTEPHUI), HA IIUTOJIOTHIO
n quddepeHIInaNbHbINA TTOACYET KJIETOK. TpaHcOpoH-
XUaJbHast OMOIICHST MOXKET JaTh BaKHYIO MH(pOpPMALINIO,
KOTOpast TOMOTaeT UCKIIIOUNTh MH(MEKIINNA U HOBO-
obpaszoBanus. OqHaAKO JaHHAs MEeTOIMKa MajTonHMOp-

MaTHUBHA IJII TUaTHOCTUKMU Backyiurta. G.S. Hoffman
et al. TToKa3aIm, 9T0 TOJBKO 4 13 59 TpaHCOPOHXMATEHBIX
ouomncuii y 48 manmenTtoB ¢ ' TIA nMenn nnarHoctuye-
ckoe 3HaueHue [76]. A. Schnabel et al. 0GHAPYXWUIHU, YTO
TpaHCOpOHXUAaIbHasI OMOMNCUSI TOMOTJIa B AUATrHOCTUKE
I'TIA TonbpKko y 2 13 17 IManieHToB, B TO BpeMs KaK 0TO-
JIAPUHTOJIOTUYECKOE 00CIe0BaHUE U OMOTICUST KITUHU-
YECKM IMOPAXEHHBIX 00JIaCTelt BEpXHUX IbIXaTeIbHBIX
MyTel naau moje3Hyo nadopmanuio y 13 u3 19 mamm-
enroB c I'TIA [77].

[unarHocTuyeckas 6uoncus

XOTs MHOTIA C YBEPEHHOCTHIO MOKHO YCTAHOBUTD
JIMaTHO3 Oe3 B3ATHUSI OMOTICUU, JIJIST TOCTAHOBKY TOYHOTO
JIMarHo3a HeOOXOAMMO TIpOBeIeHNE TUAaTHOCTUYECKOMN
Ouoricuu TKaHel. buoncust KoxXu Uin BEepXHUX JIbIXa-
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Puc. 10. KoHconupaums npu rpadyneMarose C NoJIMaHr UMToM; MyﬂbTM¢0Kaﬂbele Y4aCTKKU KOHCoNnnaauumu, HanoMuHaloL e opraHn3yHoLLYyoCA NHeB-
MOHUI0; CUMINTOM BO3J1yLLIH017I 6p0Hx0rpa¢Mw B HEKOTOPbIX 3aTEMHEHUAX. HOMI’IbIOTepHaFI TOMOFpadJMFI BbICOKOIo pa3peLleHnA B aKcuanbHom npoexuunu,

JIero4yHoe OKHO

Puc. 11. TanGOGpOHXMaJ’IbeIE CTeHO3bl Npu rpaHyneMartose C noJIMaHrMuToM; HogynApHblie N LUPKYNAPHbIE YTONLWEHNA CTEHOK TPaxeu U rMaBHbIX
6p0HXOB. HOMI‘IbIOTepHaH TOMOFp3¢l/|ﬂ BbICOKOIo paspeLleHnna B aKcuanbHom NpoeKLuMn, MArKOTKaHHOe OKHO

TEJILHBIX ITyTel, KaK MpaBuiio, 6e30MacHa 1 MPOBOIUTCS
JIETKO, HO UMeeT MEHBIITYIO TUarHOCTUIECKYIO IEHHOCTh
10 CPAaBHEHUIO C OMOTICHEN MTOYKU MU XUPYPTUIECKO
ouomncueii gerkoro. G.S. Hoffman et al. nccnenoBaiu

82 OTKPBITBIX OMOTICHIA JIETKUX Y IMTAllMEHTOB C BACKYJIH-
TOM MAaJIbIX COCY0B, TMAarHOCTUYECKUE TTPU3HAKK ObLIA
Haiinensl y 90% [76]. IIpu aToM TpaHCOpOHXMAIbHAS
Ouoricust Jerkux nmoarsepxaaet auarHos I'TIA Tonbko
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Puc. 12. Vi3bA3BneHna BepxHUX AbixaTeNbHbIX NyTelt Npu rpaHynemarose BereHepa: A — 2-CTOpOHHee 3aTeMHeHWe BEepPXHEYEMIOCTHbIX Na3yX W KIUHO-
BMAHOW (OCHOBHOM) Na3yXu; HOCOBaA NeperopoKa NoIHOCTLIO PaspyLUeHa M GaKTUYeCKK He onpeAenAeTcA; KOMMbloTepHaA TOMOrpaguA NPUAATOUHBIX
nasyx B aKcWanbHoM NpoeKumu; b — Ta Xe KapTuHa, nepepopMaTpoBaHHan BO GPOHTaNLHOM NAOCKOCTH; B — TKaHM B HOCOMMOTKe C NpU3HaKaMu BoC-
naneHus, 0TCYTCTBME HOCOBOM NepPeropofKm; MarHUTHO-pe3oHaHcHas ToMorpadua (T1BU fs — T1 ¢ nogasneHneM upa)

Puc. 13. ﬂVIMdJaJJ,EHOFIaTVIH Npu rpaHyneMarose C NoIMaHr UToOM; Z-CTOPOHHEE yBenuyeHune nepuﬁpouxwanbublx 1 MeanacTUHamNbHbIX ﬂMMdJaTM‘-IECKMX
Y3/10B; Jlero4HbIe Y3esKU. KOMI'IbIOTE‘pHaFI TOMOI'pa¢VIF| BbICOKOr0 paspeLleHua ¢ BHyTpUBEHHbIM KOHTPaCcTUpoOBaHMEM

B 1/2 ciydaeB [78]. buorcust moykuy 4acTo IPOBOIUTCS rpaHyjieMaTO3HOE BOCHAaJIEHUEe WJIM HEKPO3 COCYIIOB,
IUTSI OTIPENIeICHUS TIPUIMHEBI OCTPOTO IJIOMEpYJIoHepr-  BCTpedaroTcs penko. OmHaKo Hammdue (hOKaIbHOTO CeT-
Ta. XapakKTepHbIe OCOOCHHOCTU BaCKYJIMTa, TaKMe KAK ~ MEHTapHOTO HEKPOTU3UPYIOIIETO IIIOMEpPYIoHe(puTa
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0e3 IMMYHHbBIX OTJIOXEHUI (C1a00-UMMYHHBII TJIIOMe-
pya0HEeMHPUT) TOKHO HABECTU HA MBIC]b O HAJTUYUU
CHCTEMHOro BackynuTa [76, 79—81].

BaxxHo moHMMAaTh, YTO MMATOJIOTNYECKUE IPU3HAKHI
BAaCKYJIMTa 4acTO IIepeceKaloTcs ¢ MpU3HAKaMU ApY-
IUX BOCIAJIUTENbHBIX 3a00eBaHuii. [IpuMepom MoryT
CIIYKUTb HEKPOTU3UPYIOIINEe NH(PEKIMOHHbIE IPaHy-
neMbl. KpoMe Toro, He Bce rMCTOJIOrMYECKIE OCOOEH-
HOCTHU BaCKYJIMTa MOI'YT IIPUCYTCTBOBATh 13-3a CPOKOB
MpOBeAeHUS OMOIICHU U / WM U3MEHEHUS TUCTOJI0-
TMYECKOM KapTUHBI BCAEACTBUE MIPEIILIECTBYIOIIETO
JIeUeHUsI, B YaCTHOCTU TJIIOKOKOPTUKOCTEPOUIaMU
(TKC). B cBs3u ¢ aTMM Tiepes Onoricreit TopakajabHO-
MY XMPYPTY, IIyJIbMOHOJIOTIY U TaTOMOP(OJIOry BaxKHO
MMeTh CKOOPAMHUPOBAHHBIN I1aH. [1J1s1 MOATBEPXK-
JEHUS KJIMHUYECKOIro AMarHo3a HeoOXoIMMO UMETh
00pa3sipbl, B T. 4. CBEXME TKAHU ISl KYJIbTYPbl M UIMMY -
HOGII00OpecLIeHINK (HaJIMYre XapaKTepHbIX 00pa31ioB
MMMYHOMJIIOOPECLUEHIIMM, TAKUX KaK ocaxaeHue IgA
npu nypnype Llenneiina—I'eHoxa, TMHETHOE Ocax/e-
nue IgG npu cungpome ['yamacuepa, U HeperyusipHble
OTJIOKEHUSI UMMYHOIJIOOYJIMHA M KOMIUIEMEHTA P
CKB MoryT mMeTh IMarHoCTUIeCKOe 3HAUeHNE), a TaK-
Ke 1151 (pukcanuu (popMalrHOM.

Cneuunduyeckue KNMHUYECKUE paccTPoOMCTBa

Bynyun crucreMHBIMU 3200JIeBAHUSIMU, ITPAKTUYECKI
BCe BaCKYJUTBI MOTYT TTopaxarh Jierkue. [latonornye-
CKUI TIpoliecc Bapbupyercs ot n1udy3HOTO ajJbBeo-
JIIPHOTO KPOBOM3JIMAHMS 10 BOCTIAJIEHUS TTADEHXUMBI,
TUIEBPAJIBHOTO BBITIOTA, COCYIUCTBIX AHEBPU3M U TPOM-
0OTUYECKUX U TPOMOO3IMOOINYECKUX OCIIOKHEHUA.
ITonHoe onMcaHue Kaxxaoro pacCTpOMCTBA U €ro Jie-
TOYHBIX MIPOSIBIICHU BBIXOAUT 3a paMKM 3TOM TJIaBbI.
Oco60ro BHUMaHUS 3aCIy>KUBAIOT NEPBUYHBIEC UINO-
TMaTUYeCKNe BaCKYIUTHI MaJIBIX COCY/IOB.

paHyneMaTo3 c NOINAHIUUTOM

I'TIA sgBisieTcsl caMbIM paclpOCTPaHEHHBIM M3
ANCA-acconnnpoBaHHBIX BAaCKYJIUTOB MaJbIX CO-
CYIOB, BO3HUKAET B JII0OOM BO3pacTe (B OCHOBHOM
ot 40 1o 60 j1eT) ¥ B paBHOI CTEMEHM ITOPaXKaeT JIMIL]
00oux moyioB. B maTomormyeckuii mporecc BOBIeKa-
JOTCSI KaK BepXHUE IbIXaTeJIbHBIC MyTU (HAIIpUMeEp,
XPOHUYECKU CUHYCUT W/WJIN OTUT, SI3BBI BEPXHUX IbI-
XaTEIbHBIX IyTeU U/WIN CTPYKTYPHBIC nehOopMallni,
TMOJCBSI30YHBIN YUIM SHIOOPOHXUATBHBIN CTEHO3), TaK
U HUXKHME (HanmpuMep, Kalllejib, 00JIb B TPYIHOM KJIeT-
Ke, OIIBIIIIKA, KPOBOXapKaHbe 1/MJIM TTaTOJJOTUMICCKIE
n3MeHeHud npu peHTtreHorpadun u KTBP opranos
TPYIHOM KJIETKHU), a TAKXKE TTOYKH (HAIIpUMeEp, TIIoMe-
pyiaonedpur) [35, 41, 76, 82, 98, 100, 102, 112, 124,
127, 230, 236—250] (taba. 3). Tem He MeHee OTHOBpE-
MEHHOE MOpaXkKeHNEe BEPXHUX, HIDKHUX AbIXaTeIbHBIX
MyTeU M IMOYEK He SIBIISIETCS 00s13aTeIbHBIM M OOIITM
MPOSIBIICHNEM OOJIE3HU.

XOTsI, BKOHEUHOM cueTe, 3a00JIeBaHNS TTOUEK Pa3BH-
Batorcst y 80—90% maLneHTOB, IIpyY [IEpBOM 00pallieHUK
K Bpauy 3Ta IMaToJIOrMsl BbIsIBIIsIeTCs LD B 40% ciydaeB

[76, 82, 83]. YacTo BcTpeyaroTCsl KOHCTUTYLIMOHATbHBIE
CHMIITOMBI, a TAaKXXe 00JI€3HN KOXM, I71a3, OTIOPHO-IBHU-
raTeJIbHOTO aIapaTta, TeprudepruIecKoil U IeHTPaTbHOMN
HepBHOI cucTteMsbl [41, 76, 82, 83]. PenrreHorpadus
OPraHOB I'PYIHON KIIETKM BBISIBIISICT TIATOJIOTHUIECKIE
U3MEHEHMS Y OOJIBIIMHCTBA MMAIleHTOB, TIPEXKIIE BCETO
aJIbBEOJISIPHBIC, CMEIIIAaHHBIC WX MHTCPCTUILINATBHBIC
3aTeMHeHus (puc. 8—10), a Takxke y3a0Bble (puc. 6)
WJIU TIOJIOCTHBIE 0Opa3oBaHus (puc. 7) |35, 36]. ITono-
xkutenbHble antuteaa c-ANCA BoisBIsiiorest B 90-95%
cJIyJaeB aKTMBHOTO CCTEMHOTO 3a00JI¢BaHUsI, 1 JIUIITh
B 60—65% ciy4aeB IpH JIETKUX KJIMHUYECKUX IIPOSIB-
neHusgx [84—87]. 'mcTonormueckoe 3akiaoueHue TIpu
XUPYPTUIECKON OMOTICUM JISTKOTO 3aBUCUT OT CTaauM
3a00J1eBaHUS U MPEALIECTBYIOIIErO JICUeHUSI KMMYHO-
CyIIpeccaHTaMM. XapaKTePHO MOPaKeHUE MAJIBIX U CPel-
HMX COCYIOB HEKPOTUICCKIM BaCKYJIMTOM C TpaHyJIeMa-
TO3HBIM BOCITAJICHEM M HEKPO30M ITapeHXNUMBI, 4aCTO
reorpacduaeckoii popmsal [88—92] (puc. 14A). I1aTomno-
TMIeCKME TIPOSIBIICHUS MOXKHO pa3IeInuTh Ha OCHOBHBIC
1 MaJible TUCToIornaeckue. OCHOBHBIC TIPU3HAKY BKITIO-
4aloT: 1) HeKPO3 MapeHXUMBI JISTKOTO MJIN B BUIC «I'€0-
rpau4eckoro HeKpo3a», Wil B BUIE HEUTPODUIbHBIX
MHUKPOAOCLECCOB; 2) BACKYJINT (4allle MaJIbIX U CPEIHUX
apTepuii, HO TAKKe BOBMOXKHO ITOpakeHIE BeH U KaITiI-
nsapoB) (puc. 14b u B); 3) rpanyiemMaTro3Hoe BocItajcHUe
(puc. 14T).

Xots Bocnajenue npu I'TIA, kak npaBuio, onu-
CBIBaeTCs KaK IpaHyJIeMaTO3HOE, 3a9aCTyI0 OHO HOCUT
CMEIIIaHHBIN XapaKTep W BKJIIOYaeT B ceOsT TpaHyJie-
MBI, TUTAHTCKHE KJICTKU, HEHTPODUIIBI, TUMQOIINTHI,
IJIa3MaTUICCKIE KIICTKH, TUCTUOLMTHI M 03MHOMDIITHL.
Marirple TUCTOJIOTMYECKIE KPUTEPUU BKIIIOYAIOT Opra-
Hu3yolyocs mHeBMoHuIo (70% ciyyaes), IAK (10%
cIyJaeB), 303MHOMDMINIO U OPOHXOIICHTPUYESCKUIA Ipa-
Hysnemato3 (1% ciydaes) [88, 93]. [1pu BeImONIHEHUN
OMoIICUY B HAYAIbHOM CTaINy 3a00JIeBaHMS XapaKTep-
HBIE KJIACCUYECKNE M3MEHEHUSI MOTYT OTCYTCTBOBATh.
VY maumeHTOoB, MOJyYaBIINX JICUCHUE, IBHBIC BOCIIA-
JINTENIbHbIC MHMUIBTPAThI YACTO HE 0OHAPYKUBAIOTCSI,
eIMHCTBECHHBIM HeCTIeIM(MUICCKUM IPU3HAKOM MOTYT
OBITBH PYOLIBI B apTEPUSIX 1/ WIM IbIXaTeIbHBIX ITyTSIX [94].
OTIMYUTENIBHOE, HO PEIKOE TUCTOIOTIECKOE ITPOSIBIIC-
HHE — U30JIMPOBAHHBIN KanuIsIpuT (puc. 3).

[1pu cBOeBpeMEHHOM U TIPaBUJILHOM JICYCHUN 3200~
JIEBaHMS 5-JIETHSISI BRLKMBAeMOCTb HabonaeTcs B 75%
ciaydaeB. OOBIYHO TIPEIITOJIAratoT, YTO AKTUBHEIN BacKy-
JIUT COTIPOBOKIACTCS BEICOKOM CMEPTHOCTBIO, XOTS OHA
MOXET HACTYIIUTh OT Pa3JIMYHBIX IIPUYNH, B T. 4. MH-
exkumit, 3M0KaYeCTBEHHBIX 32a00JI€BaHUI, TPOMOO3M-
6onmm, 00JIe3HEH cepalia, TOYeUHON HeTOCTaTOUHOCTH
1 TOKCUYECKUX peaKIInii Ha JIKapCTBEHHBIC TIPEITapaThl.
OCHOBHOM TIPUIMHON CMEpTH MMaleHTOB ¢ AAB sB-
JsieTcss MHGEKIMS, a He HEKOHTPOJIMPYEeMOe TeUCHHE
3a0o0eBaHus [95]. HebmaronpusiTHbIE MCXOIBI ACCOIIN-
POBaHEI C MPEKIIOHHBIM BO3PACTOM, TSDKEJIOM IMTOYeUHOM
HEIOCTaTOYHOCTHIO, TTIOPaXXeHUEM JIETKUX (0COOCHHO
aJIbBEOJIIPHBIM KPOBOTCUECHHUEM ), TTATOJIOTHEH cepaia
1 BBICOKMM ypoBHeM aHTHTe] K PR3 [96].
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Ta6bnuua 3. Knunnyeckme npossneqna ANCA-accoLmmpoBaHHbIX BacKyNWTOB

Knunuyeckue

rMA rnA MMNA
nposBneHus
CucTeMHble BcTpeuatotcs yacto. YromnAeMocTb, BcTpeuatotes yacTo. BcTpeyatotcs oueHb yacTo.
UyBCTBO AMCKOMOPTA, IUXOpagKa MoTeps Beca, yToMNAEMOCTb, 06b14HO MpefLLecTBYlOT 3ab0eBaHNI0
¥ noTepA Beca JIMXOpaiKa, MUanrum 1 apTpanrum MoYeK Ha HECKOJbKO MecALeB
JlerouHble 70-95% nauueHToB MMeloT pecnivpa- | BpoHxuanbHas acTMa y 6onbLUMHCTBA OnddysHoe anbBeonApHoe KPOBOM3-
TOPHbIE CUMMTOMbI UNIM PEHTTEHONOMM- | MauMeHToB. [eTeporeHHble MHGUALTpa- | nuaHue y 10-30% nauueHToB
YecKme NaToNorMyeckre U3MeHeHWA. | Thbl IEFKWX Ha PEHTreHorpaMMe
TpaxeobpoHxu1anbHan v 3HA06POH- y > 70% nauueHToB
xuanbHas natonorua y 10-50%
naLmneHToB
MoyeyHble 50-90% naumenToB 20-50% naumeHToB BINIH y 6onblumnHCTBa NaLyeHToB

Co CTOpOHbI BEPXHUX
JbIXaTenbHbIX nyTei

70-95% nauwmenToB. MoBpeaeHna
DECTPYKTUBHbIE UMW A3BEHHbIE

CuHycuT, nonmnos u/vnm punut y 70%
naumneHToB. 06bI4HO HeleCTPYKTUBHbIE

5-30% naumeHToB ¢ 3aboneBaHMAMM
OKOMIOHOCOBbIX Ma3yX

KoCTHO-MblLLEYHbIE

ApTpanrum, CUHOBUT M MUanTUn
y < 80% nauueHToB.

Aptpanrum v Muanrum y < 50%
naLmeHToB

Aptpanrum v Muanrum y 50%
naLmeHToB

TPYLHOW KNEeTKM

WK CMeLLiaHHble 3aTEMHEHMA, YacTo
C y3e/IKaMm1 U/Mn NonocTHLIMU 06-
pa3oBaHMAMMU

nyTew (yToniieHme 6poHXManbHbIX
CTEHOK, TUNepUHGNALMA)

[nasHble 25-60% naumeHToB. 3abonesaHus, < 5% naumeHToB [o 30% nauueHToB. ABHBIX KNWHKYE-
yrpoxatoLue notepen 3peHus, CKMX MPOABJIEHNI MOXKET He bbiTh
BK/1I0YasA YBEUT, A3BbI
CepaeyHble 5-25% naumenToB. HapyweHnus npo- | OcHOBHaA NpUYMHA CMEPTHOCTH 10-20% nauueHToB. 3acToiiHanA
BOAMMOCTM UK [pYrie 3/1eKTpo- y 30-50% nauueHToB. HapywueHua cepaeyHan HeoCTaTO4HOCTb
Kapamorpaduyeckue OTKNOHEHUS, NPOBOAMMOCTY UM Jpyrue 3NeKTpo- Y NepUKapauT.
CUCTONMYECKanA UM OMACcTONMYECKan | Kapamorpaduyeckue OTKIOHEHUS,
AVCOYHKLMM, NEpPUKApPAMT, BaCKYIUT | CUCTONIMYECKan UM OuacTonnyeckan
KOpPOHapHBIX apTepui AVCOYHKLMM, NepUKapAMT UK BacKy-
JIUT KOPOHapHbIX apTepui
HenynoyHo- < 10% nauwmeHToB OcHoBHas npuynHa 3abonesaeMocTy 35-55% nauwuenTos. Mpu3Hakm, cxo-
KWLLEYHbIe 1 cMepTHocTH y 30-50% naumeHTos. ¥KME C Y3eJIKOBbIM MONUaPTEPUMTOM.
KpoBousnusHue, 60b B MBOTE, UH- Bonb, KpoBoTeUEHMe U UweMms. Ped-
GapKT unu nepdopauma BHYTPEHHUX KO — BUCLIepaibHbIe aHEBPU3MbI
opraHoB
KoxHble Bnnotb o 60% nauueHTos. lypnypa, y3enku, nanynbl, nenKo- Mypnypa y 35-60% naumeHToB
Manbnupyemas nypnypa, A3Bbl, y3eJKW | LUTOKNACTUYECKMIA BaCKYUT C 30-
WNU Ny3bIpbKM 3uHopunamu unm 6e3 Hux y 50-70%
naLmneHToB
HeBsponoruyeckue BoBneueHue LeHTpanbHoM 1 nepude- | MHOMECTBEHHbIA MOHOHEBPUT MHOeCTBEHHbI MOHOHEBPUT
PUYECKON HEPBHOW CUCTEMBI y 50-75% naumeHToB. BoBneyeHune y 10-50% naumenToB
LLeHTpanbHOW HePBHOM CUCTEMBI
y 5-40% 6onbHbIX
PeHTreHonornyeckoe | OTKnoHeHws y > 80% nawmeHToB. 3ateMHeHua y > 70% naumeHToB. 3atemHenus y 10-30% nawmeHToB.
uccnefoBaHue AnbBeonsApHble, MHTEPCTULMANbHbIE Yacro 3aboneBaHuA AbixaTesbHbIX MneBpanbHbIv BeINOT y 5-20%

60MbHbIX

ANCA

ANCA (+) y > 90% naumeHnToB

1 c-ANCA / aHtn-PR3 UOA (+) y > 85%
60NbHbIX MPY reHepan30BaHHOM
aKTUBHOM 3ab0/eBaHNK

ANCA (+) y 30-70% nauwueHToB,
p-ANCA / aHT-MIMO (+) y 6onbLUMHCTBa

ANCA (+) y 50-75% nauwueHToB,
p-ANCA / aHTv-MIO (+)
y 60nbLUMHCTBY

MpuMeyanmne: ANCA — aHTUHeATPODMIbHBIE LIMTONNA3MaTUYECKUE aHTUTENa; aHTU-MI0 — aHTUTena K Muenonepokcuaase; aHTM-PR3 — aHTUTENa K NpoTenHase-3;
3IMA — 3031MHOGMABHBIN rpaHynemMaTos ¢ nonuaHrumtoM; UOA — uMMyHodepMeHTHBIN aHanus; IIA — rpaHyneMatos ¢ nonmaHrumToM; MIA — MUKpocKonuYecKui
nonuanrumt; BMIH - 6biCTpo NporpeccupyioLwmi moMepynoHedpuT.

B 2022 r. ony0iMKOBaHBI COBMECTHBIE KPUTEPUU
I'TIA, pazpaboTaHHble AMEPUKAHCKUM KOJUIEIXKEM PeB-
marojorun (American College of Rheumatology — ACR)
1 EBponeiickuM ajibstHCOM PEBMATOJIOTUUECKUX acCo-
muauwmii (European Alliance of Associations for Rheumato-

logy — EULAR) [97] (Tabm. 4), KOTOpBIE TIPEAITOIaraloT
OILICHKY B 0ajuiax M IpeaHa3HadYeHbI IIST KiIacCupu-
KallMy KJIMHUYECKUX MPOSIBJEHUN KaK OTHOCSIIIIUXCS
K ['TIA B cityyasix, B KOTOPbIX AMAarHO3 BAaCKYJIUTA MEJKUX
U CpEeIHUX apTepruii COMHEHUI HE BbI3bIBAET.
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Puc. 14. [paHyneMatos ¢ nonuaHrumuToM: A — HeperynspHble o4epTaHuA reorpadMyeckoro HeKpo3a, XxapakTepHble ANA HeKpo3a NapeHXUMbl, BbIABAEMOr0
MpU rpaHynemMatose ¢ NouaHrMuToM; b — BUL C HU3KMM paspeLueHneM pa3BeTBAEHNUA cocyra (MYHKTUPHaA IMHUA), AEMOHCTPUPYIOLLMIA HEKpOTUYe-
CKWI BacKynuT; B — BUA € BbICOKMM paspeLLeHreM Toro e cocyaa; 6a30punbHOI HEeKPO3, COMPOBOMKAAIOLLMIACA XPOHUYECKUM BOCMANIEHUEM, U CMYTHO
BUIMMble rpaHyneMbl (BHU3Y cnpasa); I — rpaHyneMato3Hoe BocnaneHue, BKIOYAIOLLEe TMraHTCKUe KNETKU (CTPENKM) afBEHTULMM NIEFOYHON apTepuu.
OKpacKa reMaToKCUIIMHOM 1 303UHOM

Tabnuua 4. KnaccudurkaumoHHble KpuTtepum rpaHyneMarosa ¢ nonvavrumtom (ACR/EULAR, 2022 [971)

Knunuyeckue kputepun Bannbi
lMopaeHwe Hoca: KPOBAHMCTOE OTAENAEMOE, A3Bbl, KOPOUKM, 3a0FKEHHOCTb, HapYLLEHWE HOCOBOTO AblXaHWA, fedeKT unv nepdopaums +3
HOCOBOV NeperopoaKu
lMoparkeHue XALLEBON TKaHM: BOCMasneHMe XPALLIEH yXa UM Hoca, OCUNIOCTb Fooca MK CTPUAOP, SHA0BPOHXMANbHOE NopasKeHue, 2

dopMupoBaHme cefi10BUaHON fedopMaLMm CIMHKM Hoca

KoHOyKTWBHaA MW HelipoceHCopHas TyroyXocTb +1

Na6opaTopHbie, MHCTpPYMeHTaNbHble U MOppONOrUYECKUE KPpUTEPUU

MonoxutensHbli pesynbrat Ha c-ANCA nnm PR3-ANCA +5
Y3enKku, 06beMHble 06pa3oBaHKA UM MONOCTY B NIEFKWX NpU BU3Yyanu3aumm +2
[paHyneMbl, BHECOCYAMCTOE FpaHyfieMaTo3HOe BOCMANIEHNE UM FUraHTCKME KNETKM Npy MopdonoruyeckoM uccnefoBaHum buontata +2
BocnaneHue, KoHCONMAALMA UM BLINOT B NPUAATOYHBIX Ma3yxax Hoca IM60 NPU3HaKK MacTomauTa Npy BU3yanu3aLmm +1
ManovMMyHHbIV rmoMepynoHegpyUT Mo pe3ynsTataM BUONCUM NOYKU +1
MonowuTenbHbIN pesynbrat aHanuaa Ha p-ANCA nnu MIM0-ANCA -1
Yucno 303uHodMII0B B Nepudepudeckoi kposu = 1 x 10°/n -4

lpvMeyaHme: pesynbtat = 5 6annos No3BonAET KnaccuULMpoOBaTL 3aboneBaHMe KaK rpaHyneMaTtos ¢ NoMaHrMUTOM, eC/M Y NaLMeHTa AMarHoCTUPOBaH BacKynuT Mefi-
KWX W CPEIHUX COCY[I0B, a TaKHKe UCKIIOYEHbI aNbTepHaTUBHbIE 3ab01EBaHMA, KOTOPbIE MOTYT UMUTUPOBATH BackynuT; ACR — AMepyKaHCKMIA KonnefsK peBMaTonorum
(American College of Rheumatology); EULAR — EBponeiickuii anbsHC peBMaTonornyeckux accoumauuii (European Alliance of Associations for Rheumatology); ANCA —
aHTUHENTPOPUIIbHBIE LMTONa3MaTUYeckue aHTuTena; MO — Muenonepokcnpaasa; PR3 — npotenHasa-3; c-ANCA — uutonnasmatiyeckas Mofiesib HenpAMON MMMYHO-
¢nioopecuieHumm; p-ANCA — nepuHyKneapHas Mofieslb HEMpPAMO MMMYHO(NIOPECLIEHLIMU.
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903MHOPUNBHBIW FPaHYNIEMaTO3 C NOJIMAHTUUTOM

OI'TIA aBnsercsa cneunduaeckum ANCA-accomm-
MPOBAaHHBIM BACKYJIUTOM MaJIbIX COCYIOB, KOTOPHIM
kimHudeckn otimyaercs ot ['TIA u MIITA, B riepByio
ouepenb, HaauuueM BA mpakTUyecku y Bcex Iaiu-
€HTOB, 00Jiee YAaCTHIM ITOpaxKeHUEM cepilia u doiee
peIKUM MopaxeHueM Imodek (Tadi. 3). 3aboneBamT
B3POCJIBIC BCEX BO3PAaCTOB 1 0OOUX IOJIOB B paBHOI
crerieHu. Ero mposiBIieHHs 4aCcTO MMEIOT CXOICTBO C 30-
3UHO(DUIBHBIMY 3a00JICBAHUSIMU JICTKUX (MIUOIIATH -
yecKast XpoHUUecKass 303MHOMMIbHAS ITHEBMOHUS,
aJJIepTUIecKre OPOHXOJIETOYHbIE MUKO3bI, PEaKIIUuN
Ha JICKapCTBEHHBIE TIpeTiapaThl, TUTIIEPI03NHOPIITE-
HBI CMHAPOM, MMapa3uTapHas MHBa3Us, aJieprude-
cKue 3a00JieBaHMs) U TSKEIO0M HEKOHTPOJIUPYEeMOM
oponxmnanbHoOi actMmoit (BA). DI'TIA xapakTepusyeTcs
Tpuamoit cuHApoMoB: 1) BA; 2) runepao3unodunus; 3)
HEKPOTMIECKUI BaCKYJIUT. B K1accmyeckom BapuaHTe
teuenue DI TIA moxHO pas3menuth Ha 3 (a3bl. [Tepso-
HaAvaJbHO TOSIBIISIFOTCS aTOTIHS / PUHUT / CUHYCHUT /
BA, 3aTeM s03MHO(pMINS U, HaKOHell, BacKyauT. Cie-
IyeT TOMHUTB, 9YTO 3TU (Pa3bl HE 00S13aTEIBHO IIPO-
TEKAIOT MOCJIeN0BaTEIbHO, U BA MOXeT MOsIBISITbCS
JIaxe Io3Xe BacKyiauTa. BA Bo Bcex clydasix SIBJISICT-
cs1 HeKoHTponupyemoit. Xotsa npu DI'TIA BA moxeTt
OBITH JIFOOOI CTETICHH TSKECTH U TTPOIOJKUTEIBHOCTH,
y MalMeHTOB ¢ pa3BUTHEM 3abojieBaHud 3a 7—10 ner
0 TMaTHOCTUKM BACKYJIMTA Yallle BCTPEUACTCS TSKE-
nas (tpedyroiuas repanuu I'KC) BA [96]. Co cTopoHbI
BEPXHUX IBIXaTCIbHBIX IMyTE OOBITHO HAOIIOIAOTCS
XPOHUYCCKUU PUHUT U CUHYCHUT (C ITOJIMIIO30M HOCA
nn 6e3 Hero), Kak IMpaBmiIo, 6e3 KaKnuX-I1100 JeCTPpyK-
TUBHBIX U3MEHEeHUI, cBsA3aHHBIX C ['TIA.

WMumK-nmarHocTKa TpyIHON KJIIETKU BBISIBIISICT
MAaTOJIOTUYECKNE U3MEHEHNS y > 2/3 nanueHToB [98].
Yame Bcero Ha KTBP opraHoB rpyaHoil KJIeTKM Ha-
OJIFOMAFOTCS TIPEXOMSIIINEC, YMEHBIIAIOIINECS C TCUCHU-
€M BpEeMCEHU MapeHXMMAaTO3HbIC 3aTeMHEHUS (IT0 TUITY
«MaTOBOTO CTeKJIa» M KOHCOIUanm) (puc. 15) u pexe

y3eaku. Beimmorel MoryT Haomonarecs B 10% cirydaes.
B otiimume ot I'TTA 1 MITA, nerouHoe KpoBOU3IUSIHUE
n rnoMepyinoHedput nipu DI'TIA BcTpedatoTcs Kpaii-
He peako [98—102]. IMaromorust cepana (HapyIIeHUs
MIPOBOAUMOCTH, CUCTOIMYECKAS WJIM TUACTOTNICCKAS
TUCHYHKIIMT, BHYTPUIIOJIOCTHOM TPOMO, TIEpUKAPINT)
MW XKeTyOIOYHO-KUIIIeUHbIe 3a0oieBaHus (nepdopa-
LIMSI, UIIEMUSI, KPOBOTEUEHME) SIBJISIIOTCSI U3BECTHBIMU
" cepbe3HbIMU ocJToKHEHUSIMU. AN CA TT0JI0KNUTETbHbI
B okososimepHoM pucyHke IIF (p-ANCA) B 30—70%
ciIy4JaeB, 203MHOMWINS ITeprudepraeckoit KpoBu (adbco-
JIFOTHOE YMCI10 303nHOMWIOB > 1 500 KIIeTOK/MKIT) Ha-
OronaeTcs MpakTUYEeCKM Ha BCeX aTarax 3a001eBaHusl.

HenaBHo ObLIO BHISIBJIEHO, UTO TTauueHTH ¢ DT TIA
MOAPAa3AeIsioTCsl Ha OBa KJIMHUYECKUX (DeHOTHUIIA.
OnHa moATpymIia XapakTepu3yeTcst 00IbIIeit YacToToM
HEBPOJIOTUYECKUX paCCTPOICTB, 3a00JIeBAaHNI ITOYEK,
JKeJIYIOYHO-KMIIIEYHOTO TPAKTa U IMOpaXKeHUEeM KOXU;
MarMeHTHl TOM NmoArpynnel yaie aBisgoTcs ANCA
i MITO-mooXuTeIbHBIMU (T. €. UMeeT PU3HAKH,
xapakrepHble 11 'TIA u MITA). dpyras moarpyrma
MaleHTOB UMeeT O0IIKe MPU3HAKU C TUIIEPIO3UHO-
(bUIBbHBIM CUHIPOMOM, & UMEHHO CepIeYHbIe IIPOSIB-
JIEHUsI, MUTPUPYIOIIME 3aTEMHEHUS JIeTKUX (3031MHO-
¢unpHas mueBMoHUs ) 1 ANCA-HeratuBHbIl / MPO-
HETaTUBHBIN cepoyiorndeckuii mpoduab [102—104]
(puc. 16) utepecHo otMeTUTh, uto TUTPp ANCA, Tak
JKe KaK ¥ ypoBHU 303nHOo(GMII0B, C-peakKTUBHOTO OenKa
n COD, cnabo KoppeaupyeT ¢ akTUBHOCTBIO DI'TIA
M OTBETOM Ha Tepaluio; epeyrcaeHHbIe IT0Ka3aTeln
HE MOTYT OBITh PEKOMEH/IOBAHbI B KAUECTBE HAIECXK-
HbIX MUHCTPYMEHTOB /IS IPUHSTUS T€pareBTUYECKUX
pemenuii [105—108].

Mopdomaornuecku y mauueHToB ¢ DI'TIA ompene-
JIIeTCsl KaK HEKPOTUYECKUI BACKYJIUT MaJIbIX COCYIOB,
Tak ¥ OOraThlii 303MHOMUIAMU KJIETOUHBII MHPUIIb-
tpat [109, 110]. IuarHoctuaeckue npusHaku DI TIA,
ompeeisieMble 110 OMOIICUHU JIEFKOT0, BKIIIOYAIOT 2031~
HOGWIbHYIO THEBMOHUIO, HEKPOTUYECKUIT BACKYJIUT

Puc. 15. 303MHOQUNBHBIN rpaHyneMaTtos ¢ NoUaHrMUToM: A — MynsTUdOKanbHOE CHUKEHWE NPO3PaYHOCTY IEr04HOM TKaHM Ha GOHe NIMHEWHBIX 1 pe-
TUKYNAPHBIX U3MEHEHWI, 3aTparvBaloLLMX NPeUMyLLECTBEHHO NPaBOe JIErKoe; peHTreHorpaduA B NpAMON NpoeKumm; b — MynbTUGOKanbHbIe y4acTKu
«MaToBOr0 CTEK/1a», aCCOLMMPOBAHHBIE C JIMHEMHBIMU U PETUKYNAPHBIMU U3MEHEHWUAMM; HaXx0[KM 06YC/IOBMEHbI NIEr0YHBIM KPOBOTEUEHMEM, HO HecreLm-
GWYHbI; KOMMbloTepPHasA TOMOrpadusA BbICOKOr0 pa3peLUeHms B aKCUasbHOW MPOEKLMM, NIErOYHOE OKHO
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Jo3nHopunma

ANF_ (+)

Jo3uHodunua

XpoHuyecKmit
MoAMNO3HbIN
PUHOCUHYCUT

XpoHuyeckmit
MOMMMO3HbIN
PUHOCUHYCUT

BpoHxunanbHaa acTMa

JleroyHble MHOMALTpaTHI

HapJJMOMVIOI'IaTVIH

[acTposHTeput

EpOwaaanaﬂ acT™a

noMepynoHedput

Mepudepunyeckan
HerponaTua

Mypnypa

Puc. 16. OcHoBHble KnMHMYeckn xapaktepuctka ANCA-nosutmeHoro u ANCA-Herat1BHOro 3031HOQMIBHOMO rpaHynematosa ¢ NonaHrumToMm (no
Emmi G. et al., 2018 [32])

Puc. 17. 3031HOGUNbHbINA rpaHyNemMaTos ¢ MoNMaHrMMTOM: A — KOHTYp pa3pyLUeHHOro cocyra (MyHKTUPHaA IMHWA), BbIparKeHHan 303MHOdUIbHARA WH-
¢unbTpaums; b — Manas BeHa ¢ paspyLUEHMEM ee CTEHOK 303MHOGUNaMK; 303MHOGUIbHAA MHEBMOHUSA, XapaKTepu3yeMan MHOrOYMCIEHHbIMU KacTepaMm

303VIHO¢VIHOB B BO3[YLUHbIX MONOCTAX; KPOBOU3NUAHUA

¥ TpaHyJieMaTo3Hoe BocnajeHue (puc. 17). Backynur
COCTOMT U3 MH(MPUIbTPALIMU CTEHOK apTepuil, BEH WU
KanmiIsipoB TMM@OLIMTaMU U 303uHOpMIaMu. B rpa-
HyJIeMax 4acTO HaOJII0[al0TCs LeHTPaIbHbIE 30HbI He-
Kpo3a ¢ HAKOIUIEHUSIMU pa3pyLIeHHbIX 203MHO(DUIOB,
B OKPY>XE€HUHU pa3MEILeHHbBIX 110 KpasiM TUCTUOLIMTOB
U1 MHOTOSIIEPHBIX TUTAHTCKUX KJ1eTOK. C BBICOKOIA CcTe-

TeHbIO BepossTHOCTH Ha Hannune DI TIA yka3bsiBaeT 30-
3MHO(MUIbHASI THEBMOHUST M HEKPOTUYECKMIT BACKYJIUT.
ITosBonsioT npeamnonoxuth DI TIA Hanuune 203UHO-
$MILHOI MHEBMOHUY U HEKpO3a mapeHXuMsbI [110].
HauGosnee yacTbIMU MPUYMHAMMU JIETAJIBHOCTH SIB-
JISIIOTCSL CepACYHbIE OCJIOXKHEHMS (KOTOPbIE COCTABIISI-
10T 10 ! /, eMeprei, cazanHbix ¢ DI'TIA), ocnoxHeHus
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CO CTOPOHBI XeJTyIOYHO-KUIIIEYHOTO TpaKTa, aCTMaTH -
YeCKHUI CTAaTyC U IbIXaTeJIbHAsI HeAOCTATOIYHOCTH [98,
99, 111]. B 1970-x rr. ypoBeHb CMEPTHOCTH JOCTUTAI
40%, Gosee MO3AHUE JAHHBIE MTOKA3BIBAIOT, YTO IIPU
aIeKBaTHOM JICYCHUM IMAllMCHTHI MOTYT UMETh HOP-
MaJIbHYIO MTPOAOIKUTEIBHOCTD XXU3HU [112]. MoHo-
LIEHTPOBOE MCCJIETOBAaHNUE MMOKA3aJI0, UTO IMAllMeHTHI
¢ OI'TIA 6e3 cepaeyHOIl HeAOCTATOYHOCTH, TTOTY4alo-
e KOMITJIEKCHOE JIeYeHUE, UMEIOT BEIKMBAeMOCTh
CpaBHUMYIO ¢ TIOMyIsIelt HaceneHus B ueiom [113].
OO01IMiT YpOBEHBb S-JIeTHE BEDKMBAEMOCTH HAXOIUJICS
B nuana3zoHe 68—100% [96]. YuuTbiBast BbIlIeCKa3aH-
HOE, BCeM TAIMeHTaM C YCTAaHOBJICHHBIM TUAarHO30M
OI'TIA pekoMeHIyeTCS TTEpUOANIECKOE BHITIOJIHEHHE
axoKapauorpadum, a Ipu SIBHBIX ITPpU3HAKaX Kapauo-
muonatun — MPT cepmua [114].

B xonue 1990-x rr. 6BIJIa IpEAIToNoXeHa CBI3b
MEXIY MCIIOIb30BaHNEM MHTUOMTOPOB JICUKOTPUEHOB
u DOI'TIA B psiie OTYETOB O ClIydyasix U CepUM CiIydaeB
[115, 116]. DTo mpuBeIO K 0GECITOKOEHHOCTH TEM, YTO
WHTUOUTOPHI JICHKOTPUEHOB MOTYT CITIOCOOCTBOBATH
OMoJIOoruYecKoMy IpeodpazoBaHuIO Tskesoi bA uiu
arornmyeckoro 3adoneBanust B DI'TIA [117]. Tem He Mme-
Hee aHaJIN3 JaHHBIX ITOCTMAaPKETUHTOBBIX HAOTIONCHII
¥ VCCIIEMIOBAHUI ¢ yIaCTUEM Psida KOTOpT MAllMEHTOB
B cepennHe 2000-x rT. ompoBeprin 3Th gaHHble. [Tpena-
roJjiaraju, 4To JaHHBIC CIydau ObLIA OOYCIIOBJICHBI
MO0 TPEAB3SITOCTHIO OTYCTHOCTH, JTUOO BBISIBICHU-
eM ckpoitoro DI'TIA nipu nipekpamenun npuema 'KC
[112, 118—120]. Tem He meHee B 2010 r. aHanu3 6a3bl
MaHHBIX IO OTYETaM O HEOJArOMPUSITHBIX SIBICHUIX
VYrpaBiaeHUs M0 KOHTPOJIIO Ka4eCTBa IMUIIEBHIX TTPO-
IYKTOB U JeKapcTBeHHBIX cpenctB CILA (Food and Drug
Administration — FDA) mokasaJ, 4to ToJbKko 36% ciyda-
eB JIeiKoTpueH-accounnpoBaHHbIX DI'TIA yxKe nmenn
CYIIIECTBOBABIIINE paHee KIIMHUIECKHE TOKA3aTeIbCTBRA,
TMO3BOJISIBIINE MPEANoNoXUTh Hammune DITIA, nnn
UMEJIN COOTBEeTCTBYIoNee yMeHbiIeHue no3 ['KC, Ha-
3HAYaeMBbIX ITAIlMEHTaM, IIOTOMY OOJIBIIIMHCTBO CIyJacB
OI'TIA, cBI3aHHBIX C aHTATOHUCTAMU JIEUKOTPHUEHOB,
He UMEIOT MHOTO 00bsicHeHud [121]. TToxoxue pe3yib-
TaThl ObUIU BbIsIBIEHBI B Bennkodbputanun Komutetrom
10 6€30IMAaCHOCTH JICKAPCTBEHHBIX CPEACTB IIPH ITOMOIIIN
«<KeNToit KapTouKn». Taknm 00pa3oM, MasiTHUK KaqHYJI-
CsI B TIOJIB3Y OUCHB CJ1a00it, HO TIOTCHIIMAIBHO peaTbHOM
CBSI3M MEXXIy ITPUMEHEHNEM aHTarOHUCTOB JICHKOTpHe-
HOB 1 pa3Butuem DI TIA.

B 2022 r. ony0imKoBaHBI COBMECTHBIE KJIacCU(U-
kaumonHsle kputepun DITIA ACR/EULAR [122]
(Tabi1. 5), KOTOPBIC TIPEAIIOAraloT OAIBHYIO OLICHKY
¥ TIpeIHA3HAYCHBI IUTST KIIacCU(UKAIINT KIMHIIECKIX
MpogBIeHNI KaK oTHocsamuxcst K DI'TIA B ciyvasx,
B KOTOPBIX JUArHO3 BACKYJINTA MEJIKMX U CPEITHUX ap-
TEPUI COMHEHUI HE BBI3BIBACT.

K cyliecTBeHHbIM HemocTaTKaM KiaaccuuKalu-
onHbIX KputepueB DI'TIA ACR/EULAR 2022 r. cie-
IyeT OTHECTH TOMWHUPYIOIIee 3HAUCHUE TIPOSIBICHUI
303MHO(MIILHOTO BOCITAJICHUSI, 4 HE BACKYJIUTA. XOTSI
B CAaMUX KPUTECPUSIX U TIPOITMCAH IIPUHIINT, COTJIACHO

Tabnuua 5. KnaccupuKaumoHHble KpUTepumn 303MHOGUIBHOIO FpaHyne-
Maro3a ¢ nonvaHrumtoM (ACR/EULAR, 2022 [122])

Knunuyeckue kputepun Bbannel
06cTpyKTMBHOE 3aboneBaHWe AblXaTesbHbIX MyTen +3
Monunbl B monocTy Hoca +3
MHOeCTBEHHbI MOHOHEBPUT +1

JlabopaTopHble, MHCTPYMeHTaNbHbie
U Mopdonorudeckue KpuTepumn

Yucno 303uHOGMI0B B Nepudepuieckon kposu > 1 x 10°/n +35

3KCTpaBa3aJ’IbHOE BoCnaneHue c I'Ip606ﬂaﬂ,aHVleM

+2
303MHOGUIOB MO JaHHLIM b1oncum

MonouTenbHbIN pesynsTat aHanu3a Ha c-ANCA
nnm PR3-ANCA

lematypua -1

-3

MpuMeyaHue: pe3ynsTat = 6 6annos No3BonAeT KnaccupuLmpoBath 3abone-
BaHUe KaK 303MHOQUIIbHBIN IPaHynemMaTtos ¢ NoNMaHrMUTOM, eClu y MaLmeHTa
[MarHoCTUPOBaH BaCKyNUT MENKWX U CPEAHWX COCYA0B, @ TaKYKe UCKITI0YEHbI
anbTepHaTMBHbIE 3ab0NeBaHNA, KOTOpble MOTYT UMUTUPOBATL BackynuT; ACR —
AMepuKaHckuii Konnepk peaMatonoruu (American College of Rheumatology);
EULAR — EBponeiicKkuit anbaHC peBMaTonoruieckux accoumaumii (European Alli-
ance of Associations for Rheumatology); ANCA — aHTUHeATpodUNbHbIE LUTONNa3-
MaTuyeckue aHtutena; PR3 — npotenHasa-3; c-ANCA — uutonnasMaTtuyeckas
MofieNb HEMPAMOW UMMYHO(IO0PECLIEHLUM.

KOTOPOMY IIPUMEHSITh MX CJIEAYET TOJIbKO Y TMAIIMEHTOB
C TIOATBEPKICHHBIM BAaCKYJIMTOM MEJIKUX W CPEIHUX
aprepuit, ux (popMagbHOE MUCIIOJH30BaHNE B peab-
HO¥ KIIMHUYECKOM MpaKTUKe MOXET IIPUBECTU K THa-
THOCTUYECKUM OIMMOKaM, IMOCKOJIBKY, KaK U JTI00bIe
Kimaccu(pUKaIMOHHBIC KPUTEPUM, OHU CO3IaBaINCh
IIJISI ICCIIEIOBATEIbCKIX, 4 HE TMAarHOCTUICCKUX 1Ie-
neii. Hu ogaum u3 cymectByomux kputepues DI TIA
He ObUIM BaJUIMPOBAHBI IS TMAaTHOCTUKHU. JIarHO3
xe DI'TIA moJkKeH ycTaHaBIMBATLCI Y MAllMEHTOB
¢ BA, XpOHMYEeCKMM PUHOCUHYCUTOM 1 303UHOMIIACH
IIPY Pa3BUTUU XapaKTEePHOIO MOPaXXEHUSI OPTaHOB-
MUIIeHeH (rmepudeprudeckas HelpoIaTus, JIeTOYHbBIC
UHQWIBTPATHI, KAPIUOMHUOIIATHS, TTIOpaKeHNUE KOXMU,
rmopaxeHue mouex) [114]. MUHTEpeCHO OTMETUTD, YTO
B OJHOM M3 HamboJiee BaKHBIX B OTHOIICHUM JIcUe-
Hust DI'TIA uccinenoBanuiit MIRRA [31], nis BKIiTio-
YeHMUSI TTAllMEHTOB aBTOPHI UCITOJH30BaIN COOCTBEH-
HBIC, HE TIPOIICAIINE TIPOLIECC BAIMAAIINU KPUTSPUH,
B KOTophble BXxoauiau bA u 303uHopMINS, a TakKxkKe J1Ba
KpUTEPHUS U3 CIEIYIOLINX: TUCTOJOTMYECKOE MOATBEPXK--
JIeHNE 203MHOMIIPHOTO BAaCKYJINTA, IIEPUBACKY/ISIpHAS
903uHOMGMIIbHAS MHGUIBTpaIYs, 60raToe 303MHOMU -
JIaMH TpaHyJIeMaTO3HOE BOCIIAJICHNE; HEUPOITaTHST; JIe-
TOYHBIC MH(WIBTPATH; IOPAaKeHNE HOCA U IIPUIATOU -
HBIX T1a3yX; KapAUOMUOIIATHS; TTIOMEPYJIOHE(DPUT; allb-
BEOJISIPHOE KPOBOU3IUSIHIE; MAIbIIMpyeMast IypIypa;
ANCA-103uTUBHOCTD. Takke MHTEPECHO OTMETUTD,
YTO TaHHBIC KPUTEPUU CIMHCTBEHHBIC, KOTOPHIC BKITIO-
YaroT B KaUeCTBE OJHOTO M3 MYHKTOB MO3UTUBHOCTH
o ANCA, nipu atoMm ANCA-HeraTUBHBIE TTAllMEHTHI
MMEIOT XyIIINA POrHO3, YTO, IO BCEl BUAUMOCTH,
CBSI3aHO C 00JIee YaCTHIM MOpaXkKeHUEM Ceplla B TaH-
Hoii rpymrie [102, 123].
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MuKpocKonuyeckuin NOINAHTMUT

Kmunanueckn MIITA asnstercas ANCA-accounmpo-
BaHHBIM BAaCKYJIMTOM MaJIbIX COCYIOB, KOTOPOMY
OOBIYHO TIPENIICCTBYET HAIMINE OT HECKOJIbKUX He-
IeTb 10 HECKOJBbKMX MECSIICB YUIH OOJIBIIIEC BBIPAXKEH-
HBIX KOHCTUTYIIMOHAIBHBIX (CUCTEMHBIX) CUMIITOMOB
(mxopamnka, acTeHUSI, YTOMJISIEMOCTb, HEIOMOTaHHUE,
MUAJITUS, apTPaJTUN) ¢ MOCICAYIONIUM pa3BUTHEM
TMOYECYHON HEeIOCTaTOYHOCTH, KaK IPaBUjIo, B (hopMe
BIITH (tabma. 3). DT0 3ab05eBaHME YaIlle BCTPEUACTCS
Yy My>XYWH, 00JIe3Hh HAUMHACTCS B Bo3pacTe > 50 JieT.
Ero ximmHMYeCKMe POSBICHNS HATTOMUHAIOT CUMITTOMBI
Y3€JIKOBOTO TTOJIMAapTEPUNTA, UTO B TCUCHUE ACCATIIIC-
THUI IPUBOIMIIO K ITyTaHUIIE B TMarHOCTUKE. [ ToMepy-
JIOHE(PUT, TI0 CYIIECTBY, MPOSIBISICTCS MPAKTUIECKU
BCETJIa, TOTIA KakK JIETKKe rmopaxkarorcs ymiib y 10—30%
manueHToB [124—126]. Y GoJbHBIX C TATOJIOTUEN JTETKUX
nuddy3HbIC aTbBEOJISIPHBIC KPOBOMBIUSTHUS / KAIIWII-
JISIPUT SIBJISIIOTCSI HAanOOoJIee pacIIpoOCTPaHEHHBIM TIPO-
sapieHneM (puc. 18). JlerouHsrit pubpo3 BcTpedaeTes
PEIKO, HO aCCOLIMMPYETCS C BBICOKOM CMEPTHOCTHIO [96].
Kozxa mopaxaercsa y > ! /, NAllMEHTOB, Yallle BCETO B BUIE
mypiyphl. [Tepudepraeckast HepBHasI CUCTeMa ITopaka-
eTcd yanie (HanboJjee 4acTo B (popMe MHOXKECTBEHHOTO
MOHOHEBPUTA), YeM IICHTpaJIbHAsI HepBHASI CUCTEMA.
C ormpeneeHHOM YacTOTOI BCTpevaeTcs TTopakeHue
KEJTyTOIHO-KUIIIEYHOTO TpaKTa, COIIPOBOXKIAIOIIEECs
KpoBoTeueHueM u uiremueii [127]. ANCA gaBnstioTcs
MOJIOXKUTETBbHBIMU B 50—75% citydaes.

Mopdosornyeckt HabIIOAAIOTCS O9aroBLIi, Cer-
MEHTApHbIIA HEKPOTU3UPYIOLINI BACKYJIUT U CMEIIaH-
HBII BOCHAJUTENbHBIN MHOMIbTPAT 6€3 TpaHyjIeM.
Backynut npu MITA mopaxaeT BeHYJBI, KalTUJIJISIPBI
u apTepuoibl. HeittpodunpHbI Kanuisiput (puc. 3)
C KpOBOMBIMSIHUEM B JICTOUHBIC aJIbBEOJIBI I HATPYKCH-
HBIMM TeMOCHIEPUHOM MaKpodaraMu sIBJISICTCS KITaCCH-
YeCKHUM THCTOJIOTHYeCKUM Tipu3HakoM MIIA (puc. 19A
u b). ITo mepe TOTO, KaK MOBpEKICHUS 3aXKNBAIOT, Tpa-
HYJISILIUOHHAST TKAHb MOXET 3aIIOTHSIThH aIbBEOJIBI, UTO

TPUBOIUT K CXOXENU C OPTaHU3YIOLIECKCS ITHEBMOHUE
PEHTTCHOJIOTUYECKOM KapTuHe. B oTamyme ot mpounx
BaCKYJMTOB MaJibIX cocynoB, ipu MITA oTcyTcTByeT
rpaHyJeMaTo3HOe BocnanieHue. [ISTuIeTHsIS BBKUBA-
e€MOCTb BapbupyeT oT 45 1o 75% [96]. Peunnussel mo-
cJie yCIelIHOM MHAYKIIMOHHON Tepanuu HaOII0aaroTCs
B 25—33% cnyuaeB [124], HO OOBIYHO HOCSIT MEHEe TS~
JKeJIBII XapaKTep 1 ITOMIAI0TCS TePaITiu.

B 2022 r. 66Ut OIy0IMKOBAaHBI COBMECTHBIE KJTac-
cudukanmonnsie kpurepuu MIIA ACR/EULAR
(Tabu1. 6), KOTOpbIE MpeAIoIaraloT OLUEeHKY B 0aljiax

Tabnuua 6. KnaccupuKaLmMoHHbIE KpUTEPUM MUKPOCKOMMYECKOro Mo-
nuaHrumta (ACR/EULAR, 2022 [251])

Knunuyeckue Kpurepun Bannbl

lMopareHue Hoca: KPOBAHMCTOE OTAENAEMO., A3Bb, KO-
POYKM, 3aI0XEHHOCTb, HapYLLEHWUe HOCOBOTO JblXaHuA, -3
AedeKT unu nepdopaLma HoCOBOW NePeropoaKm

JlabopaTopHble, MHCTPYMeHTaNbHbie
1 Mopdonoruyeckue Kputepumu

MNonoxumTensHbIi pesynstat Ha p-ANCA unm MIMO-ANCA +6

JlerouHbiv ¢nbpos unm nHTepcTMLManbHoe 3abonesaHune
NErKk1X Mo LaHHbIM BU3Yyanu3aLmm opraHoB rpyaHon +3
KNeTKun

ManonMMMyHHbIN roMepynoHepuUT Mo faHHLIM 6ruoncum
MOYKM

+3

lNonoxumTenbHbIN pesynbTat aHanusa Ha c-ANCA

unm PR3-ANCA -

Yncno 303uHOGMIOB B Nepudepuyeckon Kposu = 1 x 10°/n -4

lpuMeyaHme: pesynbrat = 5 6annos No3BonAeT KnaccuuLMpoBaTh 3abonesaHme
KaK MUKPOCKOMMYECKWIA NONMAHTUNT, ECNW Y NALMEHTA AUArHOCTUPOBAH BacKy-
JIUT MENKUX 1 CPeAHMX COCYA0B, a TaKMe UCKNIUeHbI anbTepHaTUBHbIe 3abone-
BaHWA, KOTOPbIE MOTYT UMUTUPOBATL BacKynuT; ACR — AMepuKaHCKWiA Konnem
pesmatonoruu (American College of Rheumatology); EULAR — EBponeickuin
arnbAHC peBMatonoruyeckux accoumaunii (European Alliance of Associations for
Rheumatology); ANCA — aHTUHENTPOdMIbHBIE LIUTONNIA3MaTUYECKUe aHTUTeNa;
MO0 - muenonepokcnaasa; PR3 — npotenHasa-3; c-ANCA — uutonnasmatunye-
CKaA Mofenb HenpAMon UMMyHodmloopecLieHumu; p-ANCA — nepuHykneapHas
MOfiefb HEMPAMON UMMYHO(II00PECLIEHLIMU.

Puc. 18. MyKpocKonmyeckuii NonnMaHruuT: A — MynsTUdoKanbHoe 2-CTOPOHHEE CHUMEHWE NPO3PaYHOCTM NIErO4HOM TKaHM Ha QOHe NIMHEWHBIX U peTH-
KYNAPHbIX U3MEHEHWI B NIEBOM JIETKOM; PEHTrEHOTpaduA B NPAMON NPoeKLmK; b — MynsTUdOKanbHbIe YNIOTHEHWA N0 TUMY «MaTOBOTO CTEKMA», GopMU-
pYIOLLME B HEKOTOPbIX y4acTKax clabo BblparKeHHble LeHTPUI06YNAPHbIE Y3€/KM, aCCOLMMPOBAHHbIE C IMHEMHBIMU U PETUKYNAPHBIMU M3MEHEHNAMMY;
KOMribloTepHas ToMorpadus BbICOKOr0 pa3peLUeHms B akCUasbHOW NPOEKLMM, NIEr0YHOE OKHO
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Paspen 20. 3aboneBaHuns nerknx coCypuUcToro reHesa

Puc. 19. MyKpocKonuuecKkuin NoNMaHruuT: A — BUZ C HEMOMHbIM paspeLleHneM Auddy3HOro anbBeoNAPHOro KPOBOM3NMAHMS; BO3MYLLHbIE NONOCTH,
3anosHeHHbIEe 3pUTPOLIMTaMU; anbBEOAPHbIE NEPeropofKM, AEMOHCTPUPYIOLLME COMYTCTBYIOLLEE BOCMANUTENbHOE YNoTHeHUe; b — anbBeonspHoe
KPOBOM3NUAHWE, AEMOHCTPUPYIOLLIEE CMa3aHHbIA, 0HOPOAHbIN BUA Pa3pyLLEHHbIX 3PUTPOLITOB B BO3LYLUHbIX NOMIOCTAX; B LEHTPE MOKpbITLIE reMocuae-
pUHOM MaKpodary; B — noKpbITble reMocvaeprHOM Makpodaru B BO3[yLUHbIX MOMOCTAX, YKa3blBaloLLMe Ha XPOHUYECKOe anbBeoNApHOe KpOBOU3NUAHWE

¥ TIpeIHA3HAYCHBI UTST KIIacCU(UKAIINY KIMHIIECKIX
IposiBIeHUH KakK oTHocsuxcst K MITA B cityyasix, B KO-
TOPBIX AWATHO3 BACKYJUTA MEJKUX U CPEIHUX apTepuid
COMHEHWI HE BbI3bIBACT.

IMopa>keHne nerknx npu Apyrux BacKymTax

AHaM3 KpYITHOM MEXIYHAPOIHOM KOTOPTHI Tallk-
eHTOB ¢ cucTteMHbIMM BacKkyiautamu DCVAS mnpone-
MOHCTPHPOBAJI, UTO ITOpaXkKeHUe JISTKUX, TOMUMO AAB,
TaKXKe MOXKET BCTPEYaThCs U MIPU IPYTUX CUCTEMHBIX
BacKynuTax: rpu aprepunte Takasicy — B 21,8% citydaes,
npu 'KA — B 15,8%, nipu y3eJIKOBOM I1OJIMapTEPUL -
Te — B 27,1%, npu IgA-accolmrupoBaHHOM BacKyJIu-
Te — B 5,9% cinyuaes [128]. U ecnu npu 'KA usmeHe-
HUS B JICTKMX, KaK IIPaBUJIO, HOCIT HECTICIIMMUIHBIIN
XapakTep, TO IIPU IPYyTrux (popMax MOTYT BCTPEUAThCS
TUITMYHBIC TPOSIBJICHUS JISTOYHOTO BacKyauTa [129].
K nmpumepy, JAK ommcano He ToibKo Tipu AAB, HO 1
npu y3eJIKOBOM IojimapTrepuute, 6ojie3aHu bexuera,
IgA-accouunpoBaHHOM 1 KPUOTJIOYOMJIMHEMUUYECKOM
Backynutax [129, 130]. Tak xe, kak u JIAK, aHeBpr3MbI
JICTOYHOI apTepUM SBIISTIOTCS TUITAYHBIM TIPOSBICHM -
€M CHCTEMHOTO BacKyJIMTa, OMHAKO 0oJiee XapaKTepHBI
nMeHHO W1t bb (HamGoitee yacThIif BaCKYJIUT C TTOpa-
sxkenueM JIA), a takke aprepuuta Takascy [129, 131,
132]. Takxke, oOHapyKeHNE JIETOUHOM TUTIEPTEH3NU WITA
MHOXECTBEHHBIX JISTOYHBIX MH(MAPKTOB y IIalleHTa 0e3
M3BECTHBIX (haKTOPOB pHCKa TPOMOOIMOOINHU TOIKHO
BBI3BIBATH ITOIO3PEHIE Ha BACKYJIUT, OCOOCHHO ITpY Ha-
JIMIUU JIMXOPAIKH, TIOTePH Beca, MOTIMBOCTU W HIIIC-

MUYECKOTO MOBPEXKAEHUS B OacceiiHe APYruX apTepuii
[129]. O6HapykeHue aHeBpu3M JIA nMMmeeT KU3HEHHO
BaxXHOE 3HAUYCHME, YYUTHIBAsI BOBMOXKXHOCTD pa3phiBa
AHEBPU3MEBI C Pa3BUTUEM MACCHUBHOTO KPOBOTCUCHUS
[132]. [ToaTOMY, YUUTHIBASI, UYTO aHEBPU3MBI JIESTOUHOM
apTepUU SIBJISTIOTCS TUITMIHBIM MIPOSIBJICHUEM 00JIE3HN
BexuyeTa (Impu UX coYeTaHNUM C PEITUANBUPYIOIITUMU BE-
HO3HBIMH TPOMOO3aMHU 1/ MJIN TTOBEPXHOCTHBIMU TPOM-
6odaeduTaMu ToBoOpAT 0 cuHIpoMe Xbio3a—CToBUHA
[133]), Bcem manimeHTaM C YCTAaHOBJICHHBIM TMaTHO30M
«0osne3Hb bexuera» 1mokazaHo BBINTOJHEHUE aHTHMOTrpa-
um TpymHOI KIETKH, TIPUYEM MPEAIIOYTCHUE CICAYCT
otnaTth KT- mim MP-anruorpacdun mist ipeaoTBpaiie-
HUS OCJIOXKHEHUN, CBI3aHHBIX C MHBA3UBHOU aHTUO-
rpadueii [129, 134]. AHeBpU3MBI JIETOYHOI apTepun
npu 6one3Hu bexuera SIBJISIIOTCSI TPOTrHOCTUYECKUM
HeOnaronpudaTHeIM (pakTopoM [133] u mokazaHueM
IIJISI UHTEHCUBHOM MMMYHOCYNPECCUBHOM Teparnu,
Ha (DOHE KOTOPOIT OHU MOTYT ITOJTHOCTBIO PErPeCcCUpO-
BaTh [135]. OmHako TakKe B 00s3aTeIbHOM TTOPSIIKE He-
00xomMMa OLIEHKA prCcKa Pa3phiBa aHEBPU3MbI OITBITHBIM
CTICIIMAIMCTOM-PEHTICHOJIOTOM IJISI PEIIICHMST BOIIPO-
ca 0 CBOCBPEMEHHOM XMPYPTUYECKOM BMEIIIATEIbCTBE
JIJIST TIpeAOTBpalieHUsT (paTalbHBIX KpoBoTeueHmid [133].
I1pu 6one3nn bexyera TakKe BO3MOXHBI I aHEBPU3-
MBI OpoHxuanbHoi aprepun [133, 136], koTopbie, TeM
HEe MeHee, 0oJiee TUITMIHBI IJISI Y3eJIKOBOTO TOJIMapTe-
puuta [137], Ipu 3TOM ApyTHUE JETOUYHBIE ITPOSIBICHUS
TIpY TIOCTICAHEM PEIKN M HecTieHMMUIHBL. Takke mpu
PEIKOM CUCTEMHOM BAacCKyJNUTEe — HEKPOTU3UPYIOIIEM



naBa 2. JleroyHble BaCKynuThbl

425

CapKOMIHOM IpaHyJIeMaTo3e — 4acTO HAOJII0aeTCs MO-
pakeHUe JIETKMX B BUIE MHOXECTBEHHBIX y3JI0B, MIHOLIA
¢ oOpa3oBaHUEM I10JIOCTEl, 30HAMU KOHCOIUAALINY,
JIOKAIM3YIOLIeeCs IIPEeUMYILECTBEHHO B IEpUOPOHXOBA-
CKYJIIPHBIX 00J1aCTSIX HIKHUX 1oJei terkux [138—140].
B oTiinume ot Ki1accH4YecKOro capkoumo3a, py JaHHOM
3a00JIeBAHUM PeXe BCTPEUAIOTCS YBEIMUYEHUE BHYTPH -
TPYAHBIX TUM(ATUIECKUX y3JI0B, IIOBHIIICHNE CHIBO-
POTOYHOIO KaJIbLIMSI M aHTMOTEH3UHIIPEBPALLIAIOIIEeTro
(epMeHTa, a TUCTOIOTMYECKU ITOMUMO MHOKECTBEHHBIX
CapKOMIOIOAO0OHBIX TPAHYJIEM OIPEIe/ISIOTCS OOLIMP-
HbI€ 30HbI HEKAa3€03HOI'0 HEKPO3a 1 IPaHyIeMaTO3HbII
BackyymT [138—140].

JleyeHue

06Lwmne NpUHLMNBI

Tak xax Teparms BacKyJUTOB BKJIIOYAET arpeCcCUB-
HYI0O UIMMYHOCYIIPECCHIO C TIPUMEHEHUEM IIUTOCTATH -
YeCKUX, TCHHO-MHXEHEPHBIX OMOJIOTUYECKHUX TIpera-
patoB 1 'KC, ocimoxHeHMsI, CBSI3aHHBIC C JICYCHUEM,
SIBJISTIOTCS OOIIMMU ¥ MOTYT OBITh OYeHb CEPhEe3HBIMMU.
YuuThIBasI pUCKH, HETIOCPEACTBEHHO CBSI3aHHEBIC C Tepa-
e, THTEHCUBHOCTb MMMYHOCYIIPECCUHN JOJIKHA CO-
OTBETCTBOBATH TSLKeCTH 3a0oneBaHMs. Lleas meueHus —
TOCTUYb KOHTPOJIST 3a00JICBaHUS TP MUHUMU3AITUN
pUCKa pa3BUTHUS HEOJIATONPUSITHBIX SIBICHUI, CBSI3aH-
HBIX ¢ JledeHueM. J1j1s1 3Toro pa3padboTaHbl MTHCTPYMEHTHI
¥ CUCTEMBI JJISI TOYHOTO OTIPEEICHMS KiIacca TSKeCTH
3abonesanus [ 114, 149, 153-156, 165, 166, 171, 205, 207,
209, 238, 252—258] (Tabm. 7).

ITomoOHO Tepanuu 3J10KauyeCTBEHHBIX HOBOOOPa30-
BaHUI JIeUeHNE NeUTCS Ha 2 (paspl: 1) HavanpHYyIO (ha3y
UHOYKUUU pemuccuu, TIO3BOJISIONIYI0 KOHTPOJIMPOBATH
aKTUBHOCTD 00J1e3HU; 2) noddepicusarouyro dasy st

MMoaAepKaHUs peMUCCUM 3aboaeBaHmsI. He3zaBucumo
oT (ha3el JIeUeHUsI, TpeOyeTCs KaK CIICIMMDUICCKUIN I
3a00JIeBaHMs, TaK U CIIeIM(DUUSCKUA 1T TIpermapaTa
MOHUTOPHUHT, OPUEHTUPOBAHHBIM Ha paHHEE BBISIBIIC-
H€ aKTUBHOCTH 3200JIeBaHUS U TOOOUYHBIX 3(PPeKTOB
OT Tepanuu (HampuMep, MHMOEKIINU 1 TOKCUIHOCTD
npenapara). KIMHALKUCTBI JOJKHBI 3HATh O0LIKE TTPO-
SIBJICHUSI TOKCUIHOCTH,, CBOMCTBEHHBIE KaXKIOMY TIperia-
pary, 1 IMEeTh CTAaHIAPTHBIN ITPOTOKOJI TSI MOHUTOPUH-
ra TMTOTeHIINAIBHBIX TOOOYHBIX 3(P(PEKTOB, CBI3aHHBIX
C JIeUeHUEM, KaK IMpY MHAYKIINU PEMUCCUH, TaK U TIPU
MTOIePKMBAIOIICH TepaITH.

He cnenyet 3a0bIBaTh 0 KUCI0poaoTepanuu (Ipu He-

00XOIMMOCTH), ICUCHNH COIMYTCTBYIOIIMX 3a00JICBaHUIA,
aJieKBaTHOW BaKIIMHAIIMU, TIPOMIIIAKTUKE Preumocystis
Jirovecii, hbu3ndecKoi M podecCUOHAIBHON Tepari,
PETYJISIPHBIX (PU3NIECKUX YIIPAKHEHUSIX IS TTOAIep-
KaHUST (U3UICCKOTO COCTOSTHUS, TIPaBUIBHOM ITH-
TaHWU C JOCTIDKCHUEM U TIOIACPXKaHUEM UIeaTbHOMN
MaccChl TeJla, HaajIeXalleil TMTueHe CHa, 3I0POBbe KO-
CTeH U TICMXOJIOTUYECKO# momaepxkke. JlaHHBIe MEphI
YMEHBIIIAIOT PUCK PEIIMANBA 3a00JICBAaHUS W PA3BUTHUS
M0O0O0YHBIX 3(P(MEKTOB OT JIEKAPCTBEHHOI Tepartuu.

Kak oTmeuanoch paHee, peKOMEHIALINH T10 JICUCHUIO
3aBUCST OT TOYHOM OIICHKY CTEIICHU TSIKECTH 3a00JIeBa-
Hus1. EBpomneiickas rpyIina 1mo ucclie0BaHUIO BaCKy -
ToB (European Vasculitis Study Group — EUVAS) pa3pa6o-
Taja KIMHUYECKH TIOJIE3HYI0 CUCTEMY OLICHKU, KOTOpast
KJTaccu(pUIMpyeT aKTUBHOCTD 3a00JIEBaHUSI IO OMHOMY
13 5 ypoBHEH TsoKecTH: 1) orpaHMYeHHAs; 2) paHHSIS
reHepaJIM30BaHHas, 3) aKTUBHAs TeHepaJIn30BaHHA;
4) Tsoxenas; 5) pedpakTopHas UM B CTATUU PEMHUC-
cun. Kpome Toro, ®paHiry3ckas rpyIma o n3y4eHUI0
BaCKYJIMTOB YTBEPAWIIA AIbTEPHATUBHYIO AAmMuUpaKmop-
uyro wxanry (ITOL). DTa mkana mepBoHaYaIbHO ObLIA
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Waykuua Noppaepranue pemuccum Unaykuma
TaxecTb 3aboneBaHus pemMuccum MA/MNA pestnceun IMMA Nopnep:xanue pemuccum 3rMA
FMA/MNA
Be3 onacHbix ans opraHos | TKC* + PTM / MT/ MaKcrManbHo CHUMaTb 03y 'KC + MEMNO / MT MaKcrManbHo cHUKaTb [o3y
VITU }U3HEYPOXKaloLLmMX A3A / MMO? 'KC + npoponmts PTM /MT/ | / A3A/PTM unu I'KC + npogonwute MENO / MT /
MPOABIEHWIA (HETAMKENbIV A3A / MMO** MoHoTepanua FKC | A3A/PTM
BACKY/MT)
C onacHbIMM AnA opraHoB [KC* + PTM*** Pemuceua npu Tepanum PTM: [KC + PTM*** PeMuccua npu tepanum PTM:
WV SKU3HEYrpoaloLLmMn | uam TKC* + L0, MaKCMMasbHO CHUMKaTb 403y wm TK + LO* MaKcMManbHo cHKaTb o3y MKC +
NPOABNEHNAMM (TAXENbIA lposeneHue 'KC + npogonuts PTM. npogomkntb PTM unu nepesectu
BaCKynuT) nnasMagepesa’ Pemucena npu Tepanum LO: Ha MEMO / MT/ A3A.
MaKCUMaJbHO CHUMKATb 103y Pemucena npu tepanum LO: Makem-
'KC + nepeBectn Ha PTM / ManbHo cHuaTb o3y MKC + nepe-
MT / A3A Bectu Ha PTM / MENOQ / MT / A3A

MpumMeyanme: IKC — miokokopTuKocTepouabl; PTM — putykcuMab; MT — MeToTpekcar; A3A — asatnonput; MMO — MukodeHonata Modetun; MENO — Menonmsymab;
L® — unknopocpamug; IMA — rpaHynematos ¢ nonuaHruntoM; MIA — MUKpockonuyeckuii nonuaHrumt; MMA — 303MHOGUNBHBIN FpaHynemMaTos ¢ NonaHruToM; * —
peKoMeHayeTcA ucnonb3osatb [KC B CHUMeEHHBIX [o3ax, cornacHo npoTokony PEXIVAS [187], Takye Bo3MOMHa 3aMeHa Ha aBaKonaH; ** — neyeHne MM® pekoMeHayeTcs

paccMaTpuBaTh TofbKO Y aHTM-MI10-M03uTHBHbIX NaumeHTos (MO — MuenonepoKcuaasa) 6e3 su3HeYrposKaloLLMX NpOSBNEHUA;

*kk

— B UHOYKUUWN pEMUCCUU TAXKEN0ro

ANCA-accoummpoBaHHoro Backynuta (AAB) cnepyeT oTaaTh NpeanoyTeHne pUTYKCMMaby Y NaLMEHTOB € PeLMANBUPYIOLLIMM TEYEHUEM U UCMONb30BaHUEM LMKNOGOoC-
daMupa B aHaMHe3e, a TaKKe Y NaLMeHToB [eTOPOHOro BO3pacTa; " — B MHAYKUMM peMmccin Taxenoro AAB npeanoyteHue cieayeT oTaaTh Uvknodochammay y naum-
€HTOB C TAKENbIM MOpaXeHUeM MnoYek (TpebyeTcA KOpPeKLMA [03bl B 3aBUCUMOCTU OT CKOPOCTM Ky60ouKoBOM GpunbTpaLmMm v Bo3pacTta, cornacHo npotokony CYCLOPS
[165]), a TaKxe nopaskeHnem cepaua B pamkax 3 TA;  — ucnonb3sosatme nnasMadepesa B MHAYKUMM peMmccn Taxenoro MTA/MIA pekoMeHfyeTca paccMaTpuBath
TONBKO Y MALMEHTOB C BbICOKMM PUCKOM TePMUHAIbHOW NOYEYHOM HEAOCTATOYHOCTM NOCAE TLUATENbHO OLIEHKW COOTHOLLEHUA PUCKA U NONb3bI.
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Paspen 20. 3aboneBaHuns nerknx coCypuUcToro reHesa

npunHgaTa mg DI'TIA u MITA, a Teriepb nconb3yeTcst
npu Bcex AAB [141]. Pesynbrat 1o ITDII paccunthi-
BaeTcs myteM nodasiieHus 1 0asuia 3a HaJIM4uue Kaxkaoi
W3 CIICIYIOUINX TIATOIOTHIA: 1) MOYeUHOM HEMOCTaTOUHO-
CTH; 2) KIIMHUYECKHU 3HAYMMOTO XKEIyT0YHO-KHUIIICUHOTO
3a00J1eBaHMS; 3) CEPIEYHBIX CUMIITOMOB; 4) OTCYTCTBHUS
MopakeHUsI BEPXHUX IBIXaTeIbHBIX MyTel (yXxa, Hoca
WK ropia); 5) Bo3pacra > 65 neT. [IsaTuieTHss ieTalb-
HOCTB TTpu moKazaressix 0, 1 u > 2 6ayioB COCTaBIISICT
9, 21 u 40% coorBetrcTBeHHO [141]. B GonblMHCTBE
HCCJICNOBAaHUI, B KOTOPBIX IIpeajIaracTcs IIpUHUMATh
TepareBTUIeCKue pemreHust Ha ocHoBaHuu [TPIII, mo-
MIPEXHEMY UCTIONB3YeTCsI TIPEIBIAYIasT BEPCUST IIKAJTBI
[142], Bxmoyaromas: IMoYeyHylo HeA0CTATOYHOCTh, IIPO-
TEUHYPHUIO > | T B CYTKM, KApANOMHUOIIATUIO, TIOPAKCHIIC
KKT, mopaxxenue LIHC. CnenyeT oTMETUTB, 4TO B 00€
Bepcuu [TPIII He BKITIOUEHBI TaKMEe 3HAYNMMBbIC KJTMHU -
YeCKue MPOSIBIICHMST, KaK TeMOPPAarnIeCKUiA aTbBEOJIUT,
MHOXECTBEeHHBIII MOHOHEBPUT, TIOPasKEHUE I71a3, CTCHO3
MMOACKIAIOYHOTO ITPOCTPAHCTBA MU TPaxeu, KOTOPHIE,
KaK MPeaCTaBIIsIeTCsI, MOTYT ObITh OCHOBAaHWEM JIJISI BBI-
6opa OoJiee MHTEHCUBHBIX cXeM JieueHus [ 143—145].

st 6osee 0ObEKTUBHOM, HAAEXKHON 1 BOCIIPOU3-
BOIMMOU OIICHKY aKTUBHOCTHU OO0JIE3HM 1 BACKYIUTHBIX
MMOBPEXICHUI OBUTH pa3padoTaHbl KOHKPETHBIC MHCTPY-
MEHTBI. bupMmHTeMcKas ImKaxa akTHBHOCTH BacKyJIUTa
(Bepcust 3.0) BKITIOYACT CITMCOK MPU3HAKOB, CUMIITOMOB
¥ 1a00paTOPHBIX MCCICTOBAHUM, OOBIYHO CBSI3aHHBIX
¢ AAB, 11 00bIYHO UCTTIOB3YETCS B KIMHUYECKUX UCTIbI-
TaHUSX 1T KAYeCTBEHHON 1 KOJIMYECTBEHHOM OLICHKU
aKTUBHOCTH BacKynuTa [146]. DTOT MHCTPYMEHT MTO3BO-
JISIeT KOJIMIECTBEHHO OIICHUTD KIIMHUYECKUE CUMITTOMBI,
MaHHBIE 00BEKTUBHOTO OCMOTpPA, COCTOSTHE OPTaHOB
¥ Pe3y/IbTaThl PYTUHHBIX Ja00PaTOPHBIX UCCIICTOBAHMIA.
ITpu momomu MHoeKkca BaCKYJIMTHOTO MOBPEKICHUS
TaKKe MOKHO KOJIMYCCTBEHHO OIICHUTD TTOBPEKICHUS
npu Backynute [147]. O6a 3TUX MHCTPYMEHTA SIBJISTIOTCS
XOPOIIIO TTPOBEPECHHBIMU M IIUPOKO UCTIOIB3YIOTCS TIPU
MPOBEICHNN KIMHUICCKUX UCITBITAHUA.

UHAayKumsa peMuccum

OrpaHnyeHHoe 3aboneBaHue

OrpaHnyeHHOE 3a00JIeBaHNE OTHOCUTCS K JIOKAJThb-
HBIM 3200JICBAHUSM BEPXHUX IBIXaTCIbHBIX IyTeH, IpU
KOTOPOM He HAOJII0IAeTCSI CUCTEMHBIX CUMIITOMOB, HET
YTPO3HI I CHIDKEHUS (PYHKIIMM OPTaHOB M HET Mopa-
>KeHMsI TTouek. MimeeTcst Masto MaHHBIX TSI TIPUHSITHS pe-
IIEHMS TI0 BEIEHUIO MAIIMEHTOB ¢ 3TOM (hopMoii 3abote-
BaHUsI, 9KCIIEPTHOE MHEHHUE TJIACUT, YTO TePAITHSI 9aCTO
MOXeT OBITh orpaHm4YeHa ogHUM TipenapatoM — ['KC,
azatuorpuHoM (A3A) wm metorpekcatom (MT). B to
BpeMsI KaK HEKOTOPBIE aBTOPHI PEKOMEHIYIOT MOHO-
Tepanuio KOMOMHUPOBAHHBIM IIperapaToM TPUMETO-
npumoM + cynbdamerokcazonoM (T/C) [148], HesicHO,
sapisiercs u Tepanus T/C apdexTuBHOI cama 110 ceoe.
CrremoBaTeIbHO, IIOT00HOE PEIICHUE OCTACTCS CITOPHBIM
(cM. Hmxe). [Ipu Oojiee arpecCUBHOM OrpaHMICHHOM
¢dopMe 3a00JIeBaHNS MOXKET ITOTPEOOBATHCST TEPATIHS,

OITMCaHHAasI [T paHHEeH TeHepaIn30BaHHOM MJIN aKTUB-
HOI reHepaIn30BaHHOM (DOpMBI 32001 BaHNS.

PaHHee reHepanun3oBaHHoe 3aboneBaHue

PanHee reHepanm3oBaHHOE 3200JIeBAHIE OTIIMYACTCS
OT aKTUBHOTO TeHEPaTM30BaHHOTO 3a00JI¢BAHUS OTCYT-
CTBHEM HEITOCPEICTBEHHON YIPO3bI IS KOHKPETHOMU
¢yakm opraHoB. TeMm He MeHee y MAIIMEHTOB C PaH-
HUM TeHEepaJn30BaHHBIM 3a00JIeBAHNEM €CTh KOHCTH-
TYLIMOHHBIC CUMITTOMBI ¥ ©I3MEPUMOE BOBJICUCHIE Opra-
HOB-muIeHel. [ToCKoIpKy peKOMEeHIALINH T10 JICYCHUIO
OIMHAKOBBI KaK JUISI pAHHETO TeHepaIn30BaHHOTO, TaK
U 711 aKTUBHOTO TeHEPaJIM30BaHHOTO 3a00JIeBaHUS
(mukmodocdamun (LIP) u 'KC), nccnemoBaTenn mbI-
TaJINCh HANTU aJIbTePHATUBHBIC TTOAXOOBI K JICUCHUTO
paHHETO TeHepaJT30BaHHOTO 3a00JIEBAaHMSI, BBIIBUTAS
TMIIOTE3Y O TOM, YTO MEHEe arpeCCMBHAsI CXeMa JICYCHUS
MOKET OBITh IOCTATOYHON TSI TOCTUKCHUST PEMHUCCUN
3a00J1eBaHUSI ITPY CHIKEHUM TTOTeHIINAJIa TOKCUYHOCTHU
Tepanuu. JIJIs1 3TOTO OBLIO MIPOBENEHO CIIOHCHUPOBAH-
Hoe EUVAS nccienoBanue, cpaBHMBaloIIee MpUMeHe -
Hue MT u LH® nipn paHHeM CUCTEMHOM 3a00JIeBAaHUM
(NORAM). Ilo ucreyeHuu 6 mMec. Teparnuu ydeHbie
00HapyXUI, 4To nepopaynbHblii [1T 6b1T cTOMNL 3Ke (-
dexTuBeH, Kak 1 nepopanbHblil LI B mHIyKIINM pe-
MMCCHUHM 3a00JIeBaHUSI IIPY paHHEM TeHEepaIM30BaHHOM
3a6osieBaHuM (84 vs 83%), XOTS U C GOJBIITUM CPOKOM
J10 HacTyIuieHust pemuccuu (5,2 vs 3,2 mec.) [149—151].
B rpyrmme MT oTMeueHOo MeHbIIIe TTOOOYHBIX 3(D(HEKTOB,
OTHAKO YacTOTa PEeIUINBOB TakxKe ObLIa BhIlIe (74 vs
42%). Ilocaenayioniue A0Ir0CPOYHbIE PE3YJIbTaThl TOIO
HCCIen0BaHMS ToKa3aiu, 9to Tepanus LIdD mpeBocxomu-
na nedeHre MT 1o COBOKYMHOM oLieHKe Oe3peliuIuBHOM
BBDKMBACMOCTH, I HUKAKMX Pa3TUIMil B TSDKEJIBIX HEXe-
JIATeIbHBIX SIBICHUSIX MEXXIY I'PYIIIIaMU JICUCHUST He Ha-
omopnanu [152]. Takum obpa3om, XOTsg 0ba mpernapaTa
MOT'YT OBbITh «IIPUEMJIEMOI» Tepanueil 1-if JUHUU IIpU
panHeMm 3aboneBanuu, LID, cynst mo Bcemy, MO3BOJISIET
JIOCTUYB 0oJiee 3(PPEeKTUBHOTO KOHTPOJIS 3a00IeBaHMS.
B pexomeHmanmsax AMeprMKaHCKONW KOJUIETUU peBMa-
tojioroB 2021 roma B KadyecTBe Tpemnaparta 1-ii TuHun
y MaIeHTOB 0e3 KM3HEYTPOXKAIOIINX ITPOSBICHUI pe-
koMmeHoBaH nMeHHo I1T [153], onHako ¢ 00s13aTeNnb-
HBIM YYETOM COITyTCTBYIOLLUX COCTOSIHUM (ITOYeYHOM
WIN IIEYCHOIHOM HEAOCTATOYHOCTU, OEpEeMEHHOCTH,
AHAMHECTUYECKOU HEePEeHOCHUMOCTH), TIPY HAIMINT
KOTOPBIX BO3MOXHO MCIIOJb30BaHue A3A, pUTYKCH-
Maba (PTM) nim mukodenonara mopermna (MMO).
BaxxHbpIM HOBOBBeIeHUEM HETaBHUX PEKOMCHIAIIMIA
EULAR 2022 r. sBuiach peKOMeHIAlMs M0 UCTIOIb-
3oBaHui0 PTM B KauecTtBe npenapara 1-ii JMHUMU U B
JTAaHHOM TpyIIIie MalueHToB [154], 94T0 00yCIIOBIIEHO TT0-
3UTUBHBIMU pe3yJibTaTaMu uccienoBanuiit RITAZAREM
[155] m RAVE [156], B KoTOpBIE, IOMUMO ITallIEHTOB
C XXM3HEYTPOXAIOIIUMU TPOSIBICHUSIMU, BKITIOYATICH
1 TTAIIMCHTHI O3 TAKOBBIX.

MMO® u A3A TakKe ObUTH TIPEIJIOKEHBI B KaUeCTBE
BO3MOXXHBIX aibTepHaTUB LIP B MHAYKIINM PEMUCCUN
y OOJIHBIX C paHHUM TeHEepaJIM30BaHHBIM 3a00JIeBa-
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HueM. F. Silva et al. [157] onybanKoBay HeOOJBIIYIO
CEepUIO CllyJyaeB, B KOTOPBIX oleHUBaau MM® B co-
yetanun ¢ 'KC mig mHIYKIMM peMUCCUN Y OOJIbHBIX
MIIA ¢ nopaxkeHueM Movek JIErKoil Wi yMepeHHOM’
TsoKecTu. [IpenBapuTebHbBIC PE3yIbTaThl JAHHOTO MC-
clIeMOBaHUS OKa3aJIMCh JOBOJIBHO TTEPCIIEKTUBHBIMU
(70% cnyuaeB cToiikoii pemuccun yepe3 18 mec.). Dd-
(EeXTUBHOCTh MHAYKIIMOHHOM Teparmuu MM® u LD
B Tepanuu AAB 0e3 XXKU3HEeYrpoKaroluX MposiBISHUI
3a00JIeBaHMST CPAaBHUBAJIACH B 2 PAaHIOMM3MPOBAHHBIX
KOHTposmmpyeMbix ucciaegoBanusx (PKM) [158, 159].
B xone oboux uccienoBaHuii 6pu1a MPOAEMOHCTPUPO-
BaHa COITOCTaBMMasl YaCTOTa JOCTVKEHUS] PEMUCCUN,
Ho B uccnenoBanuu R.B. Jones et al. [159], wacToTa pe-
uanBoB B rpyrime MM® 6buta BhIle, 0COOCHHO Y TT10-
3uTUBHBIX 1T0 PR3-ANCA nauueHToB, BBUIY YeTO B Ha-
crosiiee BpeMst MM® takxke MOXET ObITh pACCMOTPEH
JUIS1 UHAYKUMOHHOM Tepanuu nipu AAB 6e3 xxu3Heyrpo-
JKAIOIINX MPOSBICHUI, HO TIpeuMyInecTBeHHO y MITO-
TO3UTUBHBIX MALIMEeHTOB [153, 154].

CTeHO03 Tpaxeu M MOACKIAIOUYHOIO IIPOCTPAHCTBA
TpeajaracTcs pacCMaTPpUBaTh B KAUECTBE TSKEJIBIX
nposiBieHuit I'TIA, koTopbsie TpeOyIOT, B IIEPBYIO OUe-
peab, THTCHCUBHOW MMMYHOCYIIPECCUBHOM TepaIuu
¢ ucnonb3oBanuem LD umm PTM, Tonbko npu Head-
(EeKTUBHOCTH KOTOPOI1 BO3MOXKXHO PaCCMOTPEHUE XU-
PYPTUUECKUX METOIUK, TIOCKOJIBKY ITOCTIC BHITTOJTHEHUS
MOCJICAHUX YaCTO HAOJIIOMAIOTCS PECTEHO3BI TIPU OT-
CYTCTBUU aIeKBaTHON MMMYHOCYIIPECCUBHOM TePAITTUMN
[153, 160—162].

AKTUBHOE reHepann3oBaHHoe 3aboneBaHue

Pannue uccnenoBanust A.S. Fauci, TpUMEHUBIIIETO
koMmOuHanuio WA ¢ I'KC, pe3ko n3MeHMIN UCXOIBI Jie-
YeHMST BACKYJINTA, 1 9Ta TepareBTHUECKass KOMOMHAIIHS
ocTajlach OCHOBHOI (hopMoii Tepanuu 1-if TMHUY TIpU
aKTMBHOM TeHepain3oBaHHOM 3aboneBanuu [83]. Co-
yetaHue niepopanbHoro LM u nepopanbHbix 'KC B aTOM
HCCIeI0BAaHUY IPUBEIIO K pemuccuu y > 90% GoJIbHBIX.
o TosIBIICHUST 3TOM CXeMBI IIPOTHO3 IJIs MTAllMeHTOB
¢ AAB ObUI 1OCTaTOYHO CEPbE3HBIM, S-JICTHSIS JIETallb-
HOCTH mocturaina 85%.

st yMeHblIeHUsI TOO0YHBIX 3(p(HEKTOB U TOKCUY-
HOCTH (K KOTOPOI OTHOCSATCS TeMOpparndyecKuii 1mu-
CTHUT, paK MOYEBOTO ITy3bIpsI, TUMGOIpoandepaTUBHEIC
1 MUeJoTIpoJindepaTUBHBIC 3a00JIeBaHNsI, OECILIONNE),
CBSI3aHHBIX C MHAYKIIMOHHON Tepamueil Iepopaib-
HbIM 11D npu coxpaHeHNU peMUCCUU 3a00JIeBaHMUS,
OBLTIO MPOBEICHO HECKOIBKO KIMHUYECKNX UCIIBITA-
HUI B IOMCKaX aJIbTepHATUBHBIX cxeM. [1ymbc-Tepamnust
LI ® cpaBHMBaIACh HEITOCPEACTBEHHO C TTEPOPaTbHBIM
npuemoM LI® B cioncupyemom EUVAS uccnenoBanumn
CYCLOPS (exenHeBHBIN TepopaibHbIi TTpuem LD
B CPaBHEHUU C TYJIbC-TEPATTUEH IJIST JISICHUS ITOYCUHOTO
Backyiuta) [163—165]. MccnenoBaTein 0OOHAPYKUIN,
4yTO BHYTpUBeHHOE BBeneHMe LIMD ObIO CTOMB Ke ah-
(GEeKTUBHO B MHAYKIINM PEMUCCUM 3a00JIeBaHMs, KaK
¥ TIepOpaIbHBIN IIPUEM TIperapaTta, M XapaKTepru30Ba-
JIOCHh MEHBIIIMM KOJUYECTBOM MOOOYHBIX 3(P(PEKTOB.

OnHaKo IMOoJTydYeHHBIC B TATbHEHIIIEM Pe3yIbTaThl JOJTO-
CPOYHBIX HAOMIOACHUI TTOKa3aJI1, YTO PUCK pEeUINBa
IIpY BHYTpUBeHHOM BBeneHuu LMD ObuT 3HAYMTETBHO
Boiie (29,5 vs 20,8%) [165, 166]. C apyroii CTOpOHHI,
3HAYMMBIX Pa3INIUil MEXKIYy STUMM ABYMsI IPYIIIaMU
B OTHOIICHUH BEDKMBACMOCTH, (DYHKIIMH TTOYEK VITH Ya-
CTOTBI HeXKeJIaTeTbHBIX SIBJICHUI He OBLIIO OOHAPYKEHO.
BaxxHo moMHUTB 0 cHIKeHnH KcKpern LD y marm-
€HTOB C TTOYCYHOI HEAOCTATOYHOCTHIO, UYTO MOXET I10-
BBIIIIATh TOKCUYHOCTH TIperiapaTa, BBUILY YeTO TpeOyeTCst
koppekius 1036l LIMD B cootBeTcTBUM cO0 CK®D 1 BO3-
pacToM [165], a TakXKe 0 pEKOMEHIYEMOM OTPaHUYEHUU
MoXu3HeHHoM 10361 LID 1o 25 1 [167].

Kax ANCA, Tak n B-mumdonuThl yIacTBYIOT B IT1a-
ToreHe3e AAB, B CBSI3U ¢ OTUM JIJISI €r0 JeYeHHUs1 ObLT
npemioxed PTM — npenapata CD20 MOHOKJTOHATBLHBIX
aHturen. [Tociie n3ydeHus psma MepCreKTUBHBIX CepriA
cJIydaeB OBLIO TTPOBEICHO 2 KPYITHBIX pAHIOMU3NPOBAH-
HBIX MHOTOILIEHTPOBBIX KOHTPOJIUPYEMBIX KITMHUIECKIX
HCCJIEA0BAHMS C 1IeJIbI0 CpaBHEHUS 3(DHEKTUBHOCTHA
PTM ¢ U®D B vHOyKIMKA peMuccuu 3abosieBanus [ 168,
169]. B uccnenoanuu RAVE (PTM vs 1D B neueHun
AAB) cpaBHuBaiu nedyenne PTM ¢ exxeqHeBHBIM IIpH-
eMoM repopaiabHoro LId. B aToM nccnemoBaHny pUTYK-
cuMab 1o apdexkTuBHOCTH He yeTyran LA, yTo 6b110
YCTaHOBJICHO ITPH IIOMOIIN TTEPBUYHOI KOHEYHOM TOU-
K1 — TOCTHKEHUE PEMUCCUM 3a00JI€BaHMS U YCIICIITHOE
camxkenue 1036l [KC yepes 6 mec. [156]. AHanus B roj-
rpyrnax rnokasaj, yto tepanust PTM MoxeT ObITh Oosiee
3 HOEKTUBHON NPU JICUCHUN PELUIMBa 3a00ICBaAaHUS
(ocobenHo y mammeHToB ¢ PR3-ANCA), HO B 3¢ dek-
TUBHOCTU JICUYCHUS aJIbBEOJISIPHOTO KPOBOMUBIUSHUS
pa3IMIMii He TIOJYYeHO (OIMHAKO B OOJIBIIIOM PETPOCTICK-
THUBHOM HCCJICIOBaHUM TTOKa3aHa 0oJiee BhICOKasl -
(extuBHOCTEF PTM B manHoi1 rpyrime natueHTos [170]).
Hwukakmx pa3nmuuii B 4acTOTE HEXKEIAaTeIbHBIX SIBJICHUIM
B uccienoBaium RAVE He O6b110 oTMeueHO. AHaslo-
TUIHBIC BBIBOIBI OBLIN CIETaHBI B XOI¢ MCCICIOBAHUS
RITUXVAS (PTM mo cpaBaenuio ¢ LHP nmpu ANCA-
aCCOIIMUPOBAHHOM ITOYCUYHOM BAaCKYJIUTE), TIIE TOCTHU-
JKEHUE CTOMKOU peMUCCUH, MeIraHa BpEMEHH JI0 pe-
MUCCUU 1 HEeOIaroNnpusITHbIE SIBJIEHUS (B T. 4. TH(MEKII1-
OHHBIC OCJIOXKHEHMST) OBUTH CXOXKU TP COITOCTaBICHUM
2 cxeM Tepanuu [171]. Takke cienyeT OTMETUTh, YTO
B JajibHel1eM npu cyoaHanuse ucciaenoBaHusi RAVE
OBLIO BBISIBIIEHO, 4TO B TpyIine PR3-ANCA-TT03UTUBHBIX
MMAIIeHTOB YacTOTa TOCTVKEHUS PEMUCCHUM TIPH JIeue-
Hun PTM Obl1a 3HaUMMO BEILIIE, YeM Tipu JedeHnn LD
[172]. B 2022 r. KpyITHOe MHOTOIIEHTPOBOE 0OCepBalIy-
OHHOE KOTOpTHOE nccaenoBanne GpaHITy3cKOro peru-
crpa [173], BkmouunBiiee 194 mamuenra ¢ ['TIA, ipone-
MOHCTPHPOBaJIO OoJiee BBICOKYIO a(pdekTuBHOCTE PTM
B IOCTIDKEHMH peMuccru 1o cpaBHeHMIO ¢ LIP. OgHako
ClIeyeT OTMETUTD, UTO KakK B ucciienoBanuu RAVE, Tak
1 Bo @paHITy3CK1ii peTUCTP HEe OB BKITIOYCHBI Il -
€HTHI C TSKEJI0M 1 OBICTPOIIPOrPeCCUPYIOLLECH TOYeuHOH
HEI0CTAaTOYHOCTbIO, BBUIY YETO BOIPOC BbIOOPA Tpe-
MMOYTUTEILHOM TAKTUKHU TCPAITUU IS JTAHHOW TPYITITHI
OOJTLHBIX OCTaeTCsT OTKPHITEIM. CormacHO P paHITy3cKIM
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pexkomenganusam 2020 r. [174], nperapatom 1-it TnHUN
y naunreHToB ¢ AAB u CK® < 15 Mi1/MUH clieayeT pac-
cMatpuBath nMeHHO LD, omHako HeoOXxomMMa KOppeK-
LMsT 103kl pemnapata [165].

KomMbunupoBanHasg teparug PTM u LId B PKU
He u3ydJanach. B uccnemoBanum Pepper et al. onieHUBa-
Jach 93OEKTUBHOCTD MHAYKIIMOHHOM TepaIlmy KOM-
ounauueit PTM, H® u I'K (30—60 mr ¢ mocienyioiei
OBICTPOIT OTMEHOI B TeueHHUe 5—14 mHeit), B KauyecTBe
TPYIIIBI «<UCTOPUIECKOTO» KOHTPOJISI MCIIOIb30BaHBI
COMOCTaBUMBIE MalueHThl 13 ucciaenosannii EUVAS
n RITUXVAS [175]. B xone ccienoBaHnsl KOHCTaTUPO-
BaHa COIMMOCTaBMMasl YaCTOTa PEMUCCUN U CMEPTHOCTH,
a TaKKe COToCTaBUMasT WJIM 00JIee HU3Kasl 4acToTa TSI-
JKeJTbIX MH(PEKINI 1 TTOJTHOE OTCYTCTBUE CIyJYacB CTe-
POMIHOTO caxapHOro nuabeTta. B HegaBHeM peTpocIiek-
TUBHOM MccaeaoBaHuu y 14 u3 15 manuenTos ¢ AAB
U TJIOMEPYJIOHEe(PUTOM CO CHIDKEHUEM CKOPOCTH KITY-
060uKkoBOI1 huabTparuu < 15 MJI/MUH, TTOJIYIAIOIINX
KoMmOrHupoBaHHyto Tepanuio 'K, PTM u Huzkumu no-
3amu LI® (2 BHyTpUBeHHBIC MHObY3UM B 03¢ 10 MI/KT)
C TIOC/IEAYIOLIEH TTOJTHOM OTMEHOM Tepanuu yepes 6 Mec. ;
JOCTUTHYTA ITOJIHAsI peMuccus 3adoneBanus [176]. Ipu
3TOM 9acTOTa TOOOYHBIX 3((PEKTOB 1 pELIMINBOB 00JIE3-
HU OBLJIa COTIOCTaBUMa C TPYIIIION KOHTPOJISI, B KOTOPOit
MpoBoaMIachk cTaHaapTHas Teparus ['K 1 mepopaibHbIM
L ® ¢ nocneayommm nepexogomM Ha A3A, a KyMyJIsITUB-
Has mo3a LI® 1 yacToTa cepbe3HBIX MH(EKITNI B HICCIIe-
JyeMOM TpyTITie ObLJIa 3HAYMMO HITKE.

Takum o6pa3oM, B MOCIETHNUE TOIBI 3HAUMMO BO3-
pocia pojib PTM, KoTopbiii, COTJIaCHO peKOMEH 1ALl -
aM AMepUKaHCKOM Koernu pesmaronoros 2021 T.
[153], oTHOCUTCS K Tepanuu 1-il TMHUM HE TOJIBKO
s uHaykuuu pemuccuu npu I'MTA u MIIA ¢ ak-
TUBHOW reHepaan3oBaHHON (GopMoii 3ab0oieBaHUs,
HO ¥ IS IONIEPKUBAOIIEH Tepaliu, a TAKKe, B OT-
qnaue oT LD, He cHMXKaeT penpoayKTUBHYIO (DyHK-
LI1I0 1 OoJiee TIPEAMOITUTEIICH IJIsl TTAallMEHTOB OoJiee
MOJIOIOT'O BO3pacTa.

Ta)xkenoe 3aboneBaHne

Tsxenbie 3a00IeBaHUS OTIPEACIISIIOTCST HETIOCPE -
CTBEHHOI yIp030ii HEIOCTaTOYHOCTU OPTAaHOB WJIH
cMmeptu. TakuM 06pa3oM, MAlMEHTHI ¢ TSLKeIoi dhop-
MOt 00JIe3HN ToYeK (KpeaTuHUH >5,7 mr/mn), JAK,
KapaIuOMUOTIaTHEH / CepIeIHOM HETOCTATOUHOCTHIO TN
IPYTUMU YTPOKAIOIIUMHU (QYHKIIMOHUPOBAHUIO OpTa-
HOB 3a00JIeBaHUSIMU OyIYT KIaCCU(UIIMPOBATHCS KaK
MMEIOIINE TSoKemyio (hopmy BacKyauTa. Ha ocHoBaHUM
pesynbratoB ucciaenopanuss MEPEX (PKUM mrasmade-
pe3a 1 BBICOKMX 103 METWJIMIPEIHN30JI0HA B KaUeCTBE
TMOTIOTHUTEJIFHOM Tepalmuy MPU TSIKEJIOM MOYSIHOM
BACKYJINTE) B KOTOPTE IMALIMEHTOB C TSKEJIOM 60e3-
HBIO TIOYEK, JoOaBlIeHNe MIa3Macdepesa K CTaHIapTHO-
My pexumy tepanuu LI® mmoc 'KC 6bu10 TTpu3HaHO
6omee 3(MEKTUBHBIM, YeM ITPOBEICHHE ITyJILC-TePAITN
I'KC. Kputepusamn a(ppeKTUBHOCTH Tepaltii B 3TOM
HCCJICIOBAaHNY OBLIN TTOKA3aTeIN BEDKMBAEMOCTH 0€3
nuanunsa (69 vs 49%) [177—183]. JonogHUTeIbHbIE Me-

TOMBI JICYCHUSI, ONMCAHHBIE KaK KIMHAYECKNE CIyJIan
JUTS TIAITMEHTOB ¢ HeKOHTponmpyeMbIM JIAK, BKiTIo9aroT
AKTUBUPOBAHHBIN yenoBeuecknii (pakTop VII, 4TOOBI
KOHTPOJIMPOBATh TEKyIIre pedpakTepHbIC KPOBOU3-
JIUSTHUS Y TTALIMEHTOB C IBIXaTeJIbHOM HEITOCTaTOUYHO-
cThio [184, 185] 1 skcTpakopropaibHyI0 MEMOPaHHYIO
okcureHanuio (DKMO), KoTopast UCITOIb30BaIaCh I
JIeYeHUST pePPaKTEPHOM TUTIOKCEMUICCKON TbIXaTeIb-
HOM HEJOCTATOYHOCTH Y OOJIbHBIX C TSKeI0i hopMoit
KPOBOMBIUSIHUS 10 Ha3HAYCHUS IPYTHX 3 PEKTUBHBIX
MeTonoB [186].

ITpu aTom kpynHoe ncciaenoBanue PEXIVAS [187],
B KOTOpOe ObITM BKIIIOYeHbI 704 maumenTa ¢ AAB 1 T4-
XeJnbIM nopaxeHueM mnovyek uiau JAK, ObLi1o cra-
HUPOBAHO C IEJIbI0 JOKa3aTeIbCcTBA 3(P(PEKTUBHOCTH
rasMadepesa B JTaHHOM TPYIIIE MaleHTOB, OJHAKO
MIPOAEMOHCTPHUPOBAJIO, YTO T00aBICHME TU1a3Macdepe-
3a K CTAaHIAPTHON MHIYKIIMOHHON Teparmmu He BIIUS-
€T Ha OOIIyI0 U TTIOYEUHYIO BRDKMBAaeMOCTh. HemaBHMIA
MeTaaHaau3 9 uccienoBanuii (cymmapHo 1 060 maru-
€HTOB) TaKXKe MIPOASMOHCTPHUPOBAJI, UTO TIa3Macdepes
He BJIMSICT Ha OOIIYI0 BEDKMBAEMOCTh, HO CHIKACT PUCK
TePMUHATBLHOU ITOYEUYHON HETOCTATOYHOCTH B TCUCHHE
rofia, XOTsI IIPY 3TOM 3HAYMMO TTOBBIIIACT PUCK CEPhE3-
HBIX nH@ekumii [188]. ObcepBallMOHHOE MCCIeOBAaHNE
73 manmenToB ¢ JJAK TakxKe 1mokasajio OTCYyTCTBHE 3Ha-
YUMOTO BIUSHMS T1a3Madepe3a Ha CMEPTHOCTbD U IpY-
rue ucxonsl [170]. Ha ocHOBaHUM BBINIEYKA3aHHBIX
HCCIeNOBAaHNI PYTUHHOE MCIIOIb30BaHMe T1a3made-
pesa mpu AAB B HacTostiee BpeMst He peKOMEHIYETCS
1 MOXET pacCMaTPUBAThCSI B KAYECTBE OIIIMU TOJIBKO
JUIST TAIIMEHTOB C BBICOKUM PHUCKOM TePMUHAIBHOM 110~
YEeYHOU HETOCTATOYHOCTH ITOCJIC TIIATCIBHON OIIEHKHN
COOTHOIIIEHUS PHUCKa U TToNb3bI [153, 154, 189].

Taxcke HeMaIOBaXKHBIMU IIPEICTABIISIIOTCS JOTIOTHH-
TeJIbHbIe pe3yabTaThl uccienoBanus PEXIVAS, koTo-
pBIC IIPOIEMOHCTPUPOBAIIN CPaBHUMYIO 3(h(PEeKTUBHOCTh
B JOCTIDKCHUU peMmuccuu AAB TIpu mcnoiab3oBaHUN
peIyLMpPOBaHHBIX (IIepBOHAYAIBHAS 1032 | MI/KT B CyT-
K1 ObLIa CHIDKEHA B 2 pa3a yxXe co 2-If Hell. JICUeHUs)
n crangaptHeIX 103 'KC, mpu 3HaumMo 6ojiee BhICO-
KO 9acTOTe TTOOOUHBIX SIBJICHUI (B IIEPBYIO OYepeIb
MHGEKIMOHHBIX OCJIOXXKHEHUI) TIPY MCIOJIb30BaHUU
craHmapTHo#t cxeMsl [187] (Taba. 8). B oTHomeHNN
HCTIoNb30BaHusA Iynbe-Tepamuu ['KC nna nagykimun
pemuccuu AAB Takxke KpaliHe 3HAUMMBIMU MPEACTaB-
JISTFOTCSI PE3YAbTAaThl PETPOCIIEKTUBHOTO KOTOPTHOTO
ncciaenosanus 114 nmanueHtos ¢ AAB u TsKeabIM 110-
paxeHneM nodek [190], B Xxome KOTOpOro OBLIO TTOKa-
3aHO, YTO TIpoBeacHMe mynbc-Tepanun ['KC 3Haunmo
HE BJIMSUIO Ha BBDKMBAEMOCTb, (DYHKITUIO IIOYEK M YaCTO-
Ty PEIMINBOB, HO aCCOIIMUPOBAIIOCH C 00JIee BEICOKOM
4acTOTOM MH(MEKIIMI 1 caxapHOTO IruadeTa, B CpaBHECHUH
¢ JleuyeHreM 0e3 ucIoib3oBaHus Iyibc-Tepanuu ['KC.
PesynbraToM BhIIIeyKa3aHHBIX UCCIICIOBAHUN SIBUJIACH
o6mmas mist pekomeHmanuii ACR 2021 . [153] 1 EULAR
2022 1. [154] TeHOeHIMS K CHIZKCHUIO KyMYJISITUBHOM
10361 'KC per os 1 orpaHMUeHUIO BHYTPUBEHHOM ITyJIbC-
tepanuu I'KM nipu unaykuuu pemuccun AAB.
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Tabnuua 8. CxeMa Tepanuu ITIOKOKOPTUKOCTEPOMAAMM MPU UHAYKUM-
oHHoM Tepanmm ANCA-accoummpoBaHoro BackynuTa putykcumabom unm
umnknogocdammaom, cornacHo uccneposanuio PEXIVAS [187]; Mr B cyTku
B MepecyeTe Ha NpeAHN30/0H

Hegenn Macca Tena, Kr
<50 50-75 >75
1 50 60 75
2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
11-12 7,5 10 12,5
13-14 6 7,5 10
15-18 5 5 7,5
19-52 5 5 5
>52 MuomeuayansHo

Taxxe B npyrom PKHW, B KoTOpoe ObLIM BKJIIOYEHBI
108 marmenToB 65 siet u crapiie ¢ AAB, rpoaeMoHcTpu-
poBaHa corocTtaBuMas 3G GEeKTUBHOCTb CTaHIAPTHOMN
U peayLUPOBAHHON cxeMbl Kcoib3oBaHus LD (6 uH-
¢y3uit mo 500 mr 1 pa3 B 2—3 Hel.) Ipu JOCTOBEPHO
00J1ee HM3KOI YaCTOTE CePhe3HBIX ITOOOUYHBIX 3(PHEKTOB
B IPYIIIe peaylupoBaHHON Tepanun [191].

AddpexTuBHOoCcTh LID B teuenun tskeaoro DI TIA
MOATBEPXKIaeTCs JaHHBIMU IpoBeaeHHoro PKHU [192],
MIPY 3TOM OINTUMAaJIbHAsI TIPOIOIKUTESIBHOCTD MHIYK-
muoHHO# Tepanum 1D He onpenencHa. CoriacHO He-
IaBHUM PEKOMCHIAIIMSIM €BPOMEHCKUX 3KCIIEPTOB,
tepanuio LIP crexyer mpomokaTh 10 TOCTUKCHUS
peMuccHM, KakK IPaBUiIo, B Te4eHUe 6 MeC., Y OTAE/Ib-
HBIX TTAIIMEHTOB BO3MOXKHO pacCMOTPEHUE TIPOIICHUS
WHOYKIIMOHHOTO TTeproaa 1o 9—12 mec [114]. ITo maH-
HeIM PKA REOVAS [193] yacToTa 1OCTIKEHUS U TN -
TEJILHOCTD TTOJAePKaHUS peMuccuu Tskesoro DITIA
Ha (poHe MHAYKUMOHHOM Tepanuu PTM u LI® Obuta
COITOCTaBMMOIA, TaK K¢ KaK 9acTOTa ITOOOYHBIX SIBICHUI
n kymyaatuBHasg 1o3a 'KC. MHTepecHO, 4TO, B OT/INYNE
OT OoJiee paHHMX 00CEPBALIMOHHBIX MCCICIOBaHMIA [33,
194], B uccnenoBanuu REOVAS s dexkrnBHOCTD Tepa-
mn PTM y ANCA-no3ntuBHbIX 1 ANCA-HeraTUBHBIX
nanueHToB ObL1a conoctaBuma. Taxske Tepanust PTM
okazanach 3 GEKTUBHON HE TOJBKO JUIST TOCTVKECHUS
PEMHCCHUHN, HO 1 €€ TIOIePXKAHMS Y TTAIIMEHTOB C TSTKe-
M OI'TIA [32, 195]. Y manmeHTOB ¢ Tsokeabim DI TIA
BBIOOp B morb3y LI KaxeTcs 11e1ecoo0opa3HbIM y Ta-
IIMEHTOB C aKTUBHBIM ITOPaXKeHUEM CEpIIia, YIUTHIBAsI
OoJBIINIT ONBIT McTIoNb30BaHUs LM B maHHON KIMHU-
yeckoit curyaumu [114, 153].

CoriacHO KOHCEHCYCY EBpomeiickux 3KcnepToB
[114] 1 pekomenmaumsim EULAR 2022 rona [154], ipu
OI'TIA 6e3 mopaxXeHUsT XKM3HEHHO BaXXKHBIX OPTraHOB
B Ka4eCTBE CTPATETUM «II€PBOM JIMHUU» CIEAYET MC-
moJIp30BaTh MoHOTepanuio ['KC, mpu KoTopoii, omHaKo,

BBICOK PUCK peluanBa 6oj1e3Hu (35% B TedeHuUe IIEpBOTo
roga) [196]. B PK MIRRA [31] ouienuBanach appex-
TUBHOCTb OJ10KaTopa IL-5 Menonusymaba B JOCTUKE-
HUM PEMUCCUN PEITUIUBUPYIONIETO U pehpaKTepHOTO
DI'TIA 6e3 mopaxkeHUs JKU3HEHHO BaXKHBIX OPTaHOB.
Tepanus menonn3zymadboM XapakTepus3oBajaach 3HAUK-
MO 0oJiee BEICOKO 3((PEKTUBHOCTHIO U COMTOCTAaBUMOM
TOKCUYHOCTBIO, B CpaBHEHMH ¢ T1a1ie60. MHTepecHo oT-
METUTh, YTO TTO3UTUBHOCTH 1T0 ANCA 3HaYnMO He BIIU-
sI71a Ha TepaleBTUYCCKUi oTBeT. JlaHHbBIe pe3yIbTaThl
TTOCITY>KVUTM TIOBOJIOM TSI BKITIOUCHUSI MEITOIM3yMaoa
B KaueCTBe IperapaTa 1-it TMHUY B JICUCHUH HETSKEII0-
ro BI'TIA, cormacHo pekoMmeHmanusm ACR 2021 r. [153].
MHuTepecHO, 4TO B €BPONECKOM MHOTOLIEHTPOBOM 00-
CepBaIIMOHHOM HcciaenoBaHuu [ 197] Obl1a mokazaHa BbI-
cokast 3(p(peKTMBHOCTH 1 6€30MaCHOCTh METTOIM3yMada
ripu DI'TIA kaxk B no3e 300 mr 1 pa3 B 4 Hejl., TaK U B 103€
100 mr 1 pa3 B 4 Hen. bonee Toro, apdekTMBHOCTL MeNo-
Jm3ymaba OblIa MPOAEMOHCTPUPOBAHA TAKXKE U B OTHO-
IIeHNH neprhepuIeCcKOoil HepoImaTu, OAHAKO 3TO HC-
cJieIoOBaHME HOCUJIO PETPOCTIEKTUBHBINM XapakTep [198].
Elre B omHOM peTpOCIIEKTUBHOM HcciaenoBaHum [199]
3 HEXTUBHOCTb MHAYKIIMOHHON Tepanuu INKI0(poc-
dammoM 1 Mertonu3ymMadbom rpu Tsekeaom DI TIA 6buta
COITOCTaBUMOM TIPY 3HAYMMO MEHBIIEM YHCIIe TT000Y-
HBIX 3(p(peKTOB B TpyIIie Meroan3ymada. B onmmcanusax
Cepuii cimyJaeB TakKe ObLJIa ITPOIEMOHCTPUPOBaHA (-
dexTuBHOCTD mpyrux 61okaropos IL-5 [200, 201]. Ta-
KM 00pa3oM, He UCKITIOYCHO, YTO MEITOIM3yMa0 MOXKET
OBITh YCIICIITHO MCITOJIB30BaH U MPH TKEBIX (hopMax
OI'TIA, XOTS B 3TOM HampaBJIeHUH, 0€3yCIIOBHO, TPeOy-
I0TCSI TOTIOTHUTENIbHBIC McclienoBanus. MccienoBanuid,
MMOCBSIIEHHBIX cpaBHEeHUIO 3 dekTuBHOCTH A3A, MT,
MM® u PTM nipu MHAYKIIUW PEMUCCUMN HETSKEIO-
ro OI'TIA n mognepxanuu pemuccun tskeaoro DITIA
He mpoBoauiock. [1o anamoruu ¢ I'TIA/MIIA, nipu pe-
muauBe Tsekesioro DITIA mis peMHAYKIIUY peMUCCUU
npeanoutreHue otrnaercss PTM Bo uzbexxaHue Habopa
KyMyJIaTUBHOI mo3bl LD, 3a UCKIIOUeHUEM CIIydacB
MOPaXEeHUS Cepala WK peuuanBa 00JIe3HU cpasy Io-
cie nagysuu PTM [153]. I1pu He TSKeIoM peliianBe,
yUuThIBas1 pe3ynbTaThl uccienoBanuss MIRRA, npenmno-
YTeHHe CJIeyeT OTHaTh Meroan3ymaoy [31, 153], tuoo
orrruMm3anmu Tepamuu ['KC wim nHTranIsmmoHHBIMU
npenaparamu [114].

Taxoke HECKOJIBKO KPYITHBIX UCCIIeIOBAHUIA IIPOIC-
MOHCTPHPOBAJIA BEICOKYIO 3((DEKTUBHOCTD 1 3HAUMMBIIA
cTrepouaocOeperalomnii MoTeHINAI TabJeTUPOBAHHO-
ro naruourtopa C5a aBakonana [202—204], KoTopbiii
B OyIyIIIeM MOXKET CTaTh PEBOIOIIMOHHBIM IIpEIIapaToM
B ieueHUM AAB 1 3amenuTh coboit 'KC. B nccneno-
Banne ADVOCATE [202], B KOTOpOM cpaBHUBAaJach
s¢dekTUBHOCTh aBakomnaHa 1 'K B mHmyKIum u momu-
nepxxaHum pemuccun AAB, 6601 BKITIoueH 331 manuenT
¢ MITIA/TTIA. 166 nauKeHTOB UCCIEAYEMOI TPYIIIIbI
MOJIyYaJii aBakoIllaH, 165 MmauueHTOB KOHTPOJbHOM
rpynnbl — 'KC, Bce maumeHThl 00eUX TPYITIT TakXkKe
nosryganu tepanuio LH® vnu PTM. Yepes 24 Hen. ya-
CTOTa TOCTIDKCHMST PEMHUCCUHM B 00OMX TpyIMIIax ObLia
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conocraBuMa (72,3 u 70,1% coorBetcTBeHHO). [1pn aTOM
YyacToTa MOAIEPKAHUS PEMUCCUU Yepe3 52 Hell. B rpyIIe
aBaKoIlaHa OKa3ajach 3Ha4yuMMo Bbile (65,7 u 54,9%
cooTBeTcTBeHHO; p = 0,007). Takke ciaemyeT OTMETHUTb,
YTO BOCCTAHOBJICHME MTOYEUHON (DYHKIUU Y MALlKEeH-
TOB C aKTUBHBIM IJIOMEPYJIOHE(DPUTOM B UCCIIEAYEMOit
IPYILIE IIPOUCXOAMIO Jayulie. K coxaaeHuIo, UCII0Ib30-
BaHUeE aBaKOIlaHa B peaIbHOM KIMHUYECKOM IMPAaKTUKE
CYLLECTBEHHO OIPAaHUYEHO €ro BbICOKOI CTOMMOCTHIO,
IIPY TOM, YTO IIperapar siBIsieTcs: CMHTeTudecKuM. On-
HaKO Ha3HavYeHUEe aBaKoIlaHa CJeayeT pacCMaTpuUBaTh
B Ka4eCTBEe TepareBTUYECKON OMLIMU [JIsI ALIMEHTOB
C BBICOKMM PUCKOM ToKcuueckux apdekroB 'K u ak-
TUBHBIM IJIOMEPY/I0HE(PUTOM C ObICTPO HapacTalolleit
TMMOYEYHOU HEIOCTAaTOUHOCTHIO [154].

Pe3uncreHTHoe 3aboneBaHue

[TameHTOB, HE OTBEYAIOIINX Ha TEPAITUIO BBI-
coknMmu go3amu ['KC, nmuTocTaTmyecKux M TeHHO-
WHXCHEPHBIX OMOJIOTMYCCKUX MpenapaToB, a TakKxkKe
Ha rurazMacdepes, OTHOCST K OOJBHBIM C PE3UCTECHTHOM
dopwmoii 3ab6oneBanus. Het cranmapTHOI Tepanuu,
KOoTopas goka3ayia Obl ¢BOIO 3(Pp(PEeKTUBHOCTD IS MC-
MMOJIb30BAHUS B 9TOM I'PYIIIE MallMeHTOB, TaK YTO He-
00XOIMMO pacCMaTPUBATh UCIIOJIH30BaAHIE HOBBIX WIIN
9KCIIEpUMEHTAJIBHBIX TIperapaToB. K cyacTrio, Tpo-
rpecc B JICUCHUHN BaCKyJIHUTa CTAOMIBHO yYMEHBIIIACT
YHCJIO TIAIUEHTOB C PEe3NCTEHTHOM (popMoii 3abote-
BaHUS. bputn TipemioXeHbl Takue hOPMBI JICUCHUS,
KaK BHYTPUBEHHOE BBeICHUEC MMMYHOTJIOOYINHA,
IeOoKcHucIepryaanHa (IIpOTUBOOIYX0JIEBOTO U UMMY-
HOCYIIPECCHUBHOTO IIperapaTa) 1 aHTUTUMOILIMTAPHOTO
rnooynuHa [205]. ITo BO3MOXHOCTHU JieYeHHe MallMeHTa
C PEe3UCTEHTHOI (hopMoOii 3a00IeBaHNSI ClIeAyeT MpOo-
BOIUTH B CIIELIMATIU3MPOBAHHBIX LIEHTPAX C OMbITOM
JICUCHUS BaCKYJIHNTA.

ﬂo,q,qep)KuBaloLuaﬂ Tepanuns

TMonnepxxuparoiiiasi Teparnusi peaHazHadeHa 1j1sl Co-
XpaHEHUsI KOHTPOJIST 3a00JIeBaHUS, TIPU 3TOM CHIDKAS
PUCK WU TSDKECTh CBSI3aHHBIX C JIGKAPCTBEHHBIMU CPeI-
CTBaMM HeXXeJlaTeIbHBIX sIBIeHUI. Bo Bpemst 31oii (pasbr
JICUCHMS TMAllMeHTHI, TToJTyJalonme InKiaodochamun
IUIST THOYKIIMU PEMHUCCUM, KaK IIPaBUJIO, IIEPEBOIITCS
Ha Tepanuio PTM, azaTHONIPUHOM WJIM METOTPEKCATOM,
yacTo B couetaHn ¢ Hu3kumu go3amu ['KC. TTaumeHTsr,
noJiyyaBiue Jjis tHAyKuuu pemuccun PTM, kak npa-
BUJIO, MOJIy4YaloT MoBTOpHOE JieueHue PTM u manbimu
no3amu 'KC. Kak u 1151 Bcex IMTOCTaTUKOB, 3T Cpe/l-
CTBa MOJIKHBI TIPUMEHSITHCS CO CHECITU(PUICCKIM IJIST
MperapaToB MOHUTOPUHIOM [IJISI BBISIBJIICHHSI ITIOOOYHOTO
IEeMCTBUS KaK MOXKHO paHblIie. JIpyrue mpemnapartsl, KO-
TOpBIE OBLIN MCTIOJIb30BaHbI TSI OTACIBHBIX ITAIIICHTOB,
BKimoyaroT MM®, jrecpsryHoMuUa 1 IUKIJIOCTIOPUH [ 149,
150, 206—208].

Bpems mepexona oT MHIYLIMPYIOIIETO IIpeliapaTa
K TIOIePKUBAIONICH Tepaliny SIBJSIIIOCH IIPEAMETOM
nucKyccuii. HekoTopble aBTOpHI YTBEpKIAIM, YTO T1a-
LIUEHTHI TOJKHBI TIPOXOINTH OIIPeIe/IeHHbBIC KypPCHI Te-

parnuun s «3aKperieHus» MHAYLIMPOBAHHON peMuC-
cuu. B 1O xe BpeMs Apyrue UCCienoBaTe/d HaCTauBallu
Ha TOM, YTO KIIMHUYECKUE JOKA3ATEIbCTBA aKTUBHOCTU
3a00J1eBaHNS WK €€ OTCYTCTBUSI JOJDKHBI CITY>KUTh B Ka-
YECTBE TJIABHOTO KPUTEPUS IS OTIPENETICHUS BpEMEHU
IepeBoIa Ha TOAIep>KUBAOIIIYI0 Tepamnuio. Pe3ynbra-
11 uccaenoBanust CYCAZAREM (11® 1o cpaBHEHMIO
¢ A3A 11 TOCTVKCHMST PEMUCCUHU TIPU TeHEPaIn30-
BaHHOM BacKyJIUTE) TTOKA3aJI1, YTO MALMEHTHI C aKTHB-
HBIM TeHEPATM30BAaHHBIM BaCKYJIUTOM ITPU TOCTIKEHUH
KIMHUYECKOU PEMUCCHH MOTYT OBITh TIEPEBEICHBI C Te-
parmu riepopanbHbIM 1M Ha A3A (0OBIYHO B TEUCHHUE
oT 3 1o 6 Mec.). Y MalueHTOB B OIIpeneeHHOM KIIMHU -
YeCKHM TIePEeXOTHO I'PYIIIIe HEe BBISBICHO YBEIUUCHUS
YacTOTHI PEIMINBOB, aKTUBHOCTH 3a00JICBAHUSI, WIIN
n3MeHeHus B GyHKuun rmovek [209].

Kak 1 17151 M"HIyKIIMOHHOM Teparvy, psiI KITHHIIe-
CKUX MCITBITAHUI OBLIN TIPOBEACHBI B TTIOMCKaX (hapma-
KOJIOTUYECKHUX CPEACTB, KOTOPBIE MOTJIN OBl obecte-
YUTH JIYYIIINE Pe3yIbTaThl B OTHOIICHUH OIS PXKAHS
PEMUCCUU U/WUJIN YMEHBIIICHUS TTOOOYHBIX 3((HEKTOB
ot Tepanuu. B kpynnom PKMU exeHenenbHbIN puem
MT HemocpencTBEHHO CPaBHUBAJCS C €XCTHEBHBIM
repopabHBIM TIpreMoM A3A. CorIacHO TTOJTYyIeHHBIM
maHHbIM, MT n A3A B paBHOII cTerieHN 3 (OEKTUB-
HBI B TIOIEP>KaHUM PEMUCCUN 3a00JIeBaHUsI, OMHAKO
B rpynne MT 3acdukcrpoBaHa CylieCTBEHHO OoJiee BhI-
cokasi yactora o6ouHbIx appexTon (19 vs 11%) [210].

AHaJIOTMYHO, MUKO(eHOoIaTa MOGhETHI CPaBHUBAIN
HEIIOCPEICTBEHHO C a3aTUOMPUHOM B MCCIICTOBAHUN
IMPROVE (MexnyHapoaHblii mpoTokos MM® g
COKpaIllleH!s 3a00JIeBaeMOCTH BacKyJauToM). B aTom
nccaenosanum A3A npesocxoamn MM® B ronnepxa-
HUU peMUCCHUM 3a00JIeBaHUsI 03 3HAYMMBIX Pa3TUInii
B YacTOTEe HeOIaronpusaTHBIX siBieHuit [211]. Hemenkas
rpymia uccienoBanus Backynura (GVSG) coobmmra
0 XOPOIIHNX, COITOCTABUMBIX C TepaIeil a3aTHOIIPUHOM,
pe3ysbTaTax y MalreHTOB, TOJIyYaBIINX MOIIePXKIBa-
OIIYIO TepaIuio Je(hIYHOMHUIOM, B XOIe HEOOJBIIIOTO
KJIMHAYECKOTO UcTbITanud [212, 213].

BapmaHTBI momaepKuBaloleit Tepamuu mociie MH-
IYKIIMOHHOW TepalmnMu PUTYKCHUMaOOM BKIIOYAIOT
I'KC, I'KC mmroc muTocTaTiK (110 aHAJIOTHH C TepaIT-
el y IMaIlMeHTOB, MPOXoaUBIIMX MHAYKIMIO L[D), mmm
ITOBTOPHOE BBEICHUE PUTYKCHUMAaba yepe3 peryIsIpHBIC
NpoMeXyTKU BpeMeHU. JJaHHble u3 KeMOpumIKcKoro
YHUBEPCUTETA TOBOPST B TIOJIB3Y PETYJISIPHOM TTOAIep-
xuBatonieii repanuu PTM ¢ ¢pukcupoBaHHBIMYA WH-
TepBajlaMi BPEMEHM MEXIY ITpueMaMi. DTa CTpaTeThst
MIpuBeIa K 3aMETHOMY CHIDKCHUIO YaCTOTHI PeIIUINBOB
(26% 3a 2 roga, B omymure ot 85% y MalMEHTOB, TI0-
nydaromux PTM TonbKo Tipu peluanBe BacKyJauTa),
a Takke cHKeHnIo morpeoHoctu B 'KC [214]. Panno-
mu3upoBaHHbie ucciemoBanusg MAINRITSAN [215],
RITAZAREM [155], B Xoae KOTOpPBIX CpaBHUBAJIaCh
s¢ppexTuBHOCTD Tepanu PTM n A3A mig roaaepxa-
HUS pemuccur AAB, IporeMOHCTPUPOBAIN TOCTOBEPHO
6otee BEICOKYIO apekTuBHOCTL PTM mpu conoctaBu-
MO YaCTOTE HEXXeJIaTeIbHBIX SIBIICHUA.
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Henasnuii Mmetaananus 7 PKW, BKIIroUMBIINI cyM-
MapHo 752 nauneHTta ¢ AAB, mpoaeMOHCTpUpOBa 3Ha-
Mo 0oJiee BEICOKYIO a3 dekTuBHOCTE PTM B momnep-
JKaHUM PEMUCCHUY, B CPABHEHUHU C IIUTOCTATUYCCKUMU
npenapaTamu, IIPU COITOCTABUMOM YaCcTOTE CEPhE3HBIX
HexXesaTeabHbIX ssBieHuii [216]. Ciaenyer OTMETUTD, YTO
cpenu nuToctatudeckux npemnapaTos LD, A3A u JIED
3HAYMMO TpeBocxommn MM ® B momaepskaHM peMuC-
cuu. B npyrom nccnenmoBanun 3p(peKTUBHOCTL U 0€3-
onacHocth MT n A3A B tognepxxanuu pemuccuu AAB
6bu1a comoctaBumoii [210].

B xone nccnemoBanusgs MAINRITSAN 2 [217] nmo-
Ka3aHO OTCYTCTBHE Pa3IMUMil B 4YaCTOTE 0OOCTPEHUIA
1 TTOOOYHBIX 3 DEKTOB MEXKIY MOIACPXKUBAIOIICH
tepanueit PTM B ¢puKcupoBaHHOM pexxmMme (KaXKIble
6 Mec.) U pexXuMe «I10 TpeGoBaHUIO» (BBEeAEeHUE IIPU
BOCCTaHOBJICHUM YPOBHS B-KJIeTOK miu HapacTaHUMN
ypoBHsI ANCA), BBUIY 4ero 3KCIepThl AMEpUKAHCKOM
KOJIIeTun peBMaTojioros ¢ 2021 r. peKOMEHIYIOT OTaa-
BaTh NpeATNIouTeHIE (PUKCUPOBAHHOMY PEKUMY, TaK KaK
obocTpeHust 00JIe3HU MOTYT IIPOUCXOAUTD Y MALIMEHTOB
¢ meruteniueil B-muMbonTOB 1 HeTaTUBHBIMM ITOKAa3a-
tersiMu ANCA [153]. YunTbiBas BhIlleyKa3aHHBIE UC-
CJIeIOBAHNsI, B HACTOSIIICE BpeMs €Il OMHOM OO It
COBPEMEHHBIX MEXKIYHAPOIHBIX PEKOMECHIAIINI TCHICH-
LMeH SIBIISICTCS TIPEATIOUYTCHUE B TIOJIb3Y PUTYKCHMaba
B KadecTBe noaaepxuBaoomeii teparmun AAB [153, 154].

VuureiBas nannasie cybananmsa PKU [156] u kymy-
JATUBHYIO TOKCYHOCTH LD, y mammmeHTOB ¢ 060CcTpe-
HueM AAB 1151 peMHIYKIINY peMUCCUN UCIIOIb30BaHIE
tepanuu PTM gBnsgercd npearnodyTuTebHbM [153].

OnTuMaabHasI IPOAOJLKUTEILHOCTD ITOIACPKIBA-
foIIeit Tepanmuy TakKe ocTaeTcst He sicHoi. Ha ocHoBa-
HHUU PEe3yIbTaTOB KPYITHBIX KITMHIIECKUX UCCIICTOBAHMIA
9KCIIEPTHI BBICTYMAIOT 3a TIPOBEICHNUE TOIICPKINBAIO-
et Tepalmy B TeYeHUE HE MEHee 2 JIeT 10 PaccMo-
TPEeHUST BO3MOXKXHOCTY TIpeKpalieHus aeueHus [218].
B xome PK1 REMAIN [219] npomeMOHCTpUpPOBaHO,
yto nogaepxkuBaromas reparnus 'K n A3A B TeueHne
48 Mec. accoIMMpPOBaHAa CO 3HAYMMO MEHBIITM PHUCKOM
000CTpeHMSsI, B CPaBHEHUHU C aHAJIOTUYHON Teparnuei,
HO ITPOBOINMOIA B TeueHure 24 mec.

Haxownenr, ncmonb3oBanue T/S [18, 220] Mmoxert
UrpaTh BCIIOMOraTejbHYI0 pojib B iedeHun AAB [17,
221]. UccnenoBaHus moKa3aiu CHUDKEHUE YaCTOThI pe-
LIMIMBOB 3a00JIeBaHUS Y TIAIIMEHTOB, KOTOPBIC MOTyJaIn
IO PXKUBAIOIIIYIO Tepariio T/S 1o cpaBHEHUIO C TEMU,
KTO ee He moaydan [220], a psa uccaenoBaHUi TO3BO-
JIWJT TIPEIITOIOXKUTh, YTO 3TO CBSI3aHO C HAa3aJIbHBIM HO-
CHUTENbCTBOM Staphylococcus aureus [17, 221]. JleueHue
T/S moKHO OBITH PEKOMEHIOBAHO TSI IIPODUITAKTUKI
P, jirovecii BceM namdeHTam, IMoJy4yaroliuM Tepamnuio
mukiIodochaMmuaIoM, pUTYKCUMAa0OOM MJIM BHICOKAMU
nmozamu 'K (> 30 mr B cytkm) [154], a Takke TIpu Ha-
JIAYUU Ipyrux ¢pakTopos pucka [90, 222—224]. Takxke
CJIeayeT OTMETUTD, UYTO IIpodruiakTiuecKast Teparmst T/S
CHUKAET PUCK HE TOJbKO P jirovecii, HO U APYTUX UH-
dexnuit y manmeHToB ¢ AAB [225]. CaenyeT TOMHUTB,
YTO MPUCOCINHEHNE BTOPUYHON MHMEKIINU Ha (hOHE
MMMYHOCYIIPECCUBHOM Tepanuy peHTTeHOJIOTUICCKN
MOKET OBITh HEOTIMIMMO OT ITOPaKEHMSI, 00YCIIOBIICH-
HOTro akKTUBHOCTBIO AAB [61], BBHIY Yero mpu Hapac-
TaHUM JICTOYHBIX MI3MCHEHU y mammeHTa ¢ AAB, yxe
HaXOSIIIIETOCs] HA UMMYHOCYTIPECCUBHOM Teparuu, Iie-
pen IPUHSITUEM TepaIlleBTUUYCCKHUX PEIICHUI TpeOyeTCsT
B3BEIIICHHBIN ITOAXOI C COITOCTaBICHUEM aKTUBHOCTH
BCEX KJIMHUKO-J1A00PaTOPHBIX TIPOSBICHUN BaCKYIH-
Ta 1 100OCIeI0BaHUEM JUISI MCKITIOUCHUS MHGEKIINN
(B wactHOCTH, BAJI).

MOHUTOPUHI 0CNOXXHEHUI

MOHUTOPUHT OCTIOXXHEHUH SIBJISIETCST 00513aTeIbHBIM
IIJIST YMEHBIIIEHUsI 3a00J1eBa6MOCTH M CMEPTHOCTHU KaK
IIpu OOJIE3HM, TaK 1 B X0OJ¢ ee JeueHus. [1pu kimmHnye-
CKOM YXYAIICHUU CIEAYET PACCMOTPETh BO3MOXHOCTh
WHOEKIINN, JICKAPCTBEHHON TOKCUYECKOM peakIlnu,
peLuaIuBOB 3a00JieBaHUSI, TPOMOOAMOOIUU U APYTUX
ITaTOJIOTUYECKUX IIPOIIECCOB, HE CBSI3aHHBIX C BaCKy-
nutoM [226] (tabi. 9).

HHbeKms SIBISIeTCSI OCHOBHOM MPUYMHOM 3200J1e-
BAE€MOCTU U CMEPTHOCTH Y MALIUEHTOB C BACKYJIUTOM.
HMHbeKImu MOTYT IpOSIBIASTHCS HETUITUYHBIMU KJTH -
HUYCCKUMU TTPU3HAKaAMH, OBITh BHI3BAaHBI aTUITUIHBI-
MM MUKPOOPTaHU3MaMHU, U UX YACTO TPYTHO OTINUNTH

Tabnuua 9. MprunHbl Hanbonee pacrpocTpaHEHHbIX OCTOHEHNIA NMPY BACKYNIUTE U BO3MOMHbIE BO3AEMCTBUA

Hau6onee pacnpocTpaHeHHble 0CJ/IOXKHEHUA

Bo3MoxHoe Bo3peiicTBUE

WHdekuma
BakuuHaums.

MpodwmnaKkTKa NHEBMOLMCTHOM UHDEKLMMN.

|-|0,E|60p MHTEHCUBHOCTM NIeYeHWUs B COOTBETCTBUM C TAMKECTbIO 3a60neBaHNs

JlexapcTBeHHbIE TOKCUYECKME peaKLmm

Crneumnduyecknin Ana nekapcTBeHHOro npenapara CTaHAapPTU30BaHHbIA MOHUTOPUHT

Peunaue nnm oboctperne 3abonesaHus

Cneunduyeckmnin ana 3aboneBaHA MOHUTOPUHE

KoMop6uaHbie 3aboneBaHusA

B cooTBeTcTBUM CO CneumdmyeckuM 3abonesaHnem

Octeonopo3

WccnenoBaHue MUHepanbHO NNOTHOCTH KOCTeH M NPOoUNaKTHKa B COOTBETCTBUM C [030M
ITIIOKOKOPTMKOCTEPOMO0B

BeHo3Has TpoMbo3aMbonus

COOTBETCTByIOLLI,aFI Tepanua

[e3apantauma

(Ou3noTepanus, TPYLOTepanus, perynapHble adpobHble yrpaHeHus, NuTaHue

McuxocoumanbHble paCCTpOVICTBa

[pynmbl NOALEPYKKM NaLMEeHTOB




432

Paspen 20. 3aboneBaHuns nerknx coCypuUcToro reHesa

OT aKTUBHOCTH OCHOBHOTO 3abojieBaHus. MHbeKkIus
TaKXKe MOXKET CITOCOOCTBOBATD 3aITyCKY WIIN YBEJIIMICHUIO
aKTUBHOCTHU 3a00JICBaHUS, 3 UMMYHHAsT TUCHYHKIINS,
CBsI3aHHAsI C BACKYJMTOM, YBEJIUUMBACT PUCK MH(DU-
LMPOBaHUS OOJIBHBIX, TAK UTO BCIIBIIIKY 3a00JI¢BaHUS
1 MHDEKIIMY MOTYT COBIanaTh. B KoHeuHOM cueTe, MH-
eximu coctapsiior 13—48% npuunH cMepTeit GOTbHBIX
BackynuToM [2, 92, 227]. KoMOMHAaIIMSI BRICOKUX 103
I'KC u muTocTaTudecKkoit Tepaniy IoaBepraeT maueH-
TOB OCOOCHHO BBICOKOMY PHCKY. YUMTHIBasI TCHACHIINIO
B 110J1b3y BIOOpa PTM B KauecTBe OCHOBHOTO IIperapara
B JieueHur AAB B mocienHue rombl, CaeayeT oopaTUTh
BHUMaHME Ha HEOOXOIMMOCTb KOHTPOJIMPOBATh CHI-
BOPOTOUHBIN ypoBeHb IgG mepen KaxkabIM BBEICHUEM
nperapara [154].

Hecmotpst Ha ipoBoauMoe JieueHre 0Koj1o 50% mnaim-
eHToB ¢ AAB nepeHocsT X0Ts1 Obl OIUH peuuauB. Peiy-
JIMBBI Yallle BcTpevyarorcd y maumeHTos ¢ I'TIA (40—65%)
n B MeHbleii crenenu npu DITIA (15-25%) [92, 228].
OCco0eHHOCTH KIIMHUIECKOTO YXYAIICHUS BO BpeMsI pe-
LIMIMBA MOTYT OBITh aHAJIOTUYHBI MICXOTHBIM TTPOSIBIICHU-
SIM Y TIAlIMeHTA WJIM MOTYT BKJTIOYaTh HOBBIC CUMIITOMBI
¥ TIPU3HAKHU, KOTOPHIC TIOSIBIISIIOTCS B paHee HeTIOPasKeH-
HBIX opraHax. Penmmnus, Kak rmpaBmiIo, TpeOyeT ITOBTOP-
HOTO Ha3HAuYCHUS Tepanuu. B To BpeMs KaK peluanB
3a00JIeBaHMS OCTACTCSI KIIMHUICCKUM ITUAarHO30M, UC-
CJICIOBaHME C UCTIOIb30BaHMEM IIPOTCOMHOTO TTOAX0a
K onpeneyieHuto pemuccuu npu I'TIA, npeamnoioxuo,
YTO MapKePHhI CHIBOPOTKH KPOBHU B TICPCITEKTHBE ITO3BOJIST
TOYHO ONPEICTUTD Pa3IMIre MEXIY PEMUCCUCH 1 aKTHB-
HoI1 (pasoii 3a0oeBaHus [229].

ToKCHMYHOCTD TIpernapaToB s JICUCHUs BaCKyJIUTa
SIBJISIETCSI OOBIYHBIM siBJIeHUeM. Y naiueHToB ¢ ['TIA,
MOJIy4YaBIINX JIeUeHUE INKI0hochaMUIOM, IIUCTUT
omnucad B 12% cityyaeB, MUEJIOAUCILIACTUYECKUI CUH-
npoM y 8%, a coJMaHbIe 3JI0Ka4eCTBEHHbIE HOBOOOPa-
3oBaHus B 5% ciydaes [230]. B koHeuHOM cueTe, jeda-
M Bpad JOJDKEH OBITh 3HAKOM C HEOJIarOIPUS THBIMU
TOCEACTBUSIMU, CBI3aHHBIMU C JICUCHUEM, M UMETh
MIPUHSTYIO CUCTEMY Ha MECTE TSI MOHUTOPMHTA UMMY-
HOCYIIPECCUBHOM TepaIliy TaKUM 00pa3oM, YTOOBI OITpe-
IEJNTh TOKCUIHOCTh KaK MOXXHO paHbiiie. Ha ocHoBe
MMEIOIINXCS JAaHHBIX AMEPUKAHCKIM KOJUICIKEM ITyJIb-
MOHOJIOTOB ObLIM pa3paboTaHbl HAYYHO-00OCHOBAaHHbIE
KJIMHUYECKUE PEKOMEHIALIMY TS TTPOBEACHUS TAKOTO
MoHuTopuHTa [231]. 11 TpodMIaKTUKK LIUCTUTA TIPU
neyeHun LI cirenyeT UCIoIb30BaTh pesKM MHTEHCUB-
HO¥ TUIpaTalluy B IEHBb BBEACHMS TIperapara, a Takxke
MIPUMEHEHHE CBSI3BIBAIOIINX TOKCUYHBIC METAOOIUTHI
L ® (mecna) [230].

TpoM0605MO0/1H SIBJISIIOTCSI HEAOCTATOYHO MPU3HAH-
HBIMU OCJIOXHEHMSIMU BacKyiuTa, ocooeHHo npu I'TIA.
IMamuenTsl ¢ I'TIA nMelOT Takyro Xe 4acTOTy BEHO3HOM
TpOMOO3MOOINH, KaK 1 MMAIlUeHTHI ¢ HATUIUEM TPOM-
060oMOboIMYecKux 060Jie3HEN B aHaMHe3e — 7 COOBITUI
Ha 100 yemoBekoneT. Takum oOpa3oM, BO3MOXKXHOCTh
JIETOYHOU 5MO0IMU U TpoMOO3a TJIyOOKUX BEH TaKxKe
TOJDKHBI YIUTBIBATHCS TIPU TTPOBeAeHUM TuddepeHIIn-
aJTbHOI TMAarHOCTUKM TTAIIIEHTOB ¢ BHOBb BO3HUKIINMU

CUMIITOMaMM CO CTOPOHBI pecnﬂpaTopHoﬁ CUCTEMBI TN
HMDKHUX KOHEYHOCTE.

3aknoyeHue

TepMUH «IeTOYHBIN BACKY/IUT» BKITIOYACT PA3IMIHbIC
3a00JIeBaHMS, XapaKTEPU3YIOIINECST CITIOCOOHOCTHIO BBI-
3bIBaTh BOCIIAJICHUE COCYIIOB, IECTPYKIIMIO U HEKPO3 JIe-
rOYHOI TKaHM. KimmHIIecKue mposiBIeHUST XapaKTepHBI
U [UIS1 ApYTUX, O0Jiee paclpOCTPAHEHHBIX, 3a00J1eBaHNUI,
B T. 4. M”H(EKIIMOHHBIX, a TaKXKe IS JIEKapCTBEHHBIX
TOKCHYCCKMX PEaKIINii, YTO CYIIECTBEHHO 3aTPyIHSIET
ITOCTAHOBKY JMAarHo3a U aacKBaTHYIO OIICHKY aKTHUB-
HOCTH BacKy/IuTOB. HauajabHbIe KIIMHUYECKHUE TTPOSIB-
JICHUSI UMEIOT pellialolliee 3HaYeHue ISl KOHCTaTaluu
BEPHOTO TMArHO3a y IMalreHTa ¢ TOI03peHNEM Ha BacKy-
JiT. BepHBIN TMarHO3 MHOTIA MOXKET OBITh YCTAaHOBJICH
1 0€3 MPOBEICHUS IMAarHOCTUYECKO OMOIICUY TKaHE,
OJIHAKO JIJII OKOHYATEJbHOTO AMarHo3a TpedyeTcs.
ANCA-accoummpoBaHHble BacKymuTel — ['TIA, DT TIA
u MITA — HauboJiee 4acTO BCTPEUYarOTCsl B IIpaKTU4e-
CKOI ITyJIbMOHOJIOTHU.

Tepanust BAaCKyIUTOB BKIIIOYACT arpeCCUBHYIO UM-
MYHOCYIIPECCHIO; CJIeI0BaTeIbHO, OCIOXHEHUS, CBSI-
3aHHBIC C JICUCHUEM, BCTPEUYAIOTCS YaCTO M MOTYT OBITh
OYCHB Cepbe3HBIMU. OCTIOXXHEHUS, KOTOPHIEC BO3HUKAIOT
B X0JI¢ 00JIe3HU, BKJIIOUAIOT MH(pEKINU, peLUAUB 3a00-
JIeBaHUsI, KOMOPOMIHBIC COCTOSTHUSI 1 BEHO3HYIO TPOM-
06o03Mmbo0nio. biarogapst psiny BhICOKOKAYe€CTBEHHBIX
PKW ypoBeHb 10Ka3aTeJIbHOCTU TTOBBLICUJICS U OBLIU
CYIIIECTBEHHO PACIIMPEHBI PEKOMEHIAIINH I10 JICYCHUTO
C OXXMITaeMBIM 0JIaTOIIPUSITHBIM UCXOIOM.
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