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I'paHynemaTos C NOJINAHTUUTOM H MMKpOCKOﬂM‘leCKHﬁ
NOJIMAHIMUT — CXOACTBA U PA3NTUYHUA

M.A. Nluteurosa', H.M. bynaros’, 1.1. Hoeukos', H.B. Bnacexko?,
E.E. ®unarosa’, K.B. Kyprunsan', A.B. Ckeopuos'?, C.B. Moncees'*

Knunuueckue nposisnenns AHLLA-accouunmpoBaH-
Hbix BackynnTos (AAB) cxomHble (nMxopagka,
6001 B cycTaBax, MU3BMEHEHHS B erKUX, MOYEBOM
CUHAPOM, KOXHas nypnypa v T.4.), O4HAKO Npu-
3HaKOM rpaHyseMarosa c nonvaHruutom (MMA),
OT/IMYAIOLLMM €ro OT MUKPOCKOMHUYECKOrO NOJH-
aHruuta (MIA), sBnseTcs HanuuMe rpaHynema-
TO3HOrO BOCNANEHWSI BEPXHUX U HUXKHWUX
AblXaTesIbHbIX NyTew, erkux 1/uan opouTbi.
BakHyto ponb B guarHoctuke AAB urpatot
AHLA, xoTts oH1 onpegaenstoTca He y Bcex 60/1b-
HbIX M MOTYT 6bITb BbISIBNIEHbI Y NALMEHTOB C ApY-
rumu 3abonesanusmu. IMA vale accoummposaH
¢ AHUA k npoteunHasze-3, a MINA — k muenone-
pokcuaase, XoTs 3Ta 3aKOHOMEPHOCTb Npoc/ie-
>KUBaeTcs He Bcerga. B knnHnueckom pasbope Ha
npUMepe ABYX KNMHUYECKUX HaBNoaeHnH 0bCysK-
JatoTcs CXOACTBa U pa3nuuus mexkay MMA u MIMA
1 HOBbIE KPUTEPUH, NPELJIOXKEHHDbIE /151 K1acCH-
ch1KaLumn AByx 3abonesaHui.

KnioueBble cnosa. AHL/A-accoyuupoBarHeie
Backyaumel, epaHyneMamo3 ¢ NOAUAH2UUMOM,
MUKPOCKONUYECcKul noauaHauum.

C.B. Mowucees. BackynuThl, accoliMupoBaH-
Hble C aHTUTENaMM K LUTOILIa3Me Heitpodu-
g0B (AAB), — ©9TO Trpynma CUCTEMHBIX
AyTOMMMYHHBIX 3200JIeBaHUI, XapaKTepu3yto-
LIMXCA HEKPOTU3UPYIOLIMM BOCIAJIEHUEM CTE-
HOK TIPEMMYIIECTBEHHO MEJKHUX, pexe —
CpeIHUX U KPYIHBIX cocynoB. OCHOBHOI 1a00-
patopHblil mpu3Hak AAB — Hajmuue IUPKYJIM-
PYIOILIMX aHTUTEJ K LIMTOTIa3Me HEHTPO(hUIOB
(AHLIA), HampaB/IeHHBIX IIPOTUB MUEJIONEePOK-
cupasbl (MITO) mnm mporewHassi-3 (ITP3),
XOTSI OHU OTIPEENISIIOTCS He Y BCeX MallueHTOB
[1]. B cooTBeTCTBMU C COBPEMEHHOI HOMEH-
KIaTypoii, mpuHsatoi B 1994 r. Ha Mexny -

HapoaHoi KoHdepeHuuu B Yamen-Xuan u
nepecmotpeHHoit B 2012 r., B rpynny AAB 00b-
eNMHSIOT TpaHyJIeMaTo3 C IOJUAHTUUTOM
(I'TIA), MHKpOCKONMWYECKWI  IOJMAHTHUUT
(MITIA) m 303MHO(DWIBHBIA TpaHyJIEeMaTO3 C
nonuanruutoM (BITIA) [1,2], koTopbie OTIK-
YaloTCsl APYT OT APYra Mo psiay KIMHUYECKUX,
MOpGOJOrMyeckKuX M MaTodU3nOIOrnIYecKuX
ocobenHocreit. [lnst Bcex AAB xapakTepHo pas-
BUTHE BaCKYJIUTA C MOPAKEHUEM METKUX COCY-
JIOB Pa3IMYHON JIOKAIU3alMM, OJHAKO TP
I'TIA taxke HaOJTIOMAIOTCS OYary rpaHyJieMa-
TO3HOTO BOCTAJIEHUST B TIOPaXXEHHBIX OpraHax, a
npu DI'TIA — OpoHxmanbHast acTMa, 203MHO-
¢uibHasg MTHOUIBTpaLMs TKaHeH ¥ 203UHO(U-
st B nepudepudeckoit Kposu. CyliecTBeHHOE
BJIMSHME HAa OCOOEHHOCTU TeueHus1 3abosieBa-
Hust okasbiBaeT M AHLIA, yacrora BbisiBie-
HUST KOTOPBIX IIPU pa3inuHbiX AAB oTnnyaercs.

Ha npumepe aByX KIMHUYECKUX CIy4aeB Mbl
XOTeJ OBl TPOAEMOHCTPUPOBATH TUITMYHYIO
ximmHu4eckylo kaptuny I'TIA u MIIA, cxoncTtBa
W pa3IndMs TPOSIBICHUWI 3a00JieBaHUM, WX
TEYeHMsI U MOAXOJ0B K Teparuu.

A.B. Cksoprios. [lanuentka E., 42 rona. B
2008 r. B BO3pacTe 28 JeT MosiBUINCH 3aI0XKEeH-
HOCTh HOCa, 3aTPyAHEHNE HOCOBOTO JABIXaHUS 1
CyXue KOPOUKM B HOCOBBIX XOJIaxX, MO3[HEEe —
3aJI0)XKEHHOCTb MpaBoro yxa. [1o moBoxy npej-
10JIaTaeMOT0 €BCTaXMUTA TPOBEICHbI aHTHOAK-
TepuaabHas Tepanus u (pU3roTepaneBTUUECKOe
JiedeHre B TeUeHHe 2 HelIeNb ¢ MOJOXUTETbHBIM
sddekrom. B aBrycre 2011 r. moBbIILIEHUE TEM-
niepatyphbl Tesa 1o 38,5 °C, ycuaeHue 3a10XKeH-
HOCTH HOCa, BbIIeIeHUE KPOBSIHUCTBIX KOPOUEK
13 Hoca. JInarHOCTMPOBAHBI OCTPHIM TAMOPUT
1 MCKPUBJIEHWE HOCOBOI Meperopoaku. Has -
HaueHa aHTUOaKTepuaibHas Tepanus, KoTopast
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obuta HeaddekTuBHOI. B okTsiOpe 2011 r. BhIsIBICHA Tep-
(oparst HocoBoit TieperopoaKu. [Ipy THCTOIOTHYECKOM
UCCIIEIOBAHUM OMoNTaTa TKAHU CIM3UCTOM 000J0YKM HOca
OnpeessUIMCh MPU3HAKM TPaHyJIeMaTo3HOro BOCHAJEHNUs, B
CBSI3M C YeM TTallMeHTKA TOCIMTATM3MUPOBaHa B PEBMATOJIO-
ruyeckoe otaesneHue. [1pu oOcnenoBaHUM BBISBIECHBI TOBBI-
wenue conepxanusi C-peaktuBHoro 6enka (CPB) no 11,4
mr/n u tutpa [1P3-AHLIA 1o 3 HOpM, npu peHTreHorpa-
¢uu — neBocTopoHHui raiitmoput. JluarnoctuponaH I'TIA.
YunTbiBasi U30JMPOBAHHOE MOPAXKEHNE BEPXHUX bIXaTe/b-
HBIX TIyTeii TIPY OTCYTCTBUM IPYTHX MPOSIBICHU 3a00J1eBa-
HMSI, TMPOBOAWJIACh Tepanus MeTOTpeKkcaToM B jao3e 7,5
MT/HeJl, KOTopasl MpuBeia K HOpMaIU3aluy TeMIepaTypbl
TeJa ¥ 1JabopaTOPHBIX MapKepOB aKTUBHOCTH W MCYE3HOBE-
HUIO cCUMITOMOB co ctopoHbl JIOP-opranos. B nexabpe
2013 r. caMOYyBCTBME BHOBb YXYIIIIMJIOCH: YCUIUIACh 3aJ10-
JKEHHOCTb HOCA Y HavaJld OTHENSAThCS KPOBSTHUCTBIE KOPOU-
K1 u3 Hoca. [1pu KoMIbloTepHOii ToMOrpacdu OpraHoB
TPYIHON KJIETKU OOHApyXKeHbl U3MEHEHUS 10 TUITY “MaTo-
BOTO CTeKJIa” B 00OMX JIETKUX, B CBSI3U C YeM ObUIM OTMe-
HEH MeTOTpeKcaT M HazHayeHa MHAYKIIMOHHAs Teparusi
nukiodochamunom B 1o3e 1000 Mr BHYTPUBEHHO Kaxble
3 HelleM U TJIIOKOKOPTUKOCTEPOUIaMU (METHIIIPEIHNU30~
moH 1000 Mr BHYTpUMBEHHO, a 3aTeM IHpeaHu3onoH 40
MI'/CYT BHYTpb).

B despane 2014 r. BriepBble TOCMUTAIM3UPOBAHA B KITU-
Huky uM. E.M. Tapeesa. [Ipu komnbioTepHOIi ToMOrpaduu
MHOUIBTPATUBHBIE U3MEHEHMS B JIETKMX HE OMpPeesUInCh,
KPOBSTHUCTBIX BblnesieHnit u3 Hoca HeT. Tutp [TP3-AHLIA
— 20,1 Ea/mn (B HOopme mo 5), CPb — 3,6 mr/i
IMonteepxaen auarno3 I'TIA, acconuupoBaHHoro ¢ ITP3-
AHLA, ¢ mopaxeHueMm BEpXHUX JIbIXaTEJbHbBIX IyTei
(TTOTUCUHYCUT, SI3BEHHO-HEKPOTUYECKUI PUHUT), JIETKHUX
(MHWUABLTPATbl aHAMHECTUUYECKH) M OpraHa ciyxa (eBCTaxu-
WUT aHaMHeCTWYecku). WMHOyKumoHHasi Tepamusi Oblia
3aBepuieHa B ampene 2014 r., xorma wumkiaogochamus
(KyMynsiTUBHAS 03a 6,2 T) OBLT 3aMeHEH Ha a3aTHOIPHH B
no3e 50 Mr/cyT c TOCTeNeHHBIM TOBbIIeHeM a0 150
Mr/cyT. [TpoJoJKeHO MOCTeNeHHOe CHUXXEHWE M03blI TIpe/-
HM30JIOHA 10 2,5 Mr/cyT K ocenu 2014 r.

B nexkabpe 2014 r. ycuimiach 3aJI0XE€HHOCTh HOCA,
BHOBb TIOSIBUJIMCH KPOBSTHUCTBIE OTAENeHUS U3 Hoca. TUtp
TTP3-AHIA yBenuuuncs 1o 26 En/n. YuutbiBast oTcyT-
CTBHE MTPU3HAKOB MOPaKEHMIA JIETKUX W JAPYTHX BHYTPEH-
HHUX OpraHoB, ObLIO PelleHO He BO30OHOBISITH TEPAMUIO
nukiopochaMunoM, ofHAKO A03a MPeAHU30JoHA ObLia
yBeauueHa a0 10 mr/cyt, a azatuoripuHa — 10 200 mMr/cyT.
C 2015 r. — croiikast pemuccust 3a00/1€BaHUsI, B CBS3U C
YyeM MPeJAHM30JI0H ObLT MOCTENIEHHO OTMEHEH B aBrycTe
2017 r., a azatnonpuH — B anpese 2018 r.

B ampene 2019 r. oTMeyeHO HapacTaHUe aKTUBHOCTHU
I'TIA, nposiBisiBLIEECs 3a10XXEHHOCTbIO HOCA, BblAEIEHUEM
KPOBSTHMCTBIX KOPOYEK M3 HOCa, YBEJIMYEHUEM KOHIIEHTpa-
uuu CPB nmo 10,7 mr/n u turpa TTP3-AHIIA, B cBsi3u ¢ uemM
BO300HOBJIEHA Tepanusi MpeaHU30J0HOM B fo3e 10 Mr/cyT u
azaruoripuHoM B jo3e 100 mr/cyt. Ilpn yabTpasByKoBOM
WUCCIICAOBAHUM W MYJbTUCIMPAIbHOM  KOMITBIOTEPHOM
ToMorpaduu BbISIBIEHO 00pa3oBaHueE JI€BOi MOYKU. B aBry-
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cte 2021 1. BBINOJHEHBI HEPPIKTOMUS U YIAJIEHUE Tapa -
A0PTaNTbHBIX JTMM(pATUIECKUX Y3710B. [1pH THCTONIOTMUECKOM
WCCAeAOBAaHMM — TamWIUIsIpHbIA pak. Ilocne omepauuu
MpoaoJKaia npueM MpeaHu30J0Ha B 103€ 5 MT/CYT.

B mae 2022 r. — ouepenHoe jerkoe oboctpenue ['TIA,
TIPOSIBJISIBIIIEECS] BBIPAXXEHHOM C€1ab0CThIO, CYXOCTbIO B
Hocy, noBbilieHreM KoHueHTpauuu CPb no 20,7 mr/n u
tutpa [1P3-AHUA. T1pu KommnbloTepHOI TOMOTrpaduu jer-
KHUX ¥ TMa3yXx Hoca OTPUIIATeJIbHOM TMHAMMKY HE BBISBJIEHO.
Hauara Tepanust MukogeHonata moderuiom B go3e 1000
MT/CYT.

E.E. ®unarosa. IIpeacTaBieHHOE KIMHUYECKOE HAOIO-
JIeHUe IEMOHCTPUPYET Kiaccuyeckyto kaptuHy ['TIA, mpo-
SIBJISIBILIETOCST SI3BEHHO-HEKPOTUIECKUM PUHUTOM,
MopaxkeHWeM OpraHa ciiyxa M JIETKMX W TOBBILIEHUEM TUTpa
TTP3-AHIA. KnaccudukalimoHHbIe KPUTEPUU 3TOTO 3a00-
JieBaHUS ObLIM  BIIEPBbIE  TMPETOXEHBI  BKCIEPTaMu
AmepukaHckoit kojuteruu pesmarosioros (AKP) B 1990 r. u
BKJTIOUQJIM B ce0sl reMaTypuio, U3MEHEHMsI Ha PEHTTEHO-
rpaMMax TPYIHOM KIeTKU (Y3eJKH, TIOJOCTH WU (HPUKCUPO-
BaHHbIE MHOUIBTPATHI), I3BEHHO-HEKPOTUYECKUN PUHUT U
rpaHyjJieMaTo3Hoe BOCMAJeHHE MPU TUCTOJIOTMYECKOM
HCCIeN0BaHUY (TP HATWMYMHM 110 KpaiftHel Mepe JBYX KpH-
TepUeB MX YYBCTBUTEJIBHOCTb U CIIEIIM(MUIHOCTb COCTABUIN
88,2% n 92,0%, cootBeTcTBeHHO) [3]. Takum obpasoM, y
00cIeI0BAHHOM HAMM TALMEHTKU UMEJINUCh 3 U3 4 mepe-
yucneHHbIx KputepueB ['TIA. B nepBbIx KiaccubuKaloH-
HbIX KpuTepusix He yuuTbiBaiuch AHLIA, Tak Kkak ux poib B
natoreHe3e u nuarHoctuke ['TIA Oblta ycTaHOBIIEHA MO3/1-
Hee. Haauume ITP3- nunu MITO-AHIIA B KayecTBe Kitaccu-
(uxanmonHoro kputepuss AAB OblIO BKIIOUEHO B
AJTOPUTM IMAarHOCTHKY, pa3pabOTaHHBIM TPYITION 3KCIIep-
ToB B 2004-2006 T. 110 MpeaoxeHnIo EBporeiickoro areHr-
cTBa 10 JiekapcTBaM [4]. B aTux pekomeHmanusix Obliu
BBIICJICHBI TAKXXE “CypporaTtHbie” MapKepbl IPaHyJeMaTo3-
Horo BocnaieHus, ornvawouero I'TIA or MITA (puc. 1):

* MHOWIBTPATDI, Y3€JKU UM MOJOCTH B JIETKKX, COXpa-

Hstonmecs =1 Mec;

* CTeHO3 OPOHXOB;
* KPOBSIHUCTbIE BBIACJEHUSI U3 HOCA U KOPOUKHU

WM SI3BBI B HOCY;

* XPOHMYECKUI CUHYCUT, CPEIHUM OTUT WJIM MACTOUIUT B

TeueHne =3 Mec
* IICEBIOOMYXOJb OPOUTHI;

* TONCKJIAMOYHBIN CTEHO3 Tpaxew;
* ceTOBMAHAsS nedopMalivst Hoca/neCTPYKTUBHBIE M3Me-

HEHUS TMasyx.

Lenecoobpa3HOCTh BbIAEAEHUS YKa3aHHBIX MapKepoB
onpesessiiach TeM, YTO TUCTOJOTMYECKOE MCC/Ie0BaHNe
OMOMNTATOB Yy MAIMEHTOB C MpenojaraeMbiM AAB mpoBo-
JIATCSI He BCETrJa M He CUMTAeTCsl 00s13aTeIbHBIM IS yCTa-
HOBJIeHMs jauarHo3a. OHO HEoOXOOMMO B TeX CIIydYasx,
KOTJIa IMarHo3 CUCTEMHOTO BAaCKYJIUTA BbI3bIBAET COMHE-
HUE, HanpuMep, MPU U30JIUPOBAHHOM MOPAXEHUU BEPXHUX
IBIXaTeJIbHBIX TYTeH WM TICEBIOOIYXONM OpOWTHI, He
comnpoBoXaarolmxcs nopbineHruem tutpa AHIIA, a taxke
MpY HAJTMYUM TIOPAXKEHUS MOYeK, TaK KaK pPe3yabTaThl Hed-
POOMONCUY UMEIOT BaKHOE 3HAUEHUE VISl OLIEHKHU MPOTHO-

=1 mec
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Puc. 1. “CypporarHbie” npusHaku rpaHynemato3Horo BocnaneHus, xapakrepHoro ans [TIA (cnesa BBepxy - cenoBuaHas aedop-

Mauus Hoca, crpaBa BBepXy - NCEBAOONYX0Nb OpOUTbI, BHU3Y - UHGUABTPAT JIErKOro € pacnagom)

3a ¥ BbIOOpA TAKTUKU JIEYEHMUSI.

YuurtbiBasi M30JIMPOBAHHOE MTOPAXEHUE BEPXHUX JIbIXa-
TeJbHBIX TyTeil B 1e0loTe 3a00eBaHUs, C LeIbl0 MHIYKIIMU
pPEMUCCUM MalMEHTKe ObLT Ha3HAYE€H METOTpeKcaT, KOTO-
PBIif B paHIOMU3MPOBAHHOM KITMHUUYECKOM MCCIIeI0BAHUT
y 100 mauueHToB ¢ BIiepBbie BbIsIBIEHHBIM AAB, He compo-
BOXIABLIMMCS TIOPAXXeHUEM KM3HEHHO BaXXHBIX OPraHoOB,
110 3¢ PEeKTUBHOCTH He yCTynasl HukiodochaMuay B 103e 2
MT/KT/cyT BHYTpb [5]. Tepanus MeToTpekcaToM He MO3BO-
Jia u3bexarh nocieayoiero nporpeccupoBanus I'TIA,
YTO, BEPOSITHO, CTAJIO CJIEJICTBUEM TIPUMEHEHUS TpernapaTa
B HM3KOI1 n03e (7,5 Mr/Hem), KOTOPYIO B KJIMHUYECKOM
uccaea0BaHuM yBennuuBaau a0 20-25 mr/Hen. Passutue
MOpaKeHUsI JIETKUX MOTPeOOBAIO MPOBEAEHUST CTAHAAPTHON
WHIYKLUMOHHOM Tepanuu ukiodochamunom B 1o3e 15
MT/KT U TJIIOKOKOPTUKOCTEPOUAAMU C TIOCIEAYIOLUIMM Tepe-
XOIIOM Ha TOICPXKUBAIOLIYIO Teparuio a3aTUONPUHOM B
COYETAHUU C MPEIHMU30JIOHOM B HU3KOM 103¢e [6]. B pesynb-
Tate MMMYHOCYIIPECCHBHOM Teparnuu Oblla JOCTUTHYTA
croiikas pemuccust I'TIA, koTopast nmpogoxKaiach 0K0JIO 5
net. Tem He MeHee, MOcIe OTMEHBI Kak MPeIHU300Ha, TaK
W a3aTHUONPHUHA y MALIMEHTKU oTMevaunch peunanssl [TIA,
KOTOpBIE TPOSIBISIUCH HapaCTaHWEM CUMIITOMOB CO CTOPO-
Hbl Hoca u tutpa [1P3-AHILIA. B Hacrosiiee Bpemst moa-
JEP>KUBAIONIYIO Teparnuio PEeKOMEHAYIOT TPOAOJIKATh B

66

TeUeHMe T0 KpaifHell Mepe 2 JIeT ToCie TOCTHKEHUS CTOM-
Koii pemuccur AAB, XOTs IIUTENLHOCTh €€ MOXET ObITh
yBeJIMUEHA, OCOOEHHO TMPU HATMYUU LUPKYIUPYIOLIUX
MMP3-AHLIA. B paHIOMH3MPOBAaHHOM  KJIMHMYECKOM
uccnenoBaHut REMAIN yBennueHue 1IUTENBHOCTH Tepa-
MUY a3aTHONPUHOM U TJIOKOKOPTUKOCTEpOMaaMu 1o 48
Mec TocJie TOCTUXeHUsT pemuccu AAB conpoBoxkaanoch
CHIDKEHMEM pHCKa JIIOOBIX M TSXKEJIbIX OOOCTPeHMH I0
CPaBHEHMIO C TAKOBBIM TIPU MPOBEAECHUU MOIEPKUBAIO-
mieit tepanun B Tedenue 24 mec (22% n 63%, p<0,0001, n
14% w 35%, p<0,007, coorBeTcTBeHHO) [7]. B mocienHue
TOIlbl B KAUecTBe abTepHATUBBI LMKIohochamuny u/miu
a3aTHOTIPUHY IUPOKO TIPUMEHSIOT PUTYKCUMA0, KOTOPHIi
MOKHO Ha3HayaTh Kak JJIsi MHAYKIUN pemuccun AAB, Tak
U TojiiepKMBatolieit repanuu [8,9].

K.B. Kyprunsgs. [Tauuentka A., 72 net. Ocenbto 2017 r.
B Bo3pacte 67 JIeT TOSIBUJINCH O0IIasi c1abocTh, YTOMIIsIC-
MocCTh, ToBbiteHne AJl 1o 160/100 MM pT. CT., CHIKEHIE
Macchl Tesia Ha 5 kr. B mae 2018 1. BbIsIBIEHBI HOPMOXPOM-
Hasi HOpPMOILIMTapHasl aHeMMsl JIETKOW CTeMeHU TIXKECTH
(remornobuH 94 r/n), noseiieHue COD no 54 MM/4, ocT-
pbIii He(ppuTHueckuii cuHapoM (tipoteunypusi ao 0,3 r/m,
MUKPOTeMaTypusi, TIOBBILIEHNWE CHIBOPOTOUYHOTO YPOBHS
KpeatuHuHa 10 142 MKMoJb/i). MckioueHa riazmakiie-
TOYHasl MUCKpasus, aHTUGhOCHOIUNUAHBIE aHTUTENa He
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onpenensauch. B ntone 2018 r. rocnuranu3upoBaHa B KIu-
Huky um. E.M. TapeeBa. [lpu obGcinenoBaHMM KapTHHA
OBICTPOIIPOrPECCUPYIOLIETO TIoMepyIoHedpuTa (CHIBOPO-
TOYHBIN YPOBEHb KpeaTMHWHA 253 MKMOJIb/JI, MOYEBHHA
11,9 MMoOIb/JT) B COYETAaHUU C TIPOTPECCUPYIOLIEH aHeMuUei
(remMoryioOMH 84 1/1) M MopakeHueM JIeTKUX (“MaToBoe
ctekyo” B S2 cnpasa). Tutp MITO-AHUA — 8,29 E[l/mn
(Hopma 0-5). BoimosHeHa ouornicust mouku. [To qaHHBIM
CBETOONTUYECKONH MUKPOCKOMUKM U UMMYHOTMCTOXMMMUYE-
CKOTO MCC/IeNoBaHUsl OuomNTaTta — 3KCTpaKanuISIpHbIN
MaJIOUMMYHHBIN TJIoMepyaoHedput ¢ 63% mpeumyiie-
CTBEHHO (pMOPO3HO-KIETOUHBIX MOAYIyHUIA. [IMarHoCTH po -
BaH MIIA, accoumupoBanubii ¢ MIIO-AHLIA, ¢
ropaxkeHWeM MoyeK (ObICTPONPOrpecCUpyIOLIil IIOMepy-
JIoHe(PpUT, MOP(POTOrMUECKN — SKCTPaKAIMWUISIPHBIN TJ10-
MepyiaoHedput 111 Tnna) u nerkux, XxpoHuueckas 00Je3Hb
rouek C306 craauu (CKOpOCTh KJIYOOUKOBOU (pUibTpariuu
[CK®], paccuutannas mno ¢opmyre no CKD-EPI 38
mi/muH/1,73 M?).

B teuenue 3 mec nmpoBoaMiIachk MHAYKIIMOHHAS Teparusi
nukinodochamuaom (600 Mr BHYTPUBEHHO C YYETOM BO3-
pacta ¥ GYHKIMU MMOoYeK; Bcero 4 uHGy3umn) U IIIOKOKOP-
TUKOCcTepouaaMu (Tpu HMHGY3UM METUITPEJIHU30I0HA B
no3e 500 mr, a 3aTeM IPeaHU30JI0H B CTapTOBOil H0o3e 40
MT/CYT BHYTpPb), KOTOpasi MpuBeJia K MCYE3HOBEHUIO MOYe-
BOTO CUHIpPOMA M U3MEHEHW B JIETKUX, CHUKEHUIO ChIBO-
POTOYHOTO YPOBHSI KpeaTMHMHA 10 109 MKMonb/1 u
HopMmanu3auun AJl. YuuTbiBas AOCTUTHYTYIO DPEMUCCHUIO
AAB, B centsiope 2018 r. mukinodocdhamun Obl1 3aMeHeH Ha
azatuorpuH B 1o3e 100 Mr/cyT, MpomoIKEHO MOCTeIIEHHOE
CHWXXEHME  JI03bl  MPEeAHM30JI0OHa 10 S5 MI/CYT.
MmmyHOCynpeccuBHas Teparusi COpoBOXIAIACh YaCTHIMU
MHOEKIMAMY  IbIXaTebHOM M MOYEBBIIETMTEIbHOMN
cucteM. [lanmeHTKa mepeBeaeHa Ha TIONIEPXKUBAIOIIYIO
Tepanuio azatuorpuHoM B go3e 100 Mr/cyr, mpoaomkeHo
CHIDKEHME CYTOUHOM O3Bl MPEIHU30I0HA 10 5 MT/CYT.

[1pu moBTOpPHOI rocnUTaNnM3alMy B KIMHUKY B (eBpase
2020 1. otmeueHa pemuccus AAB: aHanmmn3 Moun B HOpMe,
M3MEHEHMI B JIETKMX IIPY KOMIIbIOTEPHOII ToMorpaduu He
BBISIBJIEHO, CHIBOPOTOUHBINM YpOBeHb KpeaTuHuHa — 120
MKMONb/T (pacuetHass pCK® — 39 wmn/mun/1,73 M ?).
[Ipennuzonon 6bu1 otMeHeH. Jletom 2020 r. mpekpaTuia
TaKKe MpUEM a3aTUONpPUHA B CBSI3U C OTCYTCTBMEM Iperna-
para B mpoaaxe.

B nexabpe 2020 r. mepeHecia HOBYI0 KOPOHABUPYCHYIO
nHbeKLMIO B Jierkoi popMe, MOATBEPXKAECHHYIO METOIOM
[TLIP. B suBape 2021 r. oTMeTHIa HApACTAIOIIYIO CIA00CTb.
[Ipu oGcnenoBaHuM BBISBIEHBI OCTPHI HEGPUTUUYECKUIA
CUHIPOM (CBIBOPOTOYHBIA YpOoBeHb KpeaTWMHMHa — 183
MKMOJIb/JI, MUKpOoreMaTypusi, mpoteuHypus 0,3 /1) u cHU-
KeHUe colepxkaHus reMoraoduHa 1o 95 r/n1. B nambHeit-
IIIeM ChIBOPOTOUHBIN YPOBEHb KPeaTMHWHA YBEJTMUYMIICS JI0
398 MKMOJB/N, TOABWIACH TUmepkamuemus (1o 6,8
MMOJIb/T). YuuTbiBasg oboctpeHue MIIA, mpoBeneHa
MHAYKIMOHHAs Tepanusi uukiodochamuaom (400 Mr BHYT-
PUBEHHO; CyMMapHasi 7103a 5,7 T) 1 TIIOKOKOPTUKOCTEPOU -
namu (Tpu uHOy3uu MeTuianpeaHusoaona 500 mr, a 3atem
MPEIHU30JIOH B CTapTOBOIA 103¢ 40 MI/CyT BHYTpb), KOTO-
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past mpuBea K Y4aCTUYHOMY BOCCTAHOBJIEHUIO a30TBbIACIH-
TeJbHOM (DYHKIIMU TTOYeK (CHIBOPOTOUHBIN YPOBEHb Kpea-
TMHUHA —139 MkMonb/m). C uioHsa 2021 r. mepeBeaeHa Ha
MOAAEPKUBAIOILYIO Tepamnuio azatuornpuHoM 100 mr/cyT B
COYETAaHUM C TMPETHU30JIOHOM B 03¢ 5 Mr/cyT. B mocne-
IylolieM coxpaHsuiach peMuccus AAB. B amOymaTopHBIX
aHaJM3ax KpeaTMHWH ChIBOPOTKM B mipepenax 147
MKMOJIb/JI, aHAJIU3 MOYM 6e3 0cobeHHOCTed. A30TO BbIIE -
JuTenbHast GYHKIMS TIOYeK CTabMIIbHass — ChIBOPOTOUHBII
ypoBeHb KpeatuHuHa 142 wMkmonb/n  (CK® — 32
mi/mun/1,73 m?). MITO-AHUA He onpenensiuch, Mode-
BOIi CHHpOMa OTCYTCTBOBaN. IIpofomKaeT nmoaaepKuBaio-
LIYI0 Tepanuio azaTMonpuHOM 50 MI/CyT U MpPeIHU30J0HOM
5 Mr/cyT u He(pponpoTeKTUBHYIO Tepanuio. C yueToM CHU-
JKEHMsT MUHEPATbHOM TUIOTHOCTM KOCTHOM TKaHU BBeleHA
30JIEHIPOHOBASI KUCJIOTA.

M.A. JIutBuHOBa. Benyimm B KIMHUUECKON KapTUHE
3a001eBaHMS ObUIO TSDKENIOE MOpPaKeHUe MOYeK I10 TUITY
OBbICTPOIIPOrPECCUPYIOLIETO TIOMEpYIoHehpuUTa (TMCTO0-
TMYECKM — OKCTpaKanmwuUIIpHBIM rioMepynonedput 111
THUIA), COYETABIIErOCs C MHTEPCTULMATbHBIMU U3MEHEHUSI-
MU B JIeTKUX U mnoBbilieHueM Tutpa MITO-AHLIA. Dt
KIMHWYECKKME W JTaOOpaTOpHbIE MPOSBICHUST TUITMYHBI TSI
MIIA, B monp3y AarHo3a KOTOPOro CBUAETEIbCTBOBAIO
TaKXe OTCYTCTBHUE “CyppOTaTHBIX” MapKepoB IpaHyjeMa-
To3HOro BocrnajeHus. Kak m B mepBoM HaOJOnEHNN,
MMMYHOCYIIPECCUBHAs Tepanusl 1uKiIohochaMUIoM, 103a
KOTOpPOTO OblIa CHMKEHA C YYETOM IMOXWJIOro Bo3pacTa u
HapylIeHHOM (YHKINU MOYeK, U TITIOKOKOPTUKOCTEPOUIa-
MU TO3BOJIWIA JOCTUYL pemuccun AAB, B Tom uucie
YaCTUYHOTO BOCCTAHOBJEHMSI a30TBbIACIUTENLHON (DYyHK-
uuu noyvek. Jis MHAyKIMu peMuccun ObLT MCTIOb30BaH
nukinodochaMu, Tak Kak JaHHBIX B IOJIb3Y COIMOCTaBUMOM
3(pHEeKTUBHOCTU PUTYKCMMAOA Y MAIlMEHTOB C OBICTPOIIPO-
TPECCUPYIOIMM  [JIOMEPYJOHE(PUTOM  HEIOCTATOUHO.
TloBTOpHBI Kypc MHAYKLIMOHHON Tepanmuu 1uKiodocda-
MUJIOM U TJIIOKOKOPTUKOCTEPOUAAMU MIPU peLiManBe 3a00-
neBaHus, cpoBorpoBaHHoM COVID-19, Takke oka3aics
3(pheKTUBHBIM. XOTS Y MalMEeHTKN ObUIO OTMEUYEHO Aajib-
Heliiee yxyaiieHue GyHKIMU MTOYeK, TeM He MeHee, OHa
OCTaeTcsl CTaOMJIBHOIM B T€UEHHUE Tojia.

C.B. Moucees. [IpencraBieHHble KIMHUYECKWE HAOIO-
NEeHUST IeMOHCTpUpYIOT pasnuuus mexay [TIA u MIIA,
XOTd Ha IpakTuke auddepeHIpoBath aBa BapuaHta AAB
ObIBaeT Hesierko. [Ipu 9TOM cxeMbl KIMMYHOCYTPECCUBHOM
Tepanuy B 000MX CIyJasx ObUIM OMMHAKOBBEIMU. MIMeeT u
cMmbich pasnmaats [TIA n MITA?

M.A. JlurBmHoBa. Kak ykazaHo Bblllle, KJIMHUYECKUE
nposiBeHUsl U TedeHne AAB, B YaCTHOCTM PUCK Pa3BUTHS
pPEeLMIMBOB, 3aBUCAT OT TWMa Lupkynupywommx AHLA,
BO3MOXHO, JIaxe B OOJIbIIICH CTeTIeH!, YeM OT HO30JI0TH -
YeCKOi TPUHAICKHOCTU. B ¢BsI3M ¢ aTUM 00cyXnanach
BO3MOXHOCTb BHEAPEHMSI HOBOI KiaccuduKalvu, mpeano-
naratoiueit BoieneHue AAB, accoumupoBanHoro ¢ [TP3-
um MITO-AHUA, xors y yactu nauentoB AHLIA He
OTIPEAENISAIOTCS, a UX OTCYTCTBME HE MCKIIIOYAeT TMarHo3
AAB. B HacTos1ee BpeMsl Bce e HET OCHOBAaHUI OTKa3bl-
BaTbCsl OT HO30JI0TMYeCKOl kiaccubukauuu AAB, Tem
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TABJIULA 1. KnaccudukauuorHbie kputepuu IMA u MIMA

I'TIA MITA
Knuanueckne IMopaxeHue HOCA: KPOBSIHUCTHIE BBIICICHUSI, SI3BbI, +3  TlopaxeHue HOCA: KPOBSIHUCTBIC BBIICTICHUSI, SI3BBI, -3
KpUTEpUU KOPKH, 3aJI0XKEHHOCTb WK Tiepdopalinst eperopoaku KOPKH, 3aJI0KEHHOCTb Win repdopaliust meperopoiku
TMopaxkeHue Xpsilieit: BocmajeHue yxa Win Hoca, +2
OXPUILIOCTb TOJI0CA MJIM CTPUIOP, SHIAOOPOHXUT MU
ceuoBUaHast nedopmariust Hoca
KoHaykTiBHAsT WJIM HEPOCEHCOPHAs TYTOYyXOCTh +1
JlaGopaTopHble IMP3-AHUA wm nAHLA +5 MIIO-AHUA win nAHLIA +6
HQHHBIC, PCHTICHOTPA~ Y561k HOUIBTPATHI WK MOJOCTH B JETKUX +2  ®ubpo3 niKM MHTEPCTULIHATBHOE MOPaKEHKE JETKUX +3
Gust/KT u 6uorncust npu KT
I'paHyneMbl, BHECOCYIUCTOE IPaHyJIeMaTO3HOE +2 P
BOCIAJICHWE WM TMTAHTCKUE KJIETKHM TIPU OUOTICUU OJIMTOMMMYHHBIN ITTOMepysioHedpuUT npu Grorncun +3
BocnaneHnue iy BBINOT B CUHYCAaX WM MAaCTOMIUT +1 IP3-AHUA unu utAHLIA -1
ONMUTOMMMYHHBII TJIOMepyJIoHedDPUT Nipu OGuorcuu +1 Doszunodumus =1 - 10°/n -4
MITO-AHIla wiu nAHLIA -1
Boszunodunus =1 - 10°/n 4

Obwuii 6asn 10. Heobxodumo =5 6annoe

Oo6wui 6aan 12. Heobxodumo =5 6anrnos

HpI/IMe‘{aHI/IeZ KJ'IaCCPICbI/IKaI_[I/IOHH])Ie KPpUTEPUU MOTYT OBITh UCTIOTB30BAHBI TOJILKO B TEX ciay4dasx, Korjia yCTaHOBJICH IWAarHo3 CUCTEMHOI'O BaCKYyJIU-
Ta C IOPAKEHUEM C MEJIKUX WU CPEAHUX COCYIOB U UCKITIOYECHBI IPYTUE 3360J'[€B3HI/IH, VMUTUPYIOIINUE BAaCKYJIUT

0oJjiee UTO OHA MCMOJb3yeTcsl U B MeXIyHapoaHOM KJIacCu-
¢ukanuu OojaesHeir 11-ro mepecmorpa. Kpome Ttoro, B
despane 2022 roma ObLIM OMyOJMKOBAaHBI HOBBIE KJIACCH-
¢ukanmonnsie kputepuu I'TIA, MITIA u OI'TIA (taba. 1)
[10-12], xoTopbie ObUIM pa3pabOTaHbl Ha OCHOBAHUU
pe3yJabTaTOB KPYITHOTO MEXIYHApOJAHOTO MCCIeA0BaHUS
DCVAS. B oraumume OT IpeabloylliMX WHCTPYMEHTOB, B
HOBBIX KJIacCU(UKAIIMOHHBIX KPUTEPUSIX, MPeroaaraio-
X OaJUTbHYI0 OIIGHKY pa3IUuYHBbIX MposiBieHuit AAB,
00JIbIIIOe 3HAUEHME TIPUAAETCS CEPOJOrMUYeCKOMY Mpodu-
mo, T.e. Tuy uupkyaupytonmx AHLA, onHako Kkputepuu
MOTYT OBITh UCTIONE30BaHbI ¥ TIPU CEPOHETATUBHBIX Bapy-
aHTaX CUCTEMHOTO BacKy/iuTa. [IpuMeHeHre HOBBIX KJac-
cuuKaMOHHEIX  KpuTepueB AAB B mpuBeneHHBIX
KJIMHUYECKUX CITy4asix MOATBEPUIO YCTAHOBJICHHBIE paHee
JIVArHO3bl. Y IMepBOil MallMeHTKU CyMMapHbIi 0ajll cocTa-
Bui 10 (oTmeneHue KpOBSIHUCTBIX KOpouek u3 Hoca, [TP3-
AHIIA, rpaHyJIeMaTO3HOE BOCITAJIEHUE npu
TUCTOJIOTMYECKOM MCCAeI0BaHNM OMOIITaTa), a y BTOPOil —
12 (MITO-AHLIA, uHTepcTULMANBHOE TTOPaKeHUe JIETKUX,
MaJIOUMMYHHBIN TJIOMePYJIOHE(PPUT IO JaHHBIM OUOTICUH
MOYKH), YTO MO3BOIsIeT Kiaccuduimponats AAB kak I'TIA
u MITA, coorBercTBeHHO. ClielyeT yYUThIBATh, YTO HOBbIE
KJIaccu(bUKaMOHHbIe KPUTEPUM He MpeHa3HaYeHbl LIS
IMarHoctuku AAB, TOKHBI B TIEPBYIO Ouepelb UCTOJIb30-
BaTbCsl JJIS1 CTAaHAAPTU3ALMU OTOOpA MAIIMEHTOB B HAYUHBIX
WCCNIEIOBAHMSIX UM, COOTBETCTBEHHO, HE B TOJHOW Mepe
YIOBJETBOPSIIOT MOTPEOHOCTH MPAKTUKYIOIIMUX Bpaueit [13].

C.B. MowuceeB. Kakosa ponb AHIIA B jamarHoctuke
AAB? HackonbKo crieinU4yHbl 3TH aHTUTENA ISl CUCTEM-
Horo BackyauTa? Kakoii MeTon mpeanoYTUTeIbHO IpUMe-
HaTh 1is onpeneneHuss AHIA?

H.B. Brmacenko. OtkpbiTue AHIIA 1 ycTtaHOBiIeHHE MX
CBSI3U C CUCTEMHBIM BacCKYJUTOM CYIIECTBEHHO OOJIErymio
PaHHIOW IMarHOCTUKY 3aboneBaHus [14,15]. AHLIA oGbru-
HO OTIPEIENITIOT MEeTOIaMK HEeTIPSAMOi UMMYyHOdITIo0pec-
neHiun  (HU®) wnim  umMyHodepMeHTHOro  aHanusa
(M®DA). C nomoripto HUD BhIIESIOT 1Ba TUIIA CBEUCHUSI:
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nepunykieapubii  (MAHIIA) u nuroma3MaTuyecKuii
(HAHILIA) [15,16]. TlepBblii xapakTepeH Ajsl aHTHUTET,
MUIIEHbIO KOTOPBIX siBsieTcsl ayroaHtureH MI10, a uuro-
ma3mMaTudeckuii — nist anturen K I[1P3, ogHako aTa 3ako-
HOMEpHOCTh HalOJolaeTcss He BO Bcex chiyuasix [17-21].
BosmoxkHo Takke atunuuHoe cBeueHue AHILIA, kotopoe B
psiie ciydaeB MOXeT ObITh 00ycioBiaeHO HannuueM MITO-
AHIIA [21,22]. C mnomomipio MDA HemocpencTBeHHO
onpenensior anturesna K MITO u ITP3. B HacTosiiee Bpemst
B KJIMHUYECKOM MPAaKTUKE PEKOMEHI0BAHO MCIOIb30BaTh
HN®A, B To Bpems Kak npumeHenre HU® obocHoBaHO
TOJILKO B CJIyyae MOJydyeHUs] OTPULIATEIbHBIX UM COMHHU-
TeJIbHBIX pe3yibTaToB MDA y malmeHToB ¢ MoA03peHueM
Ha AAB [23].

B GonbLIMHCTBE €BpONECKUX UCCIeA0BaHUN Y MaleH-
ToB ¢ I'TIA vaie onpeaensinuch [TP3-AHIIA, a y 601bHbBIX
MITA — MITO-AHIIA. B reHeTnueckux MCCiIeI0BaHUSIX ¥
naiueHToB ¢ AAB BhisiBieHa accoumauus [TP3-AHLIA ¢
HocutenbectBoM HLA-DR, SERPINA1 u PRTN3, koau-
pyloumx o,-anturpuncud u I1P3, cootsercTBEeHHO, a
MITO-AHIA — ¢ HLA-DQ [24,25]. OT1 naHHbIe OOBIYHO
WCTIONIB3YIOTCSl B KQUECTBE OHOTO M3 OCHOBHBIX JIOBOJIOB B
MoJib3y BHeApeHUs1 HOBOI Kiaccudukaumm AAB, ocHoBaH-
Holi Ha Ture mupkyaupyoomux AHLIA. B eisom renetnye-
CKHMe€ MCCJIeI0OBAHMUS TIO3BOJISIIOT IIy0XKe M3YUnTh MaToreHe3
AAB 1 BO3MOXHbIE MULLIEHU TepaneBTUYECKOro BO3/IEH-
CTBMSI, B YACTHOCTU, OHM YKa3bIBAIOT Ha BO3MOXHYIO POJIb
CUTHAJILHOTO MYyTH, CBSI3AHHOTO C MHTEP(EPOHOM- ¥, B pa3-
BUTHUM 3aboneBaHust [26].

Hecmotpst Ha BbicoKylo mHpopmatuBHOocTh AHLIA B
narHoctuke AAB, oHM He SIBISIOTCSI TATOTHOMOHUYHBIMU
JUTSL 9TOTO 3a00JIeBaHUST U MOTYT ONPEESATHCS TPH IPYTHX
pPEeBMaTUUYECKUX UMMYHOBOCTAJIMTEIbHBIX 3a00JI€BaHUSIX,
UHGEKLUSIX, B TOM Yncie UHGEKIIMOHHOM 3HAOKapauTe,
Tyoepkynese 1 BUY-uHbeKMn, 3710Ka4eCTBEHHBIX OITyXO-
JISIX, ayTOUMMYHHBIX 3200JIeBaHUSIX TT€UYEHU, BOCTIAIATENb-
HBIX 3a00/NIeBaHMAX  KHUIIEYHUKA, HHTEPCTULIMATBHOM
MMHEBMOHUU, a TAKXKe MPUeMe HEKOTOPBIX JIE€KAPCTBEHHbIX
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MpernaparoB, HAMPUMEp AJUIONYPUHOJA, AHTUTUPEOUIHDIX
TpernapaToB, MTHIMOUTOPOB (hakTOpa HEKpO3a OIMyXOu- o U
ap. JlaHHbIe 0OCTOSITENIbCTBA ObLIM YYTEHBI B MPUHSITHIX B
2020 r. MexXIyHapOIHBIX PEKOMEHIAIUSIX, B KOTOPBIX MO/~
pPOOHO paccMaTpUBAETCsl AMArHOCTUYECKAs! U MPOTHOCTUYE-
ckasl LieHHocTh ompeneneHus AHIIA He Toabko mpu
nono3peHnn Ha AAB, HO U TIpu psiae Ipyrux 3a00JIeBaHUIA.
Crnenyer OTMETUTD, YTO B OTHOLIEHUU TOIX0Aa K BBIOOPY
merona omnpeneiaeHuss AHIIA aBTopbl npuaepXuBaroTCs
usnoxeHHoi panee nosuuuu: MDA ocraercs npeanoyTu-
TEJbHbIM B KJIMHUYECKON MPAKTUKE Y MAMEHTOB C MpPeJi-
nosnaraembiM AAB [27].

C.B. MomuceeB. OnHo u3 Bemylux nposieieHnin AAB —
nopaxeHue novek. Kax yacro rimomepynoHedpuT BcTpeya-
ercst mipu I'TIA u MITA? KakoBbl 0COOEHHOCTHU €ro Teue-
Hua? BceM v manmeHTaM clieayeT MpOBOIUTH OGHOTICHIO
noyek, eciu jeyeHue AAB B loOoM ciiyvae mpeamnosaraer
MpUMeHEeHNE UMMYHOCYTPECCUBHBIX MIperapaToB?

H.M. BynanoB. OnHuM 13 Haubosiee YacThiX U MPOTHO-
CTUYECKM 3HAUMMBIX TIposiBiieHni T AAB ocraercst mopaxe-
Hue moyeyHoro kiayoouka — AHIIA-accounnpoBaHHBII
rJIOMepyaoHedPUT, KOTOPBIN HEPENKO COUYETAETCs ¢ Mopa-
KEHUEM TyOYJOMHTEPCTUIIUS, a B Psifie CIy4aeB — C TPOM-
0OTUYECKOl  MUKpPOAHTHOMATUel [28-30].  Yacrora
MOpakeHMs TIOUeK 3aBMCUT OT BapuaHta AAB u Bapbupy-
ercst ot 20% nipu DITIA o 70% nipu I'TIA u moutu 100%
npu MIIA [31-33]. HauboJsee TsKenblii BApUaHT IMOpaxe-
HMS TToueK ipu AAB, HaGmogaBILIMIICS Y BTOPOI MallMeHT-
KU, — OBICTPOTPOTPECCUPYIOIINN  TJIOMEpPYIOHE(DPUT,
KOTOpBIii yallle BcTpeyaeTcs y nauueHToB ¢ MITA (unu
uupkyaupyommmMu - MITO-AHLIA) u  xapakTtepusyeTcst
OBICTPBIM (B T€UEHME HECKOJIbKUX MECSILIEB) HapacTaHUEeM
CHIBOPOTOUHOTIO YPOBHSI KpeaTuHUHA U cHikeHuem CK®
[34-37]. AAB sBASIOTCSI TPUUMHOM OKOJIO TIOJIOBUHBI CITY-
YyaeB  OBICTPOIIPOIPECCUPYIOIEr0  IJIoMepyJoHedpuTa,
MO3TOMY Y BCeX OOJIbHBIX C HEPPUTUUECKUM CUHIPOMOM,
COTIPOBOXKIAIOIINMCS  OBICTPBIM  YXYALIEHWEM (DYHKITUH
MOYeK, HEOOXOAMMO MCKIIOUaTh 3TOT IUArHO3, B YaCTHOCTU
omnpenensatb AHLIA. T1puzHakaMu mopaxkeHust moyek rnpu
AAB MOryT ObITb TAKXE MUKPOTEMATypUsi U MPOTEUHYPUSI,
nipuMepHO Y 10% GONbHBIX pa3BUBaeTCS HE(POTUIECKUI
cuHapom [38,39].

Buoncus movyku ocTaeTcsi OCHOBHBIM METOIOM TUArHO-
CTUKM TJIOMEpYJIoHeppUTa U PeKOMEHIYeTCsSl BceM 00JIb-
HbIM AAB ¢ mopaxeHueM TIOYE€K TIpU  OTCYTCTBUM
npotuBornokazanuii [40-42]. [Ipu uccienoBaHum GromnTa-
TOB C TTIOMOIIIBIO CBETOONITUYECKONH MUKPOCKOIUU, KaK Tpa-
BUJIO, BBISIBISIIOT KapTuHY 9KCTpaKanuuIIPHOI
nponudepay ¢ GopMUpOBAHUEM TOJYJIYHUIA, HEKPO3
KanWUISIPHBIX TIETeNb, TIEPUTIIOMEPYJISIPHBIE U UHTEPCTHU-
HMaJIbHbIe MHOWIBTPATHI, HEKPOTU3UPYIOLINI apTepUunT.
TTpr UMMYHOTMCTOXMMHUYECKOM MCCIIENOBAHUM (DUKCAIIHST
MMMYHOIJIOOYJIMHOB M KOMIUIEMEHTA B CTEHKAX COCYIOB
0OBIYHO OTCYTCTBYET WJIM HE3HAUUTENbHAs, TO3TOMY JaH-
HBbI TUI 9KCTpaKanuUIIPHOTO TJioMepyaoHedpuTa moiy-
YWJI Ha3BaHUE MaJIOMMMYyHHOTO [42].

Buoncus moyky TMO3BOJSIET HE TOJLKO MOATBEPIUTH
narHo3 AAB, HO ¥ OLIEHUTB MMOYEYHBIN MPorHo3. B coot-
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BETCTBUU C TMCTOJIOTMYECKOI Kiaccudukaliueii, pazpabdo-
TaHHOU TIpu yyactuu EBporeiickoit TpyIimbl Mo U3y4eHHIo
BackyautoB (EUVAS), Bbigensiior 4 Mopdosornyeckux
kinacca AHIIA-accounMmpoBaHHOTO TIJIOMepyJIoHedpuTa:
oxanbHbIi ( =50% HOpPMATBHBIX KITyOOUKOB), C MOJTYIY-
Husimu ( =50% KITyOOUKOB € KJICTOYHBIMU TMONYIYHHUSIMU),
ckiepotTnyeckuii ( =50% T1106aTbHO CKIIEPO3MPOBAHHBIX
KJIYOOUKOB) M CMEILAHHBI (HEOMHOPOIHbIE U3MEHEHUSI,
KOTOpbI€ HENb3sl OTHECTH K BBILLIETIEPEUNCIEHHBIM KJIac-
cam) [42]. HdanHas xinaccuduKausi UCIOJIb3YeTCs ISt
cTpaTuuKaK pUcKa MPOrpecCUpPOBaHMs XPOHUYECKOMN
0ose3nu nouek (XbBII) y maunentoB ¢ AAB u no3soJsiet
OLIEHUTDb MOYEUHYIO BHKMBAEMOCTb, KOTOpasl MPU CKJIePO-
TUYECKOM KJIacce IIoMepyJoHeppuTa 3HAUYUTETbHO HUXE,
yeM 1pu ¢okaabHOM. [IpeanoxeHbl U Apyrue MOAXOAbl K
OIIEHKE PUCKa Pa3BUTHSI XPOHMYECKOM TOYEYHOM HeaoCcTa-
TOYHOCTH, B yacTHOcTU MHAeKC ARRS [43].

Ecnu maumenty ¢ AHLIA-accouuupoBaHHBIM TJIOMEpY-
JIoHe(pUTOM, OCOOEHHO OBICTPOTIPOTPECCUPYIOIINM, HE
TIPOBOIUTCS aleKBaTHAs UMMYHOCYTIPECCHBHAsI Teparusl,
TO BO3MOXHA HeoOpaTuMmasl yTpaTa MoueyHol QyHKIMH,
Tpebylollasi 3aMecTUTeIbHON MovyevHoi Tepanuu. Bropoe
KJIMHUYEeCKoe HaOIIoaeHUe AeMOHCTpUpYeT 3dQeKTuB-
HOCTb CBOEBPEMEHHO HAYaTOW WHAYKIIMOHHOW Tepanuu
UKI0(hocHaMuIOM U TIIOKOKOPTUKOCTEPOUAAMU Y TIallM-
€HTKU ¢ OBICTPOIPOIrPeCCUPYIOLIUM IJIOMEPYJIOHE(MPUTOM B
pamkax MITA. XoTs moJJHOrO BOCCTAaHOBJICHUSI (PYHKIIMU
MOYeK JIOCTUYb HE YIaJOoCh, TEM HE MEHEe, HECMOTPSI Ha
JUTUTENIbHBI aHAMHE3 TSKEJIOTo MOopaxXeHusl Movyek (0KoJo
5 neT) 0oJIbHAsI He HYXIAeTCs B 3aMECTUTEIbHOM MOYeYHOM
Tepanuu.

C.B. Moucee. Y nepBoil NalMEeHTKXM OCHOBHBIM
nposisiaeHueM ['TIA ObU10 pennrauBUpYIOlIee MopakeHue
BEPXHUX JIBIXaTeNIbHBIX MyTEH, MPOSIBIISBIIEECS S3BEHHO-
HEKPOTMYECKMM PUHUTOM W cHUHYcuTOM. Kak ykazaHo
BbILIE, TPaHYJIeMaTO3HOE BOCMaJeHUe TKaHEel Hoca, Masyx,
Tpaxeu, JeTKUX U OPOUTHI SIBISICTCSI OCHOBHBIM OTJIMYM-
TeabHBIM Tpu3HakoM I'TIA. Berpeuatorcst n uaMeHeHust
BEPXHUX JIbIXaTesbHbIX MyTeil mpu MITA?

M.A. JIutBrHOBa. [TopaxxeHne BEpXHUX IbIXaTEIbHBIX
myTeit BcTpevyaercst He Tosbko npu ['TIA, Ho u apyrux AAB.
[To maHHBIM MCCIIeI0BaHNUS, TIPOBENCHHOTO B KIMHUKE WM.
E.M. TapeeBa, caMbIMU YaCTHIMU KJIMHUYECKUMM BapraH-
TaMU MOPaXeHMs BEPXHUX ObIXaTeJbHbIX MyTeil mpu AAB
ObLTM CUHYCHUT U SI3BEHHO-HEKPOTUUYECKUIT PUHUT, HAOJII0-
nasiecst B 73% u 70% ciydaeB cooTBeTCTBeHHO [44]. TTpn
I'TIA nopaxeHue BepXHUX ObIXaTeJbHBIX IyTeil pa3BHUBaeT-
cs1y 90% GOJBHBIX W, HAPSIAY C MOPaskKeHUEM JIETKUX U
MOYeK, BXOAUT B “KJIACCMUYECKYIO TpHUaay”, XapaKTEPHYIO
IUIs1 9TOro 3aboneBaHus. [lepBoe KIMHMYECKOe HAOMI0ae-
HHUe OeMOHCTpupyeT Kiaccuuyeckoe teuenHue I[TIA, mpu
koTopoM B 80-95% ciydyaeB uamMeHeHus1 co cTopoHbl JIOP-
OpraHoB BO3HMKAIOT B Havaje 3a0o0jeBaHUSI M 4YacTo
MPEALIECTBYIOT €ro “TpaHcdopmaluu” B CUCTEMHOE 3200-
neBanue [45]. UzomposBanHoe mopaxenue JIOP-opranos u
opbutel BcTpeuyaeTcs Tonbko mpu ITIA u oOblMHO He
conpoBoxaaetcs nosbinieHreM tutpa AHLIA, yro 3atpyn-
HSIET CBOCBPEMEHHYIO TMarHocTuKy AAB u 3amepxkuBaer

69



razbor1.gxp_Layout 1 02.03.2023 09:48 Page 70

%

KJIMHUYECKMI PA3BOP

Ha3HaueHUe aeKBATHOIO JIEUeHHUsI, TTO3BOJISIIOILETO MPe-
OTBPaTUTh Pa3BUTHE JECTPYKTUBHBIX M3MeHeHMI [46]. B
TaKuX CIydasx AMarHocTupoBatb AAB MOXHO TOJIBKO C
TOMOILbIO TUCTOJIOTMYECKOTO MCCIIEA0BAHMUS MOPAXKEHHBIX
TKaHel, HarpuMep, Hoca U OPOUTHI.

B otnmuume ot I'TIA, npu MIIA yaiie pa3BuBaeTcs mopa-
JKeHUE JIETKUX, B TOM uuciie Tsekeaoe (muddy3Hoe anbBeo-
JIIpHOE  KPOBOTEUEHME), B COYETAHUU C TIOYEUHOM
maronorueir. Tem He MmeHee, mpu MIIA Takke Moryrt
Ha0J1I01aThCsl U3MEHEHUSI CO CTOPOHBI BEPXHUX JIbIXaTeJb-
HBIX IyTeii, B TOM YUCJIe PUHUT, XPOHUUECKUI PUHOCUHY-
CUT W pPELMAMBUPYIOIINE HOCOBBIE KpoBoTeueHMs. Ilo
naHHbIM J. Wojciechowska 1 coaBT., IpU3HAKK MOPaKEHUSI
JIOP-opraHoB y 6oabHbIXx MITA BeTpeuanuch pexe, 4yem y
nanyeHToB ¢ I'TIA, Ho ObUIM BBISIBJIEHBI O0Jiee YeM B I10JIO-
BUHe ciyuyaeB [45]. Cremyer elie pa3 Momg4epkHYyThb, YTO
NECTPYKTUBHbBIE U CKJIEPOTUUYECKUE M3MEHEHHUsI HOCa U OKO-
JIOHOCOBBIX Ta3yX, OTpaXkalolliue HaTUUue TpaHyJIeMaTo3-
HOro  BOcHajJeHus, HexapakTepHbl w11 MIIA u
paszBuBatorcst Toibko mpu ['TIA. Xotst mopaxkeHue Hoca U
HOCOBBIX Ma3yX He OTHOCHUTCSI K YUCITY OMACHBIX IS KU3HU
nposisiaeHuit I'TIA, TeM He MeHee, OHO MOXET MPUBECTH K
CeIUIOBUIHON nedopMmaliMy Hoca, a TMepCUCTUPYIOIUeE
CHMITOMBI (3a7I03KEHHOCTb HOCA, BBIIEICHUS U T.I1.), KOTO-
pble HEpemKO COXPAHSAIOTCS HECMOTPST Ha JTOCTUTHYTYIO
peMuccuo 3a00J1eBaHusl, SBISIIOTCS OJHOW U3 OCHOBHBIX
MPUYMH CHMKEHMST KauecTBa KU3HU MalMeHTOB.

C.B. MouceeB. KakoBbl cCOBpeMEHHbBIE MOJXO/bI K Jieue-
a0 AAB? OTnnyarorest 1m cxeMbl UIMMYHOCYTIPECCUBHOM
Tepanuu y nauueHtoB ¢ ['TIA u MITA?

H.M. Bynanos. JleueHue AAB MOXHO ycI0BHO pasfie-
JIUTh Ha JIBa 3Tama: MHAYKIIMOHHAs Tepanusi, HarpaBieH-
Hasg Ha JOCTMKEHHWE  pEeMUCCHM  3a0ojeBaHus, U
TOIePXKUBAIONIAs Teparusi, obecreunBaoiias mpoduiak-
TUKY ero o0ocTpeHuil. TpaIulIMOHHO B CXeMY WHAYKIMOH-
HOIl Tepanuu BXOMST ITIOKOKOPTUKOCTEPOUIbI, KOTOpPhIE
HEOOXOIUMO COYETaTh C PA3IMYHBIMU UMMYHOCYTIPECCUB-
HBIMU TIperapatamu, Mpex/e BCero pUTYKCHMMaboM MIu
nukiaogpochamuaoM. Bribop mpemapaToB U MX 103 3aBUCUT
B OCHOBHOM He OT BapuaHTa AAB, a OT HaIMUMs U TSKECTU
MopaXkeHUsI XKMU3HEHHO BaXXHBIX OPTAHOB, TMPEXIE BCETO
MOYeK M JIETKMX. B TpOIUIOM TJIIOKOKOPTUKOCTEPOU/IbI
nanueHTaM ¢ AAB 0ObIYHO Ha3HAYaaM B BHICOKMX J103aX
(mo 1 Mr/kr B mepecyeTe Ha NpPEAHM30JIOH), OJHAKO B
MocCJIeIHME TObI Mocie MyOaMKALMK psiia UCCTIeI0BaHNUM,
MPOAEMOHCTPUPOBABIINX  PALMOHATIBHOCTD  CHIKEHUS
00beMa M MPOIOIXKUTETbHOCTH MHAYKIIMOHHON Teparnu,
MPEACTaBIeHUST 00 ONTUMAIbHBIX 103aX U AJIUTEIbHOCTH
JiedeHUs1 TpeTepriesiu usMeHeHus [47], 4To HalLIO OTpaxe-
HME B peKOMEHIALUsIX AMEPUKAHCKOI KOJIJIETMU PeBMaTo-
noroB 2021 1. u cormacyercsl ¢ oOlIeil TeHOEHLMENH K
OTPAaHUUYCHUIO SKCITO3UIINY TIIIOKOKOPTUKOCTEPOUIOB TIPH
JICUCHUU ayTOMMMYHHBIX 3a0osieBaHuii [48]. B uccnenona-
Hun PEXIVAS 06bU10 ycTaHOBIEHO, 4TO TNpPUMEHEHME
TJTIOKOKOPTUKOCTEPOUIOB B CHUKEHHBIX 103axX 10 3¢ dek-
TUBHOCTU B MPOGUIAKTUKE TePMUHAIBHON XPOHUYECKON
MOYEYHON HEJIOCTATOYHOCTM M CMEPTH Yy TIAllMEHTOB C
TsoKeNIbIM AAB He ycTynaeT JieueHUMIo CTaHAApPTHBIMU J103a-
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MU, HO COTTPOBOXKIACTCS CHIDKEHUEM prcKa MH(PEKIINOH-
HBIX ocjoxHeHu# [49]. TeM He MeHee, BHIOMpPATh CTApPTO-
BYIO 103y TJIIOKOKOPTUKOCTEPOUIOB U TEMITbI €€ CHYKEHMSI
cllenyeT MHIMBUIYATIbHO C YYETOM OCOOEHHOCTEN KOHKPET-
HOTO MAlMEHTA U ero OTBETA Ha JIeUEHHUE.

Pexomenmauuy mo MHAOYKIIMOHHON Tepanuu AAB B
3HAYMTEIbHOM CTETEHN OMMPAIOTCS Ha Pe3yJbTaThl IBYX
PAHIOMU3MPOBAHHBIX ~ KOHTPOJMPYEMbBIX  MCCASTOBAHMIA
(RAVE u RITUXVAS), noATBepauBILIUX COMOCTABUMbIE
a(dexTuBHOCTL M 6€30MACHOCTh PUTYKCUMAa0a M 1IMKIIO-
(ochamuna (0ba mpemnaparta NPUMEHSUIA B KOMOMHALIUU C
[JTIIOKOKOpTHKOCTeporaaMu) y naiueHToB ¢ ['TIA u MIIA ¢
MOpaXXEHUEM KM3HEHHO BaXHbIX opraHoB [50,51]. Puty -
KcuMao 1o 3P@OEKTUBHOCTH UMEJ IIPEUMYIIECTBO Tepe
nukiIogochamMuIoM y maudeHToB ¢ peuuauBoM AAB, a
Takxke y OonbHbIX, mo3utuBHbeix 1o [1P3-AHIIA, B TO
BpeMsl KakK Mpu Hauuuu uupkyaupyronmx MITO-AHLIA
pe3yJbTaThl MPUMEHEHUSI ABYX MPenapaTtoB ObLIM CXOIHbI-
Mu [52]. Pe3ynbTarhl 3TUX UCCIEAOBAaHU CBUAETEIbCTBYIOT
0 TOM, YTO PUTYKCUMAO CJIelyeT pacCMaTpuBaTh B KauecTBe
rperapara rnepBoil JMHUM Y MallMEHTOB ¢ peuuanBom AAB,
0co0eHHO npu Hanuuuu nupkyaupytomumx [MTP3-AHLIA, a
TakkKe TIPU HEBO3MOXHOCTH WJIM HEXeIaTeJbHOCTU MpUMe-
HeHMs 1uKIodochaMuaa, HampuMep, Y MOJIOABIX JIIOAei C
Y4ETOM BBICOKOTO pucKa pa3Buths decruionusi. CrnemnyeT
OTMETUTh, YTO B TIOCJIEIHME IOkl BO BCEM MMpPE, BKIIOYas
Poccuto, yactota mpuMeHeHUsT pUTyKCUMada Uil MHAYK-
mu pemuccu AAB 3HaUMTETBHO YBEIMUMIACh. DTOMY
CITIOCOOCTBOBAJIO M CHIDKEHME 3aTpaT Ha JedeHue Ojarogapsi
MOSIBJICHUIO OMOAHATIOrOB OPUTMHAILHOTO PUTYKCHMaba.

I1.A. HoBukos. [Ipy oTcyTcTBUM MOpaxkeHUs! KM3HEHHO
BaXHBIX OPraHOB I MHAYKIMU pemuccun AAB Moryt
OBITh MCIIOJIL30BaHbI U Ipyrue Oosee Oe30macHbIe UMMYHO-
CYNpEeCCUBHBIC TIpeTapaThl, TAKMe KaK METOTpeKcaT WiIn
MukodeHosata Moderui. Tak, B IepBOM HaOIIOACHUU Y
naiueHTku ¢ ['TIA ¢ u30IMpOBaHHBIM TIOPAXXEHUEM BEPX-
HUX JBIXaTeJbHBIX MyTeH A1 UHAYKIIMOHHOW Tepanuu mep-
BOHAYaJIbHO TIPUMEHSJICS METOTPEeKCaT, XOTs 103a ero Obuia
HU3Ko# (7,5 Mr/Hen), a NIIOKOKOPTUKOCTEPOU/Ibl OHOBpPE-
MEHHO Ha3HaueHbl He ObUTH. BeposiTHO, ¢ 3TUM ObLTa CBSI-
3aHa Tocjenyomas reHepaausauus AAB ¢ pasButueM
ropa KeHMsI JIeTKHX, YTO MOoTpeboBaio NMpoBeaeHus 6ojee
“arpeCcCMBHOI” MMMYHOCYIIPECCUBHOM TEpamuy IIMKIO-
(ochamunom U rIOKOKOPTUKOCTEPOUTAMMU.

B npouutom neyeHue AAB npennonarano AUTeNbHbII
npueM tukinodocdamuaa BHyTpb, OMHAKO CETOMHS 3TOT
npemnapar oObIYHO BBOAAT BHYTPUBEHHO (15 Mr/KT; 103y
CHIKAIOT Y MalMeHTOB MOXMUJIOr0 BO3pacTa U ¢ HapylleH-
HOI (DyHKIIMEH TI0YeK), a 1Mocjie JOCTUXKEHUS PEMUCCUN
3aMEHSIOT Ha a3aThomnpuH. Takas cxema 1mo 3¢pOeKTUBHO-
CTU HE YCTYMaeT JieueHUo ukiIopochaMuaoMm BHYTPb, HO
MO3BOJISIET 3HAUUTENILHO YMEHBIIUTh KYMYJIATUBHYIO 03y
uukiaodocdamuna M, COOTBETCTBEHHO, PUCK CEPbE3HBIX
HexXenaTeJbHbIX sIBJIeHui. 1 moanepxuparoliei Tepanuu
MOXET MPUMEHSTHCSI U PUTYKCHMa0, KOTOPBIN B paHIOMU-
3UPOBAHHBIX KIMHMUYeCKUX uccienoBaHusx MAINRITSAN
(500 mr xaxmpie 6 Mec) 1 RITAZAREM (1000 mr xaxmsie
4 Mec) uMmen MpeuMyllIecTBa repea azatuonprutHom [47]. B
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uccaenoBanun MAINRITSAN?2 uszyyanach Takke BO3MOXK-
HOCTb MPUMEHEHUST puTyKcumaba “mo TpeOoBaHUIO”, T.e.
npu yBennvyeHuu yncaa CD19+ kineTok u/uiam yaBoeHUn
tutpa AHILIA. DTy cXeMy CpaBHUBaIM C PEryJIsipHbIM BBE-
neHueM Tiperapata B go3e 500 Mr xaxmeie 6 Mec.
DbdeKTUBHOCTL U 0€30IaCHOCTh ABYX CXEM MOAepPKK-
BaloILEH Tepanuu ObLIM CXOTHBIMU, OHAKO B MEPBOM CIy-
yae cpeqHee YnciIo MHGY3Uil puTyKcruMaba ObLIO MEHbIIEe
[53]. BeeneHue putrykcumada “mo TpedoBaHMI0” BO3MOXKHO
TOJIbKO B CJIy4ae PeryjasipHOro KOHTPOJISl YKa3aHHBIX BbILLE
JabopaTOpHBIX MoKasateseit. B mpoTuBHOM ciyuae syuiie
MNPUIEPXKUBATLCA CTAHAAPTHOM CXEMbI MOAAEPXKMUBAIOLLIEN
Tepanuu 3TUM TMpenaparoM. lo3a putykcumaba MOXeT
BapbupoBath oT 500 10 1000 MKT Kaxmbie 4-6 mec.

C.B. MowuceeB. X0t 00LIEIPUHATEIE KDUTEPUM IUATHO-
¢tk AAB Mo-npexHeMy OTCYTCTBYIOT, 3aMON03PUTh 3TOT
JIMarHo3 MPHU HAJTMYUKM TUTTUYHBIX CUCTEMHBIX TIPOSIBIICHUI
O0OBIYHO HE TaK CJIO0XHO. BaxHoe AuarHocTuyeckoe 3Haue-
Hue umeeT Hanmuure AHIIA, XoTsi OHM MOTYT OBITh BBISIBIIC-
Hbl W Tpu Jpyrux 3a0oyieBaHUsIX, B TOM YHUCIE
MMUTHPYIOIIMX KAPTUHY CUCTEMHOTO BAacKYJIUTa, U HEPEAKO
He ompeaesiioTes Mnpu  JokanbHbiX ¢opmax [TIA. B
TOCJIeTHEM ClTydae TMOATBEPANTh IMAarHO3 MOXHO TOJbKO
MyTeM THCTOJIOTMYECKOTO MCCIe0BaHMs OMoNTaTa, Hampy-
Mep, CIM3UCTOM 000J0YKM HOca WM opOouThl. KimnHu -
yeckue nposBieHnss AAB cxomHble (mxopanka, 0oy B
cycTaBax, U3MEHEHMsI B JIETKMX, MOYEBOM CUHIPOM, KOX-
Hasl myprypa U T.1.), ONHAKO OTJIUYUTENbHBIM MPU3HAKOM
I'TIA siBnsieTcst HaTMUMeE TPaHYJIEMATO3HOTO BOCTIAJIEHNS
BEPXHUX M HUXKHMUX JbIXaTEJIbHBIX MyTei, JETKUX U OPOUTHI.
Bbi6op MMMYHOCYNPECCUBHBIX MPEnapaToB, UX 103 U -
TeJLHOCTH JIEYEHMSI 3aBUCUT B OOJIbILIEH CTETIEHU HE OT
HO30JIOTMYECKOTO JMarHo3a, a OT HaIW4Yusl U TIKEeCTH
MOpakeHMsl XM3HEHHOBAXHbIX OPraHoB, a TakXke THIIA
uupkyaupytomnx AHIA. B nmocienHue roasl oTMevaeTcst
TEHIEHLIMS K OTpaHUYEHUIO TIPUMEHEHUS TJTIOKOKOPTHKO-
crepounioB nipu AAB (Oonee HM3KME CTapTOBBIE IO3HI,
ObICTpOE WX CHIKEHHME), a B KauyeCTBe aJbTepHATHUBbI
uukiodochamMuay  IMPOKO MPUMEHSIOT PUTYKCUMaO.
YuuteiBast BeicOKMii puck peuuarba AAB, ocobeHHO npu
Hamuuu [1P3-AHUA, Bce manueHThl HYXIal0TCs B UM -
TEJbHOW MOAAEPXMBAIOILEH UMMYHOCYIPECCUBHOM Tepa-
muu. Ha ¢oHe coBepllieHCTBOBaHUS CXeM JIeUeHUS WU
yAydllleHusl TIpoTHo3a TmauueHToB ¢ AAB B Hacrosiiee
BpeMs B CTPYKTYpe MPUYMH CMEPTHOCTH Ha TMepBbIi M1aH
BBIXOJSIT HeXeJsaTebHble MOCIEACTBUS UMMYHOCYTIPECCUB-
HOW Tepanuu, B YaCTHOCTA MH(EKIIMU U CEPAEIHO-COCYIU-
CTble OCJIOXKHEeHHMs, MpoduIakTUKa KOTOPbIX MMEET He
MeHbllIee 3HaYeHHe, YeM JIeUeHUEe CaMOTo CUCTEMHOTO Bac-
KyJuTa.
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Granulomatosis with polyangiitis and microscopic
polyangiitis: common features and differences

M. Litvinova', N. BulanoV, P. NovikoV, N. Vlasenkd,
E. Filatova', K. Kurginyar, A. Skvortsov”, S. Moiseev*

'Tareev Clinic of Internal Diseases, Sechenov First Moscow State
Medical University, Moscow, ?Central Research Institute of Epidemiology,
Moscow, *Lomonosov Moscow State University, Moscow, Russia

Patients with ANCA-associated vasculitides usually present
with similar clinical manifestations (fever, joint pain, lung and
kidney diseases, purpura, etc.). However, signs of granulo-
matosis inflammation of the upper and lower respiratory tract
and/or orbit allow to differentiate granulomatosis with
polyangiitis (GPA) from microscopic polyangiitis (MPA).
Circulating ANCAs are the key laboratory sign of ANCA-asso-
ciated vasculitis, although they can be negative in a propor-
tion of patients and can be found in patients with other
diseases. GPA is usually associated with ANCAs againts pro-
teinase-3, whereas ANCAs against myeloperoxidase are more
common in patients with MPA. The authors present two
patients with ANCA-associated vasculitides and discuss the
common clinical features and differences between GPA and
MPA and new classification criteria.
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