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OBIIAA XAPAKTEPUCTUKA PABOTHBI

AKTyaJlbHOCTH Tpo0JieMbl. [lepBUYHBIE HEKPOTHU3UPYIOIINE CHUCTEMHBIE
Backynutel ([THCB) mpexacraBnstor co0oif rpynmy HWMMYHOBOCHAIUTEIBHBIX
3a00eBaHUi, B OCHOBE IIaTOr€HE3a KOTOPBIX JIEKUT HMMYHOOIIOCPEJOBAHHOE
NOPaXKEHUE CTEHOK KPOBEHOCHBIX COCYJIOB MEJIKOIO U CPEAHEro Kamuopa ¢
Pa3BUTHEM HIICMHUYECKUX H3MCHCHHMA B OpraHaX M TKaHAX, KPOBOCHAO)KaeMBIX
cootBeTcTBYOmMUMH cocynamu. Yacrota [THCB npesbimiaer 100 HOBBIX cilydaeB Ha
1 mua nacenenus (Jennette J.C. et al., 2007; Watts R.A. et al., 2001). B 1990 roxy
Amepukanckas kouierus peemaronoroB (ACR) omyb6nrkoBaa kiaccupuKalnoHHbIE
KPUTEpUU CHUCTEMHBIX BacKyiauToB, a B 2012 romy Ha HOBOM MexayHapoaHO
cornacurenbHoit koHdepeniuu B Chapel Hill Oputa yrBepknmena coBpemenHas
KJaccu(UKauUsl CUCTEMHBIX BACKYJIWTOB, OCHOBAHHAs Ha KanuOpe NOpaK€HHBIX
COCYIOB W YYMUTHIBAaIOIIasi OCHOBHbIE MATON€HETUYECKUE MEXAaHU3Mbl HX
nospexaenus (Jennette J.C. et al., 2013).

BaxxHbIMH ~ CEepOJIOTMYECKUMH  MapKepaMH W [aTOr€HETHYECKUMU
MeJMaTOpaMy Pa3BUTHS BACKYJIUTOB C TMOPAXEHHUEM COCYJOB MEJIKOTO KamuOpa
SBJISIFOTCS. ~ aHTUHEUTPOWIbHBIE  MHUTOIIa3Maruueckue  antutena (AHILA),
OCHOBHBIMH M3 KOTOpBIX SIBJISIIOTCA aHTUTENna K mnporteuHasze-3 (allP3) wu
muenonepokcuaaze (aMIIO). Haubonee wyacto (80-90% cayuaeB) AHIIA
onpenenstorcs npu AHI[A-accormmupoBannsix CB (AHLIA-CB): rpanynemarose c
nonvanruutoMm (I'TIA), mukpockonudyeckom nosuanruute (MITA) u 303uHOPMIBHOM
rpanyjiemaro3e ¢ nosmanruutoMm (OI'TIA) (Jennette J.C. et al., 2013). B rpymmy
[THCB Bxoaut y3enkobiii moauaptepuut (YII) — BacKynuT ¢ npeuMyIiecTBEHHbIM
NOpaXEHHEM  COCYJOB  CpenHero kKaimuOpa M penkod  accouuamuein ¢
runepnpoaykmueir AHIIA. AHIA-CB wu VYII xapakTepusyloTcs yHOPHBIM
OPOrPECCUPYIOLIUM TEYEHHEM, CJIOKHBIMU NATOT€HETUYECKUMHU MEXaHU3MaMH,
reTePOreHHOCThI0  KJIMHUKO-UMMYHOJIOTHYECKUX (OpM M MOJHOPTaHHOCTHIO
MOpaXXEHUs, YTO ONpeIesieT HeOMaronpusITHBINA MPOTHO3 TEYEHUS ATUX 3a00JI€BaHUM
(Mazypos B.1. u coasr., 2011).

AKTyanbHbIM SIBIISICTCSI yTOYHEHUE KIIMHUKO-UMMYHOJIOTHYECKUX
B3auMocBsized npu AHIIA-CB u VYII, 4To nNO3BOAUT HHAUBUIYATU3UPOBATH
IIPOBEJICHUE U TMOBBICUTH 3P(HEKTUBHOCTh TAPTETHON TEPANUH y TAIUEHTOB C STUMHU
BapuaHTaMU BaCKYJUTOB.

ManouucneHHsl U TpeOYIOT NalbHEHIIMX yYTOYHEHUN CBEICHUS O BIMSHUU
KOMOpOMIHO# maToyioruu Ha KiauHudeckoe teuenue [IHCB (Haris A. et al., 2017).

Hokazano, uro nedumur anbda-l-antutpuncuna (A1AT) mnpoBommpyet
pa3BUTHE 3a00JIEBAHMM, CBS3aHHBIX C HAPYIICHHEM IPOTEA3HO-aHTUIIPOTEA3HOTO



OanaHca U U30BITOYHON aKTUBHOCTHIO HEHTpoPmiIbHBIX poTeas (Fregonese L., Stolk
J., 2008). [MoMuMO KJIACCHYECKUX MPOSBICHUH, K KOTOPBHIM OTHOCST IMEPBHYHYIO
sM(pu3eMy U TMOpaKEHUE TMedeHdu, y OosbHbIX ¢ gepuuurom AlAT wmoryr
pPa3BUBAThCS rPaHyJIEMATO3HbIE BACKYJIUTHI, ACCOLIMUPOBAHHBIE C TUIEPIPOAYKIIUEN
AHIIA (Mahr A.D. et al, 2010). ManousyueHHbIM B ILIaHC BIIMSIHHS Ha
knnandeckoe TedeHne AHIIA-CB sBinsercs aedumur A1AT, KOTOpwI sSBISETCS
KITFOUEBBIM HMHTUOMTOPOM CEPUHOBBIX MPOTEWHA3, TaKUX KaK MPOTEHHAa3a-3,
muenonepokcuaasa (Mahr A.D. et al., 2010; de Serres F. et al., 2014).

Crenenp pa3padOTAHHOCTHM TeMbl HCCJIeA0BAHMA. MAaJOYHCICHHB W
IPOTHUBOPEUMBHI HAYUHbIC JJAHHBIC 110 CPABHUTEIIBHOM XapaKTEPUCTUKE KITMHUYECKUX
nposisiieanit AHIIA-CB u VYII Ha pasubix cpokax 3a0oieBaHuUs, YTO SIBISETCA
BQXXHBIM [JISl TIEPBUYHON JUArHOCTHKU M TU(DPepeHInanTbHON TUATHOCTUKU 3THX
(GopM TEepBUYHBIX CHUCTEMHBIX HeKpoTusupyromux BackynmutoB (Fauci A.S. et al.,
1983; Guillevin L. et al., 1999; Abdou N.I. et al., 2002; Agard C. et al., 2003;
Pagnoux C. et al., 2007; Bekerosa T.B., 2012; Comarmond C. et al., 2012; bekeroBa
T.B., 2015).

JlaHHbIE TIO BJIMSHUIO KOMOPOUAHOTO (hOHA HAa KIMHUYECKOTO TEYCHUE U
nporuo3 npu I[THCB nHeomnosnaunsl. B wucciaemoBanuun, mposemennom M. Little
(2004 1.), HEe BBISIBICHO CBSI3U MEXAY KOMOPOWIHOCTHIO U JICTAIBHOCTHIO TpHU
AHIIA-CB, manporuB, B paborax A. Haris (2017 r.) m M. Weiner (2015 r.)
YCTAHOBJICHA  acCOLMAlMsl  MEXAY  BBICOKMM  HMHAEKCOM  KOMOPOHUIHOCTH,
OCJIO)KHEHHMSIMU U CMEPTHOCTBIO CpeIu O3THX TNalueHToB. B CBs3M ¢ 3TuUM
JajabHEenIee N3y4eHUe dTOU MPOOJIEMBI SIBISETCS aKTyaIbHOM.

B nuteparype oOHapykeHO KpailiHe MaJlo JaHHBIX, CBUJICTEIbCTBYIOUIUX O
BIUSHUU matojorudeckux (enorunoB A1AT Ha TsKeCTh KIMHUYECKOTO TEUEHUS
rpaHyJieMaTo3a C MOJMAHTMUTOM, a TAK)KE BCTPEUYAEMOCTH JAHHOI'O T'€HETUYECKOTO
HapYIICHUS MPHU JAPYTUX CHCTeMHBbIX Backyiautax (Segelmark M. et al., 1995; Mahr
A.D. etal., 2010; Mohammad A. et al., 2014; Moxey J.M. et al., 2016).

BaxHyto pojib B CHIKEHUM PHCKA HWHBAIMAW3AINM U YBEJIMYCHUU
BbDKHBaeMocTu nanueHToB ¢ AHIIA-CB wurpaer mnpenynpexIeHUE OCIOKHEHUU.
B nacTosiiiee Bpemsi u3yudeHbl HE B TMOJHON Mepe (PaKkTOphl pHCKa OCIOKHEHUU U
pedpakreproro teuenus AHIIA-CB (Lane S.E. et al., 2005; Mukhtyar C. et al.,
2008; Lugmani R. et al.,, 2008), cnemoBarenbHO, HMX pa3pabOTKa MOMKET HMETh
MPOTHOCTUYECKYI0 3HAYUMOCTBH JIJIi OLEHKU JaJbHEUIIEro TEeYEHUs 3TOM (OpMBI
MaTOJIOTUH.

Takum 00pa3oM, MPENCTABISIOTCS aKTyaJbHBIMM 3aJa4dl 10 U3YyYCHUIO
BJIUSIHUSL KOMOPOUAHOM narosnioruu Ha kinHndeckoe teyenue [THCB, uccnenoBanuto



KJIIMHUKO-UMMYHOJIOTUYECKUX B3aHMOCBSA3EH M YTOUHEHHIO POJIA MATOJIOTUYECKUX
aenein A1AT B nporpeccupyromiem teuenun AHIIA-CB, a takxe omnpeneneHue
(bakTOpOB pHUCKA Pa3BUTUS OCJIOXKHEHUHW M pePpakTepHOro TEUYEHUS IMpPU ITHX
BApUAHTAX CUCTEMHBIX BACKYJIUTOB.

Heab wucciaenoBaHusi — U3YYUTh BJIUSHUE KOMOPOMJIHOM TMATOJIOTMH Ha
KIMHUYECKUE TPOSBICHUSA, a TakKe YTOYHHTH (DAKTOPhl pPHCKAa PpPa3BUTHUSA
OCJIO)KHEHH U pedpakTepHbIX BapUAHTOB TEUYCHUS Yy OOJBHBIX MEPBUUYHBIMU
HEKPOTU3UPYIOIUMU CUCTEMHBIMU BACKYJIUTAMU.

3aavu ucclieI0BAHNUS:

l. YTouHUTHh BIUSHHE KOMOPOWJIHOW MATOJIOTMM Ha KIMHUYECKOE TEUCHHE
AHIITA-CB u y3e1K0BOT0 MOJUAPTEPUUTA.

2. VYCTaHOBUTH KIMHUKO-UMMYHOJIOTUYECKHE B3aUMOCBS3M Y  OOJIBHBIX
AHIIA-CB ¢ HanuurieM KOMOPOUIHON MATOJIOTHH.

3. UccnenoBate BinusHue naronorudeckux amnened AIAT Ha knmHHYECKOe
teueHne AHI[A-acconMMpoBaHHBIX CUCTEMHBIX BACKYJIUTOB.

4. YcraHoBuTh (hakTopbl pucka pedpakTepHOrO TEHYEHHS] M OCIOKHEHUU Yy
6onpHbIX AHIIA-CB B 3aBUCMMOCTH OT KOMOPOUHOCTH, BapMaHTa MaHU(DECTalNH,
a TAaK)K€ CPOKOB Ha3HAYEHHSI MHAYKIIMOHHOW TEpaIuH.

Hay4ynasi HoBu3Ha. BriepBbie yCTaHOBIIEHO, YTO BBISIBJICHUE MATOJIOTHUYECKUX
aened anbda-1l-anturpuncuna (PIMZ, PiZZ, PIMF) y 60ibHBIX TpaHyJIEMaTO30M C
MOJIMAHTUUTOM acCCOIMUPYETCSl C BBHICOKMMH TOKa3aTEIsIMU UHJIEKCA MOBPEKICHUS
npu BackynuTax (Vasculitis Damage Index — VDI), a Takxke ¢ MOBBIIIICHUEM YPOBHS
CBIBOPOTOUYHOTO KpeaTuHuHa u allP3, 4yTo mo3Bossier paccmaTpuBaTh BbIACICHUNE
ATUX ajulelied B KadecTBe (PAKTOpPOB pHUCKA PAa3BUTHS  OCJIOXKHEHHH U
POrPECCUPYIIETO TEYEHUS TOI0 BApUAHTA CUCTEMHBIX BACKYJIUTOB.

Ompeneneno, uyto TteueHne AHIIA-CB ¢ komMopOwmHOW Tmarojoruer wu
no3uTuBHOCTRIO 10 allP3, mno cpaBHeHuio ¢ mno3uTUBHOCTHIO 10 aMIIO,
XapakTepu3yeTcsi 0ojee BHICOKUM MHJIIEKCOM TOBpEXKIAeHUs npu Backymurax VDI u
BBICOKOW 4acTOTON pepakTepHOCTH K MHAYKIIMOHHON TEparuHu.

Teopernyeckass M NpakTHYecKasi 3HAYMMOCTH. YTOYHEHBI OCOOEHHOCTH
KIMHUYecKor MaHudectaruu u xapaktepa teuenus [THCB B 3aBucumoctu OT
KoMopOuHOTO (hoHa. YcraHoBieHo, uTo y 60apHBIX AHIIA-CB u VII npu nHanuuuu
aprepuanbHOil Tunepren3uu (Al') B aHaMHe3e, IO CpaBHEHHUIO C TallMeHTamMu 0e3
JAHHOM TATOJIOTMH, OTMedaeTcs Oolsiee yacTtoe (HOPMUPOBAHUE XPOHUUECKOM
oosieznu nouek (XbII), a npu Hanuuuu umemuyeckor 6osesnu cepaua (UBC) u
JUCIHUIHUIEMUH — YBEJIMYEHUE YACTOTHl TPOMOOIMOOINYECKUX OCIOKHEHHM.



YcranoBneHsl Qaktopel pucka pedpakrepHoro Teuenus AHIIA-CB,
KOTOPBIMHU SIBJIAIOTCSI Pa3BUTHE OBICTPOIPOTrPECCUPYIOLIETO TrIoMepysoHedpuTa B
nepBele TpU Mecsia 3abosneBanus, BbisiBleHue allP3 u maronormyeckux amienen
A1AT (PiMZ, PiZZ, PiMF), unHzmexkc akTHMBHOCTH BackyiutoB (Birmingham
Vasculitis Activity Score — BVAS) > 25 6amioB ¥ Ha3HaYCHHE HHAYKIIHOHHOM
Teparnuy Mo3/JHEE YETHIPEX MECSIIEB OT 1e0r0Ta 3a00IeBaHNA.

OnpeneneHo, 4To HaluuuMe caxapHoro auabdera Broporo tuma (CJl 2 tuma),
no3uTUBHOCTH 10 alIP3, ncnonb3oBanue NpeaHU30JI0Ha B J03ax Oosee 60 Mr B CyTKH
BO BpeMs MHAYKIMH pPEMHCCHUHM, a TakKe MpUMEHEHHEe NPEeJIHU30JI0HAa B
nojjaepKuBaromux go3ax >10 Mr B cyTku Oosiee 6 MecslleB OT Hadaia
WHAYKIIMOHHOW TEpanuu SIBIAIOTCS (aKTOpaMu pHUCKA Pa3BUTHS HH(PEKIMOHHBIX
ocnoxxHeHuit y 6onpubix AHIIA-CB.

Mertonosioruss W MeTOAbI HcciaenoBanus. [IpoBeneHO MNPOCHEKTUBHOE
CPABHUTEJIBHOE MCCIIEJOBAHUE 10 TUITY «CIIy4ai-KOHTPOJIb» ¢ HAOOpPOM MaTepuaia ¢
2010 mo 2018 rr. Pabora BemosHeHa Ha Oaze CIIO I'BY3 «Knunnueckas
peBmatosiorudeckas 6osnpHUIA Ne 25%» (CII6 I'BY3 KPB Ne 25), Ceepo-3amnaaHoro
roCcyJIapCTBEHHOTO MeIUIIMHCKOr0 YHUBepcuTeTa uM. .M. Meunukoa (C3I'MYVY um.
N.N. MeunukoBa), Hay4HO-METOIMUECKOTO LEHTPA MO MOJIEKYJISIPHOW MEIUIIMHE
IICII6I'MY umenu W.I1. I1aBnoBa. UccnenoBanre oq00peHO JTOKAIbHBIM ATHYECKUM
komuteroM C3I'MY nm. N1.1. MeunukoBa.

B uccnenosanue 0b110 BKiFOueHO 232 nanuenta ¢ [IHCB. OcHoBHYIO rpynity
coctraBmin nanueHTel ¢ AHIIA-CB (n = 209), B rpynmy cpaBHEHHUs BOLLIM OOJbHBIE
VII (n = 23). IlauueHTsl OCHOBHOM TpyMIbl ObLIM pa3jiesieHbl Ha 3 MOATPYMNIbl B
3aBUCUMOCTH OT HO30J0rnyeckoi npuHamiiexsoct: ['TIA (n = 94), MIIA (n =46) u
OITIA (n = 69). 'pynna KOHTpOJIA JJIsi OLIEHKH BCTPEYAEMOCTH MATOJIOTHYECKUX
amteneid A1AT cocrosna u3 46 310pOBBIX IOHOPOB.

B pamkax wuccienoBaHMs MALMEHTHl NPOXOJIWIM CTAHJAPTHBIM KOMILUIEKC
o0OcneaoBaHMi, BKIOYas J1a00OpaTOPHO-MHCTPYMEHTAIbHBIE METOABI JUATHOCTUKH,
KOTOpblE Takke ObulM JomoJiHeHbl (eHoTunupoBanueM AlAT merogom
U302JIEKTPUUECKOTO (OKYCHpOBaHUSI U ompeneieHueM koHueHtpauuun AIlAT
METOJIOM UMMYHOTYPOUIUMETPUH.

[TomryueHHble B paMKaX HCCIEIOBAHUSA pPE3yJbTaThl ObUIM 3aHECEHBI B 0azy
JAHHBIX C TOCIEAYIOIIUM MPOBEIECHUEM CTaATUCTUYECKOTO aHAIM3A.

ITos10:keHHs1, BBIHOCMMBIE HA 3AIIUTY:

1. B neOroTe nepBUYHBIX HEKPOTU3UPYIOIIUX CHCTEMHBIX BaCKYJIHUTOB B 75%

Clly4aeB OIpPEAENSIOTCS KOMOPOMJHBIE COCTOSIHMS, CpEeAu KOTOPBIX
HanOoJiee 3HAYUMBIMU SBJSIOTCS nucaunuaemus (46,1%), aprepuanbHas



runeprensus (23,3%) u umemuyeckas 6one3nb cepana (21,9%). Hamuuune
apTepuanibHOM  TUNEPTEH3UH  accolMHMpyeTcss C  0ojiee  4acTbIM
dbopMHpOBaHUEM XPOHUYECKOW OOJIE3HM MOYEK, & UIIEMUYECKON 00Je3HU
cepana W JUCIUINUAIEMHUHM — C JBYKPATHbIM YBEIMYEHUEM YaCTOTHI
TPOMOOIMOOTUYECKUX OCIOKHEHUM B TepBble 36 MeECSIEB pPa3BUTHUS
NEPBUYHBIX HEKPOTU3UPYIOIIMX CUCTEMHBIX BACKYJIUTOB.

2. Teuenue rpanyneMaTo3a ¢ MOJMAHTUUTOM TPHU BBISBICHUH y TAIIIEHTOB B
CHIBOPOTKE KpPOBU MATOJOTMYECKUX ajuiened anb(a-l-anturpurncuna
(Protease inhibitor — PiMZ, PiZZ, PiMF) xapaktepu3yercsi BbICOKUMH
MoKazaTeas MM HMHAEKCA TMOBpexaeHUs Tmpu Backyiautax (Vasculitis
Damage Index — VDI).

3. ®aktopamu pucka pedpakrepHoro Teuenus AHIIA-CB sBustorcs:
(dbopMupoBaHre OBICTPONPOTrPECCUPYIOIIETO TIOMEPYJIOHEPPUTA B TIEPBHIE
Tpu Mecsa 3a00JieBaHus, IO3UTUBHOCTH MO aHTUTENaM K MpoTenHase-3,
BBISIBJICHUE MATOJOTMYECKUX ajienedl anbda-l-aHTUTpUIICMHA, YPOBEHb
bupMuHreMckoro HWHAEKCa aKTHUBHOCTH BAaCKYyJUTOB >25 OaJioB H
Ha3HAYEHHWE WHAYKIMOHHOW TEepanuu TMO3JHEE YEThIPEX MECSIEB OT
nebroTa 3a00J1€BaHuUS.

4. 1lo3UTHBHOCTH MO aHTHUTENIIAM K TMPOTEHHA3e-3, HAJIUYUE CaxapHOTo
nuabera2 Tuma Ha MomeHT Jgebrorta AHIIA-CB u  npumeneHue
IPEIHU30JI0HA BO BpEMSI MHAYKIMH pPEMUCCUM B J103ax Oosnee 60 mr B
CYTKH, a B KQU€CTBE NOJJICPKUBAIOIIEH TEpanuu B 103ax > 10 Mr B CyTKH
Oosiee 6 MecsleB SABIAIOTCS (paKTOpaMHU pUCKA Pa3BUTHS MHQPEKIHOHHBIX
ocnoxkuenunit y 6onpubix AHIIA-CB.

CreneHb J0CTOBEPHOCTH M anpodanusi pe3yJbTaToB. JlocTaTOUHBIH 00BEM
Marepuasna HUCCIeI0BaHMs, COOTBETCTBUE JM3aiiHa MCCIEAOBaHUA LIEJISIM U 3a/1a4am,
OPUMEHEHUE COBPEMEHHBIX METOJOB JUArHOCTUKH, a TaKXK€ HCIIOIb30BaHUE
COOTBETCTBYIOIIMX  METOJOB  CTaTHCTUYECKOM  00pabOTKM  MOATBEPKAAIOT
JOCTOBEPHOCTH MOJYUYEHHBIX PE3YIbTaTOB.

Martepuanbl guccepranMu OpeacraBieHbl Ha KoH@epenuun «Hosoe B
JIMAarHOCTUKE U JIEYEHUU peBMmaTthueckux 3aboneBanuit» (Canxt-IletepOypr, 2011),
KoH(pepeHIuu, mocBsmeHHon 140-neTuio MuxaiioBCKOH KIMHUYECKONW OOJBHUIIBI
O0aponera S.B. Bummme (Cankt-IlerepOypr, 2013), |l EBpasumiickom KoHTpecce
peBmaronoroB (MockBa, 2014), 3acemanmm Cankt-IlerepOyprckoro oOmiecTa
tepaneBToB (2014), XIII CeBepo-3ananHoil koHpepeHIMU peBmMaTosoroB (CaHKT-
[TerepOypr, 2014), nayuyHo-npakTuyeckoi KoH(pepeHuuu peBmartosioroB (Mocksa,
HUWP, 2015), kourpecce EULAR (Jlonaon, 2016), koHbepeHIMN « AyTOUMMYHHAas



natosorusi» (Jlewmmur, 2016), xondepenmuu «PeBmokazyc» (Mocksa, 2016),
KoH(epeHIuu, nocBsmeHHor 175-netuto OonbHULI Ha bonbemoit Ilogssueckoit
(Cankr-Ilerepoypr, 2016), xondepenuuu «Kadenpa ¢daxkynpTeTckold Tepanuu:
Coxpansiss  Tpaguuuu  boTtkuHckoi — mikoney — (Cankr-Ilerepbypr, 2016), |
KOH(pepeHIInn «AyTOMMMYHHBbIE M WMMYyHOAepUIUTHBIE 3a0oneBaHus» (Mocksa,
2016), VII Cwesne pesmartosmoroB Poccum (Mocksa, 2017), xonrpecce EULAR
(Mangpugn, 2017), Il xonpepeHuuu «AyTOUMMYHHBIE H UMMYHOJAE()UIIMTHBIC
3a0oneBanus» (Mocka, 2018), BcepoccuiickoM KOHIpecce € MEXIyHapOIHBIM
yuactueM «Jlau pesmaronoruu B Cankt-IleperOypre» (2019).

Nudopmanus o BHeApeHUM Ppe3yJbTaTOB MccjeA0oBaHusA. Marepuaisl
JMCCEPTAIIMOHHOTO UCCIEOBaHUSI BHEIPEHBI YUEOHBIN Mpolrecc Kageapbl Tepamnui,
PEBMATOJIOTUHU, JKCIEPTU3bl BPEMEHHOM  HETPYJOCIOCOOHOCTH W  KadecTBa
MEIUIMHCKON nomomu uM. 2.0. Dixsampna PI'bBOY BO C3I'MVY um. U.N.
MeuHukoBa, a Takxke B mpaktudyeckyto aesrenbHoctb CI16 I'BY3 KPb Ne25.

JInynblii BKJIAX aBTOpPa. ABTOpPOM [JMCCEPTAllMM IPOBEICH AaHAIIN3
MEIUIMHCKON  JIUTEpATyphl 1O TEME HCCIEJOBaHUs, IPOMU3BEJEHA OICHKA
aKTyaJIbHBIX TpoOJieM B JaHHOW oOiactu. Ha OCHOBaHMUM TMOCTaBJICHHBIX IIEJICH U
3a/1a4 pa3paboTaH IJIaH HAOJIOACHUS TAIMEHTOB W CO3jaHa 3JIeKTpOHHAs 0asza s
coopa wuHpopManuu. ABTOp JMYHO KypupoBan OonbHbIX AHIIA-CB u VYII B
CTalMOHAPE M OCYIIECTBISLI UX BEJCHHE Ha aMOyJlIaTOPHOM 3Tamne, KOHTPOJUPOBAI
3a00p 00pa310B KPOBH U y4acTBOBAJI B MPOBEACHUU JaOOPATOPHBIX MCCIECTOBAHHIM.
JluccepTaHTOM OCBOEHBI METOAMKM MOJCYEeTa WHAEKCA AKTUBHOCTU BAaCKYJIUTOB
(BVAS), unnekca nospexaenus npu Backyiautax (VDI), naaekca koMopOUIHOCTH
Yapncona. B mocrnexayroimieM aBTOpOM JUCCEpTalldU MPOU3BEEHA CTATUCTUYECKAs
o0paboTka pe3ylbTaTOB HCCIEAOBAHUS W UX aHaIM3, a 3aTeM CGHOPMYIUPOBAHBI
BBIBOJIbI U Pa3pabOTaHbl MPAKTUYECKUE PEKOMEHJAIMM 10 BEACHUIO OOJIbHBIX
AHIIA-CB.

Nudopmanusa o nyoaukanmusax. OCHOBHBIE TIOJOXKEHHUS W BBIBOJIBI
JUCCEpTAlMM H3JIOKEHbl B 14 mnyOnukanusx, B TOM 4HCIe B S5 KypHajax,
pexoMengoBaHHbIX BAK npu Muno6puayku Poccum nns myOnukanuii OCHOBHBIX
pPE3yNbTaTOB IUCCEPTAMOHHBIX UCCIIEIOBAHUM.

Crpykrypa u o0bem auccepramuu. Jlucceprauus wusioxeHa Ha 144
CTpaHMIIAX, CONEPKHUT 46 TaOnui u 15 pUCyHKOB, COCTOMT M3 BBEICHHUs, 0030pa
JUTEPATYPBHI, IJIaB C ONMCAHUEM KJIMHUYECKON XapaKTEePUCTUKU NAlMEHTOB, METO/I0B
U pe3yJbTaTOB HCCIEIOBAHMS, WX OOCYXACHHUS, BBIBOJOB, MPAKTUYECKUX
pPEKOMEHAAUMK W CIUCKAa JUTepaTypsl, BKiIrodaromero 11 oredectBeHHblx u 181
3apyOeKHbI UCTOYHUK.



OCHOBHOE COAEPXAHUE PABOTHI
MarepuaJjbl 1 METOAbI HCCAET0BAHUS

B uccnegosanue 6nu10 BrimoueHno 232 nmamuenTa ¢ [IHCB, maxomuBmmxcs Ha
crarinonapuoM JyieueHu B CII6 T'BY3 «KPb Ne 25» B mepuon ¢ 2010 mo 2018 rr.
[TocraHoBKka AuarHo3a mpoBoauiach B coorBercTBuu ¢ kpurepusmu ACR (1990 r.),
omnpexaeneHueM cucreMubix BackyiutoB (Chapel Hill, 2012).

OcHoBHywo Tpynmy coctaBuinu mnamnueHTel ¢ AHIIA-CB (n=209), B rpynmy
cpaBHeHHs Bonum OoybHBIC YII (N=23), u3 HUX — 134 >keHIMHBI U 98 MYKYHH.
Bo3pact pgebrora 3a0osieBaHMs B OCHOBHOM TIpynmne M B TpYyIIe CpaBHEHUSA
JOCTOBEPHO HE pasnuuajcs, MeauaHa cpeaHero Bospacta OonbHbix [THCB
coctaBisia 52,5 [39,0; 62,0] rona. IlanmeHTsl OCHOBHOM TPYIIIBI OBUIH pa3/ieiCHBI
HAa TPU MOATPYIIBI B 3aBUCUMOCTH OT HO30JIOTHYEeCKOW mnpunamiexHoctu: [TIA
(n=94), MIIA (n=46) u DOITIA (n=69). I'pymnma KOHTpOJS IS OIICHKH
BCTpeuaeMocTu narojgorndeckux amiened A1AT cocrosna n3 46 310pOBBIX TOHOPOB.

Menuana pnurenbHoctH 3a0oneBanusi [IHCB Ha MOMEHT BKJIIOYEHHUS B
uccinenoBanne cocraBmwia S5 [3; 7] wmecsaueB. Kputepusmu BKIIOYCHHS B
UCCJIeIOBaHUE SIBUIKCH. BO3pACT Je0roTa 3a00eBaHus crapiie 18 jer; cooTBeTCTBUE
YCTaHOBIICHHBIX JIMarHO30B KJIACCU(DHUKAIMOHHBIM KPUTEPUSIM AMEPHUKAHCKON
KoJuteruu peematosoros ot 1990 r. (I'TIA, OI'TIA, VII) u onpenenenuro Chapel Hill
ot 2012 r. (MIIA); mopdonorudeckoe MOATBEPKICHUE AUATHO3a MPU OTCYTCTBUU
AHIIA-TIO3UTHUBHOCTH, JUIMTEIHHOCTh 3a00J€BaHUsI HAa MOMEHT TMOCTYIUJICHHS B
pEBMATOJIOTMYECKH cTanmoHap <12 wMecsueB. KpurepusiMu HCKIIOUECHHS U3
WCCJICJIOBAHUS SIBUJUCh JPYTU€ BACKYJIUTHI C TMOPAXXEHUEM COCYJOB MEJIKOro H
cpeaHero kaauopa: kpuorioOyiauHeMuueckuit BackyauT, IgA Backynut Illenneiin —
I'eHoxa, BacKyJIMTBl B paMKax pPEBMATOUAHOIO apTPUTa, CUCTEMHOM KpacHOU
BOJIYAHKH, CUCTEMHOM CKJIEPOJIEPMUU U JIp.); BTOPUYHBIN reHe3 BacKyauTa (Ha (one
3JI0KaY€CTBEHHBIX HOBOOOPA30BaHUN, T€MATOJOTHYCCKUX 3a00JeBaHNN, HWHQEKITHA
Bupyca rematuta B m C B ¢aze pemnukanmun, BUY-undexunn, TyOepkynesa);
OpeAIIeCTBYIONMIAs TsKeNIas COMYTCTBYIOIIAs COMAaTHUYECKash MaTojorus (caxapHbIil
nuabeT B CTaauu JEKOMIICHCAIlMU, XPOHMYECKas cepicyHasi HEJOCTaTOUYHOCTH B
CTaJUU JEKOMIICHCAIIUU, TSOKEIIbIE TOPAKECHUS TIEYEHHU U TTOYEK).

VY Bcex MalMeHTOB OICHUBAINCh OCOOEHHOCTH KIMHUYECKOTO TEUCHUS B
ne6rore 3aboneBanusa, Ha 1, 3, 12 u 36 Mecsmax 3aboneBanus. [IprkuzHeHHas
mMopdonornueckas auaraoctuka [THCB 6p11a mpoenena y 130 (56%) namueHToB, B
TOM YHCJIC THUCTOJIOTHYECKOE MCClenoBaHne cim3ucToi Hoca y 24 (10%) OONbHBIX,
nouek — y 18 (8%) nmanuentos, jgerkux —y 29 (13%), K0>XHO-MBIIIEYHOTO JIOCKYTa —
y 52 (22%) u tkaueut opoutsel —y 7 (3%).
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Bce manmentsl ¢ AHIHA-CB u VII nonyyanu MHAYKOHOHHYIO TEPAIUIO C
MPOBEJCHUEM IMPOTPAMMHON  MyJbC-T€panuu  MeTUNpeaHu30710HOM  (10mMr/kr
BHYTpUBEHHO 3 1HA mnoapsa) u umkinodochamumom (10Mr/kr) OAHOKpAaTHO B
COUETAHUU C TMEPOPATLHBIM MPUEMOM TIIFOKOKOPTHUKOCTEPOUJOB | MI/KI' BHYTpb.
Tepanuto purykcumabom mosyduinn JeBsaTh O0oiabHBIX I'TIA, nBa GonpHbIX MIIA 1
omud mnanueHT ¢ OITIA. Purykcuma® uCHONb30BaJICSI B BapUAHTE JBYX
BHYTpUBEHHBIX HHPY3uil 1o 500 Mr ¢ 2-HeAeNbHBIM HHTEPBAIOM MEXIY
uH(py3ussmu. BBeneHne BHYTPUBEHHOTO HMMYHOIVIOOYJIMHA OBLIO MPOBEACHO Y
neBatu OonbHBIX [TIA u y omnoro OomnbHOro MIIA. Ilocine MHAYKIMH PEMHCCHU
MAlUCHTHl TOJIy4Yaldu MOJASPKUBAIONIYI0 TEpaluio NPeAHU30J0HOM B jo3e 5-10
MI/CYyT ¥ a3aTHONPUHOM 2 MI/KI/CyT WM MukodeHomara moderunom 2-3 r/CyrT.
JIOCTOBEPHBIX pa3lINyYMil B BApUAHTE MATOTCHETUYECKON TEeparuu MEXIy IpyIHIaMu
OOJBHBIX MOTy4YeHO He ObuT0. Tepanust KOMOPOUTHBIX COCTOSIHUIM OCYIIECTBISIACH B
cootBeTcTBUM ¢ DeepanbHBIMU KIMHUYECKUMU PEKOMEHAAIUSMH.

Jnsa ouenku aktuBHOocTM [IHCB wucnosb3oBaiace bupMuHreMckas mikaia
aktuBHOCTH Backyiutra (BVAS). Iloacuer mnmekca BVAS mnpoumBomuics mnepen
UHIYKIHMEH peMuccuM U uyepe3 6 Heaenb mocie ee mnposeneHus. [Ipu orcyrcTBumn
camwkenust uHaekca BVAS >50% 3a mepBble 6 Henenb WHAYKIIMOHHOW Teparuu
TeYeHHEe 3a00JIeBaHUs CUUTAIOCH pedpakTepHbiM. B rpynmnax 6ompubix ['TIA 1 MITA
MeIuMaHa WHJEeKca aKTUBHOCTU BVAS Ha MOMEHT Ha3HAuYeHUS WHIYKIIMOHHOU
Tepanuu OblJ1Ta BBICOKOM M coctaBmsa 19 [13; 28] m 20 [16; 26] Oamnnos
cootrBeTcTBeHHO. Y OosbHbIX DI'TIA u VYII unnekc aktuBHoct BVAS okazancs
Hwke 14 [11; 21] u 13 [9; 17] GannoB COOTBETCTBEHHO.

C nenwio onpeneneHuss GOpMUPOBAHUS CTOUKUX HEOOPATUMBIX M3MEHEHHM y
nainureHToB ¢ [THCB uepe3 12 u 36 mecdieB oT Hadyaia KIMHAYECKUX MPOSIBICHUMN
OCYIIECTBIISJICS TMOJCYET WHAEKca moBpekacHust Backynura (Vasculitis Damage
Index — VDI). ¥V Bcex nanuenToB Ha MoMmeHT jacOrora [THCB onpemisiicss wHIEKC
xomopoumaoctn Yapicona (Charlson M.E. et al.,, 1987). Hcnoas3oBaics ero
MOJU(PUIIMPOBAHHBIA BapUaHT, KOTOPBIM HcKmouaer aud@y3Hbie 3a0oneBaHuUs
COCIMHUTEIHLHON TKAHU M XPOHUYECKYIO MOYECUHYIO HEJOCTATOYHOCTh, TAK KAaK 3TH
napameTpsl accouunpoBanbl ¢ AHITA-CB.

[TomumMo  OOHIEKTMHUYECKUX  METOJOB  OOCIENOBAaHUA  MAIMEHTaM
ornpenensiuch ypoau C-peaktusHoro 6enka (CPB), ummyHnornooynuaos (G, A, M),
¢pakmuit komrmementa C3 u C4, anTUTeNn K KapAHOIMIIMHAM, UPKYIUPYIOIINX
UMMYHHBbIX KomIuiekcoB. MccnenoBanue AHIIA (anturena x IIP3 u k MIIO)
OCYUIECTBJISUIOCH C TMOMOIIbIO TBEPAO(A3HOTO HMMYHO(EPMEHTHOTO aHalu3a.
[IpoBonunocs (denorunupoBanue anbda-l-anturpuncuna (A1AT) merogom
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M309JICKTPUIECKOTO (DOKYCHpPOBAaHUS C HWMMYHOOJOTTHHTOM. JlydeBble METOJIbI
JMAarHOCTUKY BKJIOYAIM pEHTreHorpaduio opraHoB rpyaHo# kierku (ammapar Q-
RAD-DR, Quantum Medical Imaging, CIIA), KOMIbIOTEpHYIO TOMOTrpaduio
OpPraHOB TPYJHON KJIETKH, OpIOIIHON TOJOCTH M TPHUIAATOYHBIX IMa3yX Hoca
(SOMATOM Emotion 16, Siemens), MarHMTHO-PE30HAHCHYIO TOMOTpa(Hio
rojoBHoro mosra u opout (MagnetomAvanto 1.5, Siemens). IIpu HeoOXoaUMOCTH
CYIIECTBIISUIOCH  YIIBTPAa3BYKOBOE HCCIICOBAHUE OPraHOB OpIOIIHOW TMOJOCTH H
3a0pIOMIMHHOTO MPOCTPAHCTBA Ha amnmnapare EsaoteMyLab 70,
¢ubporactpoayoneHockonus (Pentax) m xomonockonusi (Olympus). [IpoBoaunack
Takke dnekrpokapauorpadus (Schiller), sxokxapmuorpadus (ammapatr Toshiba
Artida), xonrepoBckoe morutopupoBanue (Medicom).

JIss  TpoOBENEHHS] CTAaTUCTHUYECKOTO aHalM3a IMOJYYCHHBIX BO  BpeMs
UCCJICIOBAHUS JTaHHBIX HCTodb30Basack mnporpamma SPSS for Windows 22.0.
OTnu4ns TPU3HABAIKNCH CTATUCTUYECKU 3HAYMMBIMHA TIPU YPOBHE JOCTOBEPHOCTH

p<0,05.

Pe3yabTaThl Hcciie10BaHUSA

Onenka kimHNYeckor Manudectanuu [THCB cBugerenscTBOBana 0 TOM, 4TO y
o6onpHbIX [TIA Hambonee 4acTo OTMEYAIOCh MOPAKEHHE BEPXHHUX JbIXaTEIbHBIX
nyTel NpEeuMYIIECTBEHHO B BapuaHTe CHHYycHUTa (26%), SI3B€HHO-HEKPOTHUYECKOTO
punuta (22%), otuta (21%) m nerodHpIx WHGUIBTPATOB C TOJOCTSIMHU pacmaja
(23%). CymecTBeHHO peke BBIBSUIMCH MOMMapTpuT (9%), smuckneput (5%),
nakpuonuctut (4%), remopparuueckas mypiypa (4%) u riaomepynonedput (4%).
Takue nposIBIEHUS, KaK OJUTOApPTPUT, CEHCOpHAs HeWpomaThs, ICOBJIOTYMOP
OopOuTHI, sI3BeHHBIE Ne(EKThl KOXKHU, MOJACKIAA0YHAs TpaHyJeMa ropTaHu, MOTOpHAs
HelponaTus OTMEUYaIuCh B MeHee 4eM 3% ciydaes.

Ocobennocteio  Manupecrammmm  MIIA  sSBAsIOch 4YacToe  pa3BUTHE
riomepynonedputa (40%) u remopparudeckoit mypmypsl (33%). [loctoBepHo pexe B
nepuoa MaHudecTaluu OTMEYAIUCh MPOSBICHUS T€MOPPArk4ecKoro ajbBEOJIUTA
(17%), omnuroaptpura (17%), cencopHoit mnonuHedponatun (11%), sI3BEHHBIX
nedexkroB koxu (7%), monmaptputa (7%) W OCTPOro HapylIeHHs MO3TOBOTO
kpoBooOpatenus (7%). Apyrue nposisiaenust MIIA — cyxas raHrpeHa KOHEUHOCTEH,
MOTOpHasi HeWpomaTus, OSIHUCKIEPUT, CHHYCHUT — B Tepuoja MaHudecranuu
OTMEYaJINCh KpaiiHe pesiko (MeHee 4% citydyaeB).

Manundecraums npu OI'TIA xapakrepuzoBasiach 4YacTbiM (OPMHUPOBAHUEM
JETy4YuX JIETOYHBIX WHOWIbTpaToB 0e3 mosocteil pacnana (64%). OGocTpeHue
OpOHXHAJIBHON acTMBbI B Iepuoj MaHudectauuu ormevanock y 75% 6onbubix I TIA.
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3HAYUTENBHO PEXe 0OTMEYAIOCh (OPMUPOBAHUE CEHCOPHOU monnHenponatuu (20%),
cunycuta (16%), remopparuueckoit mypmypsl (13%), motopHo#t Heitponatuu (8%),
A3BEHHBIX JlepexToB K0xkH (6%) nu Muokapauta (6%). ['momepynonedpur, mieBpur,
HNEPUKAP/INT, UIIEMUYECKUH HUHCYJIBT M OTHUT
nuarHoctTupoBainuck B nedrore DI TIA y 5% manueHToB.

XapaktepHoit ocoO0eHHOCThIO 1e0roTa YII ABIsIOCh pa3BUTHE CEHCOMOTOPHON

Herponatuu (61%) u nopaxenus koxu (52%), 3HaYUTENBHO pexe (HOPMHUPOBAIICS

OIIUCKIICPpUT, OJIUI'OApPTPHUT,

onuroapTput (26%), cyxas raurpena koneunocteit (17% u muoxapaut (4%).

Ha moment ne6rora ITHCB koMopOumHble cocTtosiHus omnpenensuiichk y 174
(75%) manueHToB, cpeau KOTOPBIX HAaWOOJIee 3HAYMMBIMH SBHJIUCH TUCITHITAICMUS
(46,1%), AT (23,3%) u UBC (21,9%) (tabmuna 1). Pexe BoiaBasuincy CJI 2 Twuma,
XpoHuyeckas ooctpyktuBHas 0one3nb jerkux (XOBJI), si3BeHHas 007e3Hb KeTyIKa
u/unn  12-mepcTHOM  KUIIKK W AyTOMMMYHHBI ~ TUPEOHMIIUT,  KOTOPBIC
IIPEAIIECTBOBAIN BO3HUKHOBEHHUIO BackynuTa mMeHee yeMm B 10% ciyuaeB. MHnekc
KoMopOuaHOoCTH YapiicoHa oOKka3aics HE3HAYUTEIbHO BBIINIE B KOTOPTE OOIBHBIX
OI'TIA 1o cpaBuenuto ¢ nanuertamu ['TIA, MITA u VII (1,8+0,5; 1,1+0,3; 1,6+0,6 u
1,1+£0,6 GammoB cooTBeTcTBeHHO, Tpu p>0,05), 4TO BEPOATHO OBLIO CBS3AHO C
HanMuuueM OpOHXaJbHOM AacTMbl HAa MOMEHT Je0lTa y JTUX MalMeHTOB.
JIOCTOBEPHBIX PA3NHUUNA B YAaCTOTE KOMOPOUIHBIX COCTOSHUN M ypOBHE HWHEKCA

komopOugHoctr Yapincona y marmentoB AHIIA-CB u YII momydeHo He Ob110.

Ta6mnuna 1 — KomopOuaneie coctosiaust y 0onbHbIX B 1e0tote [THCB, n (%)

[IpenmecrByromias maToJIorus I'TIA, MIIA, | OI'TIA, | VII, | P-value
(n=94) | (n=46) | (n=69) | (n=23)

AT 17 13 18 6 H/1
(18,1) (28,3) | (26,1) | (26,0)

NBC 16 15 16 4 H/1
(17,0) (32,6) | (23,2) | (17,4)

Jucnunuaemus 48 22 28 9 H/NT
(51,1) (47,8) | (40,6) | (39,1)

XOBJI 332 | 2(4,3) | 3(43 - H/11

CH 2 tuma 3(32) | 2(4,3) | 3(43) |1(4)3 H/1

S3BeHHast O0JE3HD KETyIKA 7(74) | 4(8,7) | 6(8,7) |1(4,3 H/IT

u/uny 12-nepcTHON KUILKU

AyTOUMMYHHBIA THUPEOUIUT 66,4 | 3(6,5 |5(7,2 |2(8,7) H/1
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VYcranosneHo, uro y 6osbHbX [IHCB ¢ Hanuunem B mpeMOpOMIHOM TE€YEHUU
AT, o cpaBHenuto ¢ OonpHbiMU [IHCB 6e3 AI', ormedasniock H0cTOBEpHO Oosiee
gyactoe popmMupoBanue Xxponuueckoit 6onesnu mouek (XbIT) (37,0 u 23,6%, p=0,041)
yepe3 12 wmecsaueB 3aboneBanus. MoXHO mojaraTh, 4To (opMHpoOBaHUE U
nporpeccupoBanue Al y 6ompHbiX ¢ [IHCB 00yciioBneHo HapacTaHueM IuiarjiapMa
COCYIUCTOTO  TOBPEXICHUS W  3HAYUTEIbHBIM  BO3pAaCTaHHEM  PHUCKa
PEHOBACKYJISIPHOTO M PEHONMAPEHXUMATO3HOTO MOpakeHusl. YpoBeHb uHAekca VDI
Ha 36 Mecsie 3aboneBanus B rpymnmne 6osbHbIX [THCB ¢ Hannunem Al mpeBocxoaumn
naHHbIN TIoka3aTenb y 6oapHbIX [IHCB 6e3 AI' Ha MoMeHT ne0roTa 3abosieBanus (4
[3; 5] u 3 [2; 5] Oama0B COOTBETCTBEHHO).

YV Bcex OompHbix IIHCB ¢ WMBC Obuia BbISIBIE€HA HUCIANAIEMUAS.
YcranoBieHo, yto y mamnueHtoB ¢ HanmmuueM WMBC u aucnunuaemMuu B Ae0roTe
ITHCB, no cpaBHenuto ¢ naunueHtamu 0e3 MBC u aucaunuaeMuu, OTMEUYaioCh
JBYKPAaTHOE YBEJIIMUYECHHE YaCTOTHI TPOMOOIMOOIUYECKUX OCIOKHEHUH B mepBbie 36
mecsinieB  Oonesnn (34% wu 14,8% coorBerctBenno; pP=0,034). Hs3BecTHO, YTO
dbopmupoBaHrue TpPOMOOIMOOIUYECKUX OclokHeHui y mnanueHtoB ¢ [THCB
00yCIIOBJIEHO KaK aKTUBHOCTHIO MMMYHOBOCHAJIUTEIBLHOTO MOPaXEHUSI COCYIUCTOM
CTEHKH, TaK YCKOPEHHBIM Pa3BUTHUEM H MPOTrPECCUPOBAHUEM ATEPOCKIIEPO3A.

Menuana uHAEKCa MOBpeXJIeHUs Tpu Backyiutax VDI Ha 36 wmecsie
3a0oneBaHusl OKazayiiach Ooisiee BbICOKOW B Tpymnme 0onapHBIX [THCB ¢ Hammamem
UBC, nvexenn B xoropre 6ompHBIX [THCB 6e3 UBC (4 [2; 5] u 3 [2; 5] Gamnos
COOTBETCTBCHHO). HecOMHEHHa pPOJb TIFOKOKOPTUKOHUIOB, MPUMEHEHHUE KOTOPBIX
COMPSKEHO C YCyryOJeHHWeM TpPaJAUIMOHHBIX (PAKTOPOB pHCKA, pa3BUTHEM W
POTPECCUPOBAHUEM  JIUCIUINHUAEMHUHU,  arepockiepo3a U (HOpPMUPOBAHUEM
TPOMOOIMOOTUYECKUX OCIIOKHEHUI. OCHOBBIBAsCH HA MOJYYSHHBIX JAHHBIX, MOYKHO
3akmounth, uto Al', UBC n aucnunuaemus yxyamarot nporHo3 teuenus [THCB u
YBEIIMYUBAIOT PUCK PA3BUTHS OCIIOKHEHHM.

[Ipn w3yueHWW KIMHUKO-UMMYHOJOTHUYECKUX B3aUMOCBS3eH y OOJBHBIX
I[THCB 0Obu10 oTmMedeHo, uTo B niepBbie 12 mecsues 3a0oneBanust AHLIA BbIABISIIUCH
y OonbmuHcTBa nanueHToB ¢ I'TIA u MITA, u y 1/3 6onpubix OT'TIA (90,4, 91,3 u
34,7% cootBerctBeHHOo, p<0,001). IloBeimenue ypoBHs allP3 oTtmedanoch
noctoBepHo uamie y O0onmbHbIX [TIA (83%), Hexxenu mpu MITA (34,8%) u DI'TIA
(4,3%); aMIIO BeiBiIsIuCh Yy Y2 OombHbIXx MIIA, 1/3 manmentoB ¢ DITIA u
cymectBeHHo pexe npu [TIA (7,4%). HeobxoquMo OTMETUTH BBICOKYIO YacCTOTY
BbIsiBieHus allP3 y 6onsHbIx MITA B nepBblii ros 3a0oneBanus (34,8%). Y derbipex
(17,4%) 6onbubix YII onpenensiiucy aMIIO (pucyHok 1).
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Pucynox 1 — BeisiBnenne AHITA Ha pa3HbIX cpokax 3a0o0sieBaHus Y OOJBHBIX
AHIIA-CB u YII, %

AHIIA-TIO3UTUBHOCTD CYIIECTBEHHO BIMsJIa Ha KIMHUYECKOE TEUYCHUE
AHIIA-CB. B rpynne 6onbnbix allP3+ u aMIIO+ ormeuanucek noctoBepHo Oosee
BBICOKHE 3HAUYCHUS HHJIEKCa aKTUBHOCTH BVAS u CcyTOo4yHOW NpOTEUHYpHUH IO
cpaBHeHHUIO ¢ Koroptoii AHIIA(-) (Tabmnuma 2).

B rpynmax 6onpHbIX ¢ allP3+ u aMIIO+ no3utuBHbIMEU BapuanTamu AHIIA-
CB wuyactora pa3BuUTHS OBICTPOINPOTPECCUPYIONIETO TIoMepyloHedpuTa B Je0r0TE
3abosieBaHus OblIa cormoctaBuma (25,6 u 25,5%), a B koroprte narueHToB ¢ AHITA(-)
BapUAHTOM OOJIE3HU HTO TMOpAXKEHHWE TOYEK OMPEACTIIOCh CYIIECTBEHHO pEXe
(2,2%).

Cpenu 60onpubIXx AHIIA-CB ¢ HannuneM KOMOPOUIHON MAaTOJIOTUH HA MOMEHT
nebrota 3aboneBaHuss pedpakTepHOCTh K WHAYKIIMOHHOW Tepamuu OTMeYanach
JOCTOBEpHO Hamie y manueHToB ¢ allP3+, mo cpaBHenmio ¢ aMITIO+ u AHIIA (-)
Bapuantamu AHIIA-CB u cocraBnsina 31,7, 14,8 u 4,4% coorBercTBeHHO (P1-
0=0,021, P1.3<0,001) (Tabawuma 2). Ba)kHO OTMETUTH, 4TO K 36 MecsIy HaOJI0ICHUS
WHJEKC TMoBpexaeHus npu Backyiutax VDI oxazancs HamOOJbIIUM B TpYIIE
nanueHtoB ¢ allP3+ Bapuantom AHIIA-CB 1o cpaBHEHHIO ¢ 3TUM IOKa3aTEIEM Y
oombHBIX ¢ aMIIO+ u AHIIA(-) BapmanTamu (5[3; 7], 3[2; 4] u 2,5[2; 4] Gamios
cooTBeTcTBEeHHO, P1-2<0,001, P1-3<0,001, P2-3:0,003).
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Tabnauma 2 — CpaBHHUTENbHAs XapaKTEPUCTHKA TMOKa3aTelell aKTUBHOCTH Y
6onbHbIx AHIIA-CB ¢ xoMopObuaHo¥ marosjorueit B 3aBucumoct oT thuna AHIIA
(n=174)

IToka3zarenb 1 2 3 P-value
allP3+ | aMIIO+ | AHIIA()
(n=82) (n=47) (n=45)
BVAS-0, 6amisl, 23 21 10 P1-3<0,001
Me [25Q; 75Q] [12; 29] [14; 25] [7; 15] P..3=0,001
BVAS-1, 6aisl, 10 6 4 P1-2=0,013
Me [25Q; 75Q] [8; 13] [4; 9] [2; 6] P1.3<0,001
P2-3=0,009
PedpakrepHOCTH K 26 (31,7) | 7(14,8) 2(4,4) P1-2=0,021
WUHAYKIIHOHHOU Teparuu, N (%) P1-3<0,001
MakcuManbHbBIH YPOBEHD 0,98+0,13 | 0,64+0,15 | 0,22+0,09 | P1.3<0,001
IPOTENHYPUH P2.3=0,009
(0-12 mec), r/cytku, M+m
BIIT'H B mepBeIii rox 21 (25,6) | 12 (25,5) 1(2,2) P1.3<0,001
3aboneBanusi, N (%) P,.3=0,001

[TonyueHHblE NaHHBIE CBEAETEIBCTBYIOT O TOM, 4TO Ipu [IP3-mo3uTuBHBIX
Bapuantax AHIIA-CB ¢ xoMOpOUIHBIMH COCTOSIHUSIMH OTMEUYAEeTCs JOCTOBEPHO
Oonee BBICOKMH YypOBEHb WHJAECKCAa TOBpexmeHus Backyiauta VDI u wmHzekc
aktuBHocTH BVAS Ha 12 1 36 Mecsiax ot ne6rora 3a001eBaHus.

Takum oOpa3zoM, HamMuue KOMOPOUAHBIX cocTosgHMM y 6osnbHbIX AHIIA-CB un
BbisiBiicHUE allP3 ompenenser HeOnMaronpusaTHBIM BapuaHT KIMHUYECKOTO TEUCHHS
AHIIA-CB.

Ha cnenyromiem stare Mbl OIIEHWIN BIUSIHUE ATOJOTUYECKUX ajuienei anbga-
l-anTutpuncuna Ha kiauHUYeckoe TeueHne AHI[A-accolMMpOBaHHBIX CHCTEMHBIX
BacKynuTOoB. bbIIO ycTaHOBIeHO, duro maronorudeckue ¢eHorumbl Al1AT
OTIPENeISUTCh JAOCTOBEPHO damie B Koropre OonbHBIX [TIA, Hexemn B Koropre
310poBbIX 10HOPOB (14,2% u 2,2% coorBercTBeHHO, P=0,021), 4TO CBUACTENHCTBYET
0 mnarore”Herudyeckod ponu gedunura A1AT B pa3BuTUU TpaHyIEeMaTO3HOTO
Bocriasienust ipu I'TIA. YV GompHbix MIIA u DITIA maronmorudeckue (PEeHOTHIIBI
ATAT BesBsuinch  cymiectBeHHO pexe (7,7 u  5,3% COOTBETCTBEHHO) H
OTCYTCTBOBaH y manueHToB ¢ YII (tabnuma 3).

N3 9 cnyuaeB BbisiBneHus mnartoniorundeckux (enorurnoB AIAT tompko B 1
CJly4ae 0TMEYajoCh TOMO3UTOTHOE HOCUTEIIBCTBO NaTojorudeckux amienei (PiZZ),
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B OCTaJIbHBIX ciydasx — rereposurotnoe (PiMZ, PiMF, PiMS). Beisasicna
OTpHIIaTeNIbHAS KOPPEISIUOHHAS CBS3b CPEAHECH CHIIBI MEXKIY BBISIBICHHEM
naTojoruueckoro ¢penoruna u konmenrpamueit A1AT (r=-0,451; p=0,001).

Tabauma 3 — Pesynbrarel pernorunupoBanus A1AT y 6onsubix [THCB (n=89)

Ho3zonorun Hopmanbnbii | [latomornyeckue | Yacrora BeIsSBICHUS
dbeHoTun (heHoTHUIbI MaTOJIOTUYECKUX
(deHotumnos, %
I'TIA (n=49) 42 — PIMM 4 — PiIMZ, 14,2*
1-PiZZ,
2 — PIMF
MIIA (n=13) 12 — PiIMM 1 - PIMS 7,7
OI'TIA (n=19) 18 — PiMM 1-PIMS 5,3
VYII (n=8) 8 — PIMM He oOHapyxenbl |0
3nopoBbie qoHOpHl | 45 — PIMM 1-PiMZ 2,2*
(n=46)

[Tpumeuanue: * p=0,021.

B koropre OonbHbix ['TIA ¢ Hanmumumem mnaronorumyeckoro ¢genoruna AI1AT
OTMEUAJIUCh JIOCTOBEPHO OoJiee HU3KHUM ypoBeHb MeauaHbl KoHueHTpauuun A1AT B
CBIBOPOTKE KpOBH TI0 CpaBHEHHUIO C Kkoroprod OompHBIX [TIA, wuMeronmx
HopMmainbHbIH GeroTun A1AT (1041 u 1754 mr/n coorBercTBeHHO, P<0,001).

MakcumanbHoe 3HaueHwe KoHreHTpaiuu AlAT oTMeueHOo B Koroprte
Hocuteneld HopmaiasHOTO (perHotuna A1AT u cocraBmso 4200 mr/n. B To xe Bpems
MUHHMalbHOE 3HaueHue KoHueHTpauuun AlAT ormedeHo 'y  HOcuUTENns
rOMO3HMTOTHOTO MaTtojoruyeckoro penoruna PiZZ u cocraisuio 345 mr/n .

B rpynne OGonbubix I'TIA ¢ mnaronormuyeckum ¢enotunom AlAT, mno
CpPaBHEHHMIO C MaIMEHTaMH ¢ HOpMaJIbHBIM (heHoTurioM A 1AT, BbIsSIBIICHA TEHICHIIHS
K Ooyiee BBICOKOW wyacToTe mopaxeHus jerkux, JIOP-opranos, rmas3, cepama u
nopaxeHus noyek B Bapuanrte bIIT'H.

[Ipn Hammumm mnartonormdeckux amwieneii AI1AT y OONBHBIX B KOTOPTE
nauneHToB ['TIA Hocutenelr maromormyeckux amwieneit A1AT, mo cpaBHEHHIO ¢
NalUeHTaMHU, Y KOTOPBIX OMNpeaessics HopMalibHbIM (eHotun amneneit A1AT,
oTMedauch 6ojee Bbicokue mHAeKkchl VDI uepes 36 mecsieB oT nedroTa 00s1e3HH
(5,0 [4,0-6,0] u 3,5 [3,0; 5,0] 6amnoB mpu p=0,017) (pucyHoxk 2).
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Pucynok 2 — Yposens unjekca VDI (36 mec.) B 3aBucuMoctr oT perotuna A1AT y
oonpHBIX [TIA

Takum o00pa3zoM, MOXXHO mojarath, 4To AlAT wurpaer BaXHYIO pOJIb
NpOTEeKTUBHOTO (akropa B paszButuu [TIA, a BbIsIBIEHHE MATOJIOTUYECKOTO
denornma AIAT mpu [TIA MOXET CIyX UTh TPOTHOCTUYECKUM MapKepoOM
HEOJIaronmpUATHOTO TEYEeHHS 3a00JeBaHUs, TPeOYyIOMEro Ha3HAYeHUs arpecCUBHOU
MHIyKOUOHHOW Tepanuu ['K, murocratnkamu W, B HEKOTOPBIX ClIy4yasX, I'€HHO-
UHKEHEPHBIX OMOJIOTHYECKUX MPENapaToB.

B pe3ynbpTraTe HaOm0ACHNS 32 MAIMEHTaMH ObLIN OTpeeNieHbl (PAKTOPHI prCcKa
pedpakTepHoro TedeHus W ocioxHeHuil y OonbHbix [THCB B 3aBucuMOCTH OT
KOMOPOWJTHOCTH, BapuaHTa MaHH(EcTaluu, a TakKe CpPOKOB Ha3HauYeHUs
UHAYKIIMOHHOU Tepanuu. DakTopamMu pucka pa3BUTHA pePpaKTEepHOro TEeUeHUs
AHIIA-CB sBunuch no3utuBHocTh 1o AHIIA, ypoBeHb nHaekca akTuBHOCTH BVAS
>25 6amnos, pazsutue BIII'H B nepBbie 3 Mecsia 3a0oieBaHus, a TAaK)K€ HA3HAUCHHE
WHIYKIIMOHHOM Tepanmuu Ha cpokax Oojee 4 MecsieB OT Ae0rTa KIMHUYECKUX
NPOSBJIICHUM. Y CTAaHOBJIEHO, YTO JIOMOJHUTEIBHBIM (DAKTOPOM pUCKA pePpaKTEpPHOTO
teueHust ['TIA sBisieTCsl HOCUTENBCTBO naTojoruueckux amieneid A1AT (tabnuma 4).

Ta6nuna 4 — ®axtopsl pucka peppakrepHoro teueHuss AHIL[A-CB (n=209)

dakTopbl pUCKA opP 95% AU P-value
s AHITA-CB

[To3utuBHOCTH IO ITP3-AHIIA 3,13 1,63-6,02 |<0,001
Yposenb unaexca BVAS >25 6annos 2,63 1,74-4,34 | <0,001
Pazsutue BIII'H B nepBbie 3 mecsinia 3abonepanus | 2,44 1,45-4,15 | 0,002
Ha3znauenust H"HAYKIIMOHHOMN Tepanuy Ha CPOKax 2,17 1,26-3,91 | 0,005
Ooutee 4 mecsIeB OT 1e00Ta KITMHHYECKHUX

IIPOSIBIICHU I
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IIpoodondicenue madbauyol 4

dakTopbl pUCKA opP 95% AN P-value
Jna I'TTA 1onoJTHUTEIbHO
Hanmnuue naromornueckux auiened A1AT 2,66 1,12-6,33 | 0,048

B Teuenne nmepBbix Tpéx neT 3aboneBanus y 162 (69,8%) nammentos ¢ [IHCB
OBLITM BBISBIICHBI KJIMHMYECKH 3HAYMMBIE OCJIOKHEHHsS, KOTOPhIe BO3HUKAIM KaK Ha

done Bbicokoir aktuBHOocTH I[IHCB, Tak wu  BchmeacTBUM — MPOBEJCHUS
UMMYHOCYIIPECCUBHOM MAaTOT€HETUYECKON TEPATIUN.
Hauboiee MPOTHOCTUYECKHU HEeOIaronpUsATHBIMU OKa3aJIucCh

TpoMOoIMboInueckue ocnoxxkuerus: (TD0), kotopele pazBuiuch y 24% O0JIbHBIX
I[THCB. B nsatu cinywasx TOO mnpuBenu K JietalibHOMY ucxony. DopMupoBaHUE
BEHO3HBIX TPOMOO30B B TEUEHHE MEPBBIX TPeX JeT 3a00jeBaHUs OTMEYANOCh y 6
(8,7%) 60ompaBIX DI'TIA, ¥y 3 (6,5%) 60mbHBIX MIIA, y 2 (2,1%) Gonbabix [TIA ny 1
(4,3%) OonpHoro YII. ®@aktopamu pucka pazButus TOO SBISUINCH UIIEMHYECKAS
0OJIe3Hb cepla, AUCIUIHIESMHUS, MY>KCKOH MOa U WHACKC akTuBHOCTH BVAS >25
0aJUIOB HA MOMEHT Ha3HAYCHHS NTATOICHETHYCCKOM Tepanuu (Tadauma 5).

Tabnuma 5 — @akTopsl pUcKa Pa3BUTHS TPOMOOIMOOIMUECKUX OCIOKHEHHUH y
oonpHbIX AHITA-CB B niepBbie Tpu roja 3aboneBanust (N=209)

@dakTOpHI pUCKA opP 95% AN P-value
My>kcKoit o 2,28 1,33-3,88 0,002
Nunexc akrusHoctu BVAS >25 0amios 2,10 1,11-3,16 0,008
IIpemopOuaHas MATOJIOTUA

JlucounuaeMus 3,81 2,43-8,2 0,009
NBC 2,20 1,18-4,10 | 0,015

NHpekmmoHHbIe OCIOKHEHHS, IMOTPeOOBABIINE CTAI[MOHAPHOTO JICYCHUS,
nuarHoctupoBauch y 27 (25,5%) 6onsubix ['TIA, 8 (17,3%) namuentoB ¢ MIIA, 7
(10,1%) 6omnbubIx DI'TIA ny 2 (8,6%) 60abHbIX YII. ITo HammM JaHHBIM, 2-KpaTHOE
YBEIMYCHUE PHUCKA Pa3BUTHS WHQPEKIMOHHBIX OCIIOKHEHUN OTMEYAIIOCh B TPYIINE
namnueHToB ¢ CJI 2 tumna, mo3utuBHOCTHIO 10 alIP3 AHIIA u MHIEKCOM aKTUBHOCTH
BVAS 6onee 25 6amioB. Y 3THUX MNallMEHTOB B CBS3M C BBICOKOM aKTUBHOCTHIO
AHIIA-CB npumensuics NPEeIHHU30J0H B 703aX CBbimie 60 Mr/CyTku BO BpeMs
UHAYKIIUM PEMHUCCHH, a TaKXe B KadyecTBEe MOJICPKUBAIOUIMN Tepanuu Oosee 6
MECSIIIEB COXPAHSICS ©KEIHEBHBIN MpHEM NpeaHM30j0Ha B g03¢ >10 mr/cyTku ot
Hayaja HHIYyKIMOHHOU Tepanuu (Tabnuma 6).
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Tabnauma 6 — @akTophl pucka pa3BUTUSA HH(PEKIUOHHBIX OCIOKHEHHHA Yy
narrieHToB ¢ AHIIA-CB B niepBsie 3 roja 3a6oaeBanus (N=209)

DaKTOpHI PUCKA PA3BUTHA HH(PEKIMOHHBIX OoP 95% AU P-value
O0CJIOKHEHUH

Nunexc aktusaoct BVAS >25 Gamios 2,92 1,53-5,45 <0,001
Hcrnonp3oBanue mpeaHn3010Ha >60 Mr/CyT. BO 2,76 1,45-5,29 | 0,003

BpeMsI HHAYKIUNA PEMHUCCUU

[Ipumenenue npeaausonaona (>10 mr/cyr.) 6omnee 6 | 2,60 1,38-4,93 | 0,003
MECSIICB OT Havajla MHIYKIIMOHHOM Tepanuu

[TozutuBHOCTE 110 alIP3 2,25 1,13-4,46 | 0,017
IIpeMmopOuaHasi MATOJOTHS
CaxapubIit quadet 2 Tuna 1,77 1,14-3,45 | 0,038

B pesynprare nHabmoaenus 3a OonbHbIMH AHIIA-CB Obutn omnpeneneHbl
daktopsl pucka paszpuTusi XbII, koTopsiMH SBUIHCH TO3UTUBHOCTH, 1o AHIIA
(OP=5,62, 95% N 2,10-14,9, p<0,001), passutue BIII'H B mepBoie 3 mecsma
3aboneBanus (OP=5,02, 95% U 3,42-7,35, p<0,001), uanekc aktuBHOCTH BVAS
>30 6amtoB (OP=4,08, 95% AU 1,25-13,5, p=0,015), a Taxke Bo3pact crapme 60
ner (OP=2,17, 95% JAU 1,38-3,44, p=0,001). Bas)xHO OTMETHTb, YTO B HAIlleli KOTOPTE
NAIMEHTOB TIOpaXEHHWE TIOUYEeK B TIEPBBIM Mecsl] OT Hayaia 3a0oJeBaHus
000CHOBAHHO SIBIISJIOCH MPEIUKTOPOM pa3BuTHsl TepMuHaibHOU ctanuu XbII mpu
MIOCJICTYFOITIIEM HAOJIOICHUH.

Takum o00pa3oMm, B pe3ylbTaTe IUCCEPTAMOHHOTO HCCIEAOBAaHUSA OBLIO
YTOYHEHO BIIMSHHUE KOMOPOUJHBIX COCTOSSHMM Ha KiuHuyeckoe teueHue [IHCB,
W3YUYEHBl KIMHHUKO-UMMYyHosornyeckue B3auMocBszu npu AHIIA-CB. Bnepseie
ompenesieHa poip narojorudeckux amiened AIAT B mporpeccupyromieM TEUYECHHU
I'TIA. B pamkax naumccepTallMOHHOTO HCCJEIOBAHMS YTOUHEHBI (PAKTOpHI pHUCKa
pedpakrepHoro Teuenust U ocnoxxkaeruit mpu [THCB, koTopbie MO3BOJAT yIyUIIUTh
TaKTUKY BEJICHUS TAKUX MMAI[MCHTOB.

BbIBO/IbI
1. B nebroTe mepBUYHBIX HEKPOTU3HPYIOLIUX CHUCTEMHBIX BAaCKYJIUTOB B 75%
CJIy4aeB ONpPEEIAI0TCS KOMOPOUIHBIE COCTOSIHUS, HauboJiee 3HAaUUMbIMU U3
KOTOPBIX SIBISIFOTCA  Auciunuaemust (46,1%), aprepuanbHas TUIIEPTEH3US
(23,3%) u ummemuueckas Oonesnb cepana (21,9%). Hamuune aprepuaibHOi
TUIIEPTEH3UH, 110 CPABHEHUIO C €€ OTCYTCTBUEM Yy IALIUEHTOB C CUCTEMHBIMU
HEKPOTU3UPYIOIIMMH  BAaCKyJUTaMH, acCOLMUPYETCs C 0ojiee YacTbhIM
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dopmupoBanneM xpoHudeckoi Oone3nu mouek (37,0 m 23,6%, p=0,041), a
UIIEeMUYECKON Oone3Hn cepAla W JAWCIUIUIEMAU — C JABYKPaTHBIM
YBEIMYEHUEM YacTOThl TPOMOOSMOOJIIMYECKUX OCIOKHEHHH B mepBbie 36
MmecsieB 3aboneBanus (34,0 u 14,8%, p=0,034).

. IIpu  TIP3-mo3utuBHbix  Bapuantax AHIIA-CB ¢  koMopOuIHBIMU
cocTosiHUsIMM, 110 cpaBHeHMIO ¢ MIIO-nio3utuBHbiIMU 1 AHI]A-HeraTuBHBIMU
BapuaHTaMH, OTMEUYAeTCs JOCTOBEPHO OO0Jee BBICOKMI YpPOBEHb HHJIEKCA
noBpesxaeHus npu Backyiautax VDI uepes 12 u 36 mecsiues 3a001eBaHus.
OmnpenenieHue MaToOJOTHMUECKUX ajuiene anbda-l-antutpurncuda (Protease
inhibitor — PIMZ, PiZZ, PIMF) y GonbHBIX TpaHyJIeMaTO30M C TOJHAHTHHUTOM
ACCOIIMMPYETCS CO CHIDKEHHEM CBhIBOPOTOYHOM KOHIEHTpaluu anbda-1-
AHTUTPUIICHA U CKOPOCTH KIIyOOUYKOBON (DUIbTpaIluu, a TaKKE C BHICOKUMH
MOKa3aTeIsIMU UH/IEKCAa aKTUBHOCTH M MOBPEXKICHUSI CUCTEMHBIX BACKYJIUTOB.

. K dakropam pucka pedpakrepsoro Tteuenuss AHIIA-CB ortHOcAarcs:
dbopMupoBaHrEe OBICTPONPOTPECCUPYIONIETO TIoMepyioHedpuTa B TEpBBIC 3
Mecsila 3a00JeBaHusA, MO3UTUBHOCTh [0 AaHTUTENaM K MpoTenHasze-3,
BBISIBJICHUE TMATOJIOTMYECKUX —ayjienel  anbga-l-aHTUTpUNICUHA, YpPOBEHb
bupMUHreMCKOro MHIeKCa aKTUBHOCTH BACKYJIMTOB >25 0aJlJIOB U Ha3HAUCHUE
WHAYKIIMOHHOW Tepamnuu no3aHee 4 MecsieB oT Ae0roTa 3a00JIeBaHMs.

. I1o3UTUBHOCTH MO aHTUTENAM K MPOTEHHAa3e-3, HaJTu4Yue caxapHoro auadera 2
trra Ha MoMeHT jebrota AHIIA-CB u nmpuMeHeHHe IpeTHNU30I0Ha BO BpeMs
UHAYKIUU peMUccuu B J03ax Oomee 60 wMr/cyTku, a B KayecTBe
noJIep KUBAOIIEH Tepanuu B Jo3ax >10 Mr/cyTku 6osiee 6 MecseB SBISIOTCA
dbakTOpamMu pucka pa3BUTHsI UHPEKITMOHHBIX OCNIOXKHEeHUN Yy 60abpHbIXx AHIIA-

CB.

MNPAKTUYECKHUE PEKOMEHJIALIUN

. B kypamuum OOJBHBIX TIEPBUYHBIMA HEKPOTUZUPYIONIUMHU CUCTEMHBIMHU
BACKYJIUTaMH PEKOMEHIYETCS TIIATeNbHBI KOHTPOJbh 3a TCUCHHUEM TaKuX
KOMOPOHIHBIX COCTOSTHUH KaK TUCIUIUAIEMUS, HIIeMUYeckas 00JIe3Hb cepla,
aprepuaiibHasi TUNEPTEH3Ws W  CaxapHbI  JAWaldeT, TIOCKOJIbKY OHH
YBEIMYMBAIOT  PUCKA  PAa3BUTHS  XPOHMYECKOM  OOJIE3HHM  TIOYEK,
TPOMOOIMOOTNIECKUX ¥ MHPEKIIMOHHBIX OCIOKHEHUHN Y STUX MAIIUEHTOB.
Omnpenenenrne mNATOJOTHYECKUX aienei anbga-l-antutpurncuna (Protease
inhibitor — PiMZ, PiZZ, PIMF) napsny ¢ unaekcamu VDI u BVAS npaer
BO3MOXXHOCTh JIOCTOBEPHO OIICHMBaTh AKTUBHOCTh W TPOTHO3 TEUCHUS
rpaHyJieMaTo3a C MOJUAHTHUTOM.
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INEPCIIEKTUBBI JAJBHEWINENA PA3SPABOTKH TEMBI
3akoHoMepHoctr TeueHuss [IHCB, BbIABIEHHBIE B XOJI€ IHCCEPTALMOHHOTO
VCCIIEOBAHNs, IIO3BOJISIIOT MCIIOJB30BaTh O3TH JAHHBIE KaK B MPAKTUYECKOU
NEATENIbHOCTH, TaK W B ONPEACICHUM HANPABICHUM JAIbHEHIINX HAyYHBIX
UCCJICIOBAHUM, KacarwIuxcs BompocoB komopoumaHoctu mpu ITHCB, a Takxke
BBISIBJICHUSI TIPOTHOCTHYECKUX MapKEpPOB HEOJIArOMPHUSTHOTO TEUEHUS U PELUIMBOB
pH TAaHHOH rpymnie 3a00JeBaHU.

[lepcieKTUBHBIM SBISETCS MPOAOKEHUE M3YUYEHUS BIMSHUS MoauMopduzma
A1AT na xnuanueckoe teuenue apyrux [IHCB, a Taxxe npoBeeHre UCCIIET0BAHUI
3 PEKTUBHOCTH MPUMEHEHUS 3aMECTUTENIbHON Tepanuu HexocTtarouyHocTu A1AT y
6onpubIX [THCB.
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CIIMCOK COKPAIIIEHUN
A1AT — anb(a-l-anTUTpUTICUH
Al — aprepuanbpHas THIIEPTEH3UA
aMIIO — anTHUTENA K MUETTONIEPOKCUIA3E
AHIIA — anTUHEHTpOPMIbHBIE TUTOIIA3MATUYECKHE aHTUTENA
AHIIA-CB — AHIJA-acconunpoBaHHbIE CUCTEMHBIE BACKYJIUTHI
alIP3 — anTuTena K mporenHase-3
BIII'H — 6picTporporpeccupyromuii riioMepyiIoHehpuT
I'TIA — rpanynemMaro3 ¢ NOJMaHTUUTOM
NBC — umemnueckas 00j1€3Hb cep/ilia
MITA — MUKpPOCKOITHYECKUI TTOTUAHTUUT
[THCB — nepBu4HbIE HEKPOTUZUPYIOIINE CUCTEMHBIE BACKYIUTHI
CJI 2 Tuna — caxapHblii 1uadeT 2-To TUIIA
CK® — ckopocTh KI1yO0UKOBOM (PHIIbTpaIIun
COD — cKOpOCTh OCeaHusl SPUTPOLIUTOB
CPb — C-peakTuBHbII O€NOK
TO0O — TpomM603MO0INYECKUE OCIOKHEHUS
VII — y3e1K0BBIN TOTUAPTEPUNAT
XIIb — xpoHuyeckast 00J1€3Hb TOYEK
OI'TIA — 503UHODUIBHBIN TPaHyJIEMATO3 C TOJIMAHTUATOM
BVAS — bupmMuHreMcKkuii HHIEKC aKTUBHOCTH BAaCKYJIUTOB
VDI — unaekc noBpexaeHus Py BaCKyIUTaX
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