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Pesrome

Cucremnrie BackyauTsl (CB) — rereporennas rpynma 3a6oAeBaHmii, OCHOBHBIM MOP(POAOTHYECKUM
IIPU3HAKOM KOTOPBIX ABAAETCA BOCIIAACHHE COCYAMCTOM CTEHKH, 2 KAMHHYECKHE IPOABACHUA 3aBUCAT
OT THUIIA, KAAHOPA, AOKAAM3ALNY IIOPAXKEHHBIX COCYAOB ¥ AKTUBHOCTH CHCTEMHOI'O BOCIIAACHUA.

CpeAr BACKYAHTOB MEAKHX COCYAOB BBIACAAFOT I'PYIIILYy BACKYAUTOB, ACCOIIMMPOBAHHBIX C AHTHHEUTPO-
¢uabHBIMEU ITUTONAa3MaTHIeCKuME aHTHTeAaMH (AHITA-CB).

Ortnosorua AHITA-CB nHensBecTHA, OAHAKO YCTAHOBAEHA CBA3H Pa3BUTHA 3a00ACBAHUA C TeHETHYe-
CKHMH (PAKTOpPaMH, BO3ACHCTBIEM OKPY>KAFOIIeli CPEABI, ACKAPCTBEHHBIX CPEACTB, HH(EKIIHII.

Karouenyro poas B natorenese AHITA-CB o1BoAAT aHTHHEHTPO(HABHBIM ITUTOIAA3MATHYECKIM AyTO-
AHTUTEAAM K IIPOTENHA3€ 3 M MHEAOIIEPOKCHAA3€E, COAEPIKAIIIXCA B IIEPBUYHBIX I'PAHyAAX HEUTPO(HAOB
¥ AM30COMAX MOHOITUTOB.

HeiiTpodHAbl ABAAFOTCA TAABHBIMHA MEAMATOPAMHU ITOBPEIKAEHUA COCYAOB.

HeaaBno 0b1aa oncana 3¢ exropHad pyHKIHA HEUTPO(PUAOB, 3AKAFOYAFOIIAACA B BBICBOOOYKACHUH
HEUTPO(PHUABHBIX BHEKAETOUHBIX AoByIIeK (neutrophil extracellular traps, NETs). NETs moryr crioco6-
CTBOBATh HMHUIIMALINY Ay TOMMMYHHOTO IIPOIIECCA.

HccaeaoBaHNA IPOAEMOHCTPHPOBAAU POAB AABTEPHATHBHOTO ITyTH KOMIIAEMEHTA, B YACTHOCTH, aHA-
duraroxcuna Cda u perrenrropa C5a (CD88) B matorenese AHITA-CB.

B-kaeTKHM 3aHUMAIOT OAHY M3 TAABHBIX poAeii B maroreHese AHITA-CB, mockoAbKy OHH IPOAYIIPYIOT
AHIIA.
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Aeuenne AHIIA-CB HanpaBAeHO IpeKA€ BCET0 HA IIOAABACHHE AyTOMMMYHHOI'O M BOCITAAUTEABHOTO
nporecca, a Takoke Ha yaaseHue AHITA ¢ moMoIsro METOAOB SKCTPAKOPIOPAABHOM FeMOKOPPEKIIUH.

Hecmorps Ha cymiectBennsie aooctipkennd B Aedenunn AHITA-CB, ocraerca ciopabiM 9¢ppeKTHBHOCTD
MIPUMEHEHUA IKCTPAKOPIIOPAABHBIX METOAOB I'€MOKOPPEKIIHH.

C 0AHOI1 CTOPOHBI, AOKaABHBIE HEOOABIIINIE MCCACAOBAHUA ITOKA3BIBAIOT IIOAOYKUTEABHBIE PE3YABTATHI
IIPUMEHEHNA 1Aa3MO00MeHa, C APYIOii CTOPOHBI, IIPOBEACHHBIE KPYIIHBIC NCCACAOBAHUA HE BBIABUAU
B OTAAACHHOM IIEPUOAE IIPEUMYIIECTB TEPAIHUH C IIPUMEHEHHUEM IIAa3M00o0MeHa.

B 1o Bpems kak Borpoc ad¢pexruaoctu npumenennsa ITO B kommaexkcHom aeuernn AHITA-CB ocra-
€TCs CIIOPHBIM, €ro 3¢p(PEeKTUBHOE IPUMEHEHE B ACUCHIN 3a00A€BAHNA, ACCOLIMIPOBAHHOIO C AHTUTEAAMH
K 0a3aspHOM MeMOpaHe kKayOoukoB (aHTH-BMK) A0KazaHo.

Ony6AnKoBaHHBIE PE3YABTATHI paHEe MPOBEACHHBIX HCCACAOBAHUN ITOKa3aad, 9T0 y 40 % manuenTos
c autu-BMK 3a60aeBanueM B kpoBu oOHapy kusarorcs upkyaupyromue AHITA, B mpeobaasarommem uncae
CAy4JaeB K MHEAOIIEpOKcHAa3e. B auTeparype nMeeTcsa MaAO CBEACHUI O AC€UECHHUU MAIUEHTOB C ABOMHOI
CEPOIO3UTHBHOCTHIO I B OCHOBHOM HH(OPMALIHA IPEACTABACHA ONICAHIEM KAMHUYECKUX cayuaes. Orre-
HHUTH 00beKTHBHO 3¢ppekTuBHOCTb I10 y TaKkoll KaTeropuy MarueHTOB BBUAY MAAOYHCACHHOCTH CAyYAEB
U 0COOEHHOCTEH AAHHOIO 3200ACBaHNUA 3aTPYAHHUTEABHO.

Heo06xo0AuMO0 IpoBeAcHHE AOIIOAHUTEABHBIX HCCACAOBAHUH AAA OIIPEACACHHA IEPCOHAAN3UPOBAHHBIX
IOAX0AOB K AeueHHIO nanueHToB ¢ AHITA-CB u namueHTOB C ABOITHOII ceponosutuBHOCTEI0 K AHITA
u anTuTesam Kk BMK.

B AanHOII nIy0AMKAIIY OIIMCAHO KAMHUYECKOE HAOAIOACHUE IIPHUMEHEHUA METOAOB 3KCTPAKOPIIO-
PaABHOM TeMOKOPPEKIIMH B KOMIIAEKCHOM ACYEHHH ITAIIHEHTA C ABOMHOU ceporto3uruBHOocTh K AHITA
u arrureaam kK BMK.

Abstract

Systemic vasculitis (SV) is a heterogeneous group of diseases. Their main morphological feature is
inflammation of the vascular wall. The clinical manifestations depend on the type, diameter, and localization
of the affected vessels and the activity of systemic inflammation.

Vasculitis of small vessels is sometimes associated with antineutrophil cytoplasmic antibodies
(ANCA-SV). The etiology of ANCA-SV is unknown although their development is associated with genetic
factors, environmental exposure, medications, and infections. The key role was assigned to antineutrophil
cytoplasmic autoantibodies to proteinase 3 and myeloperoxidase contained in primary neutrophil granules
and monocyte lysosomes.

Recently, the effector function of neutrophils was described: the release of neutrophil extracellular traps
(NETs). NETs may contribute to the initiation of the autoimmune process.

The role of an alternative complement pathway, in particular, anaphylatoxin C5A, and the C5A receptor
(CD88) in the pathogenesis of ANCA-SV was demonstrated. B cells play a major role in the pathogenesis
of ANCA-SYV since they produce ANCA.

ANCA-SV treatment is primarily aimed at suppressing the autoimmune and inflammatory process
and removing ANCA using extracorporeal hemocorrection methods. Despite significant advances in the
treatment of ANCA-SV the effectiveness of extracorporeal hemocorrection remains controversial.

Some local small studies show positive results of plasma exchange. Nevertheless, large-scale studies
have not revealed the long-term benefits of plasma exchange therapy.

The effective use of plasma exchange in the treatment of anti-glomerular basement membrane (GBM)
disease has been proven.

The results of previous studies have shown that 40% of patients with the anti-GBM disease have ANCA
circulating in the blood, in the predominant number of cases to myeloperoxidase. Only a few clinical cases
describing the treatment of patients with double seropositivity have been reported.

Here we present a clinical case of successful application of extracorporeal hemocorrection in the
treatment of a patient with double seropositivity for ANCA and GBM antibodies.
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anMeHEHMe nnasmoobmeHa Npn CUCTEMHOM BACKYNIUTE C [LBOWHOM CEPOno3nTMBHOCTbIO

Onpeaesenue, kKaaccuuKanys,
IaTroreHe3, KOHCEPBATHUBHAA TEPAIIHA
AHITA-acconmupoBaHHBIX BACKYAHTOB

Cucremnsre BackyanTsl (CB) — rereporennas rpyrma
3200A€BaHUI, OCHOBHBIM MOP(OAOTHYECKIM IIPH3HA-
KOM KOTOPBIX ABAICTCA BOCITAACHHE COCYAHCTOM CTEHK,
4 KAMHUYCCKHUC IIPOABACHISA 3aBUCAT OT THIIA, KAAHOPA,
AOKAAUBAIHH ITOPAKEHHBIX COCYAOB M AKTUBHOCTH
cucremHoro socraAeHud [1]. CucreMHBIE BACKYAUTEI
IIPEACTABAAIOT COOOH OTHOCHTEABHO PEAKYIO IPYILILY
3a00AEBAHNUIT, OAHAKO B ITOCACAHEE BPEMA YACTOTA HX
BBIABACHHA B ITIOIYAALUN pacteT [2-4].

HomenkaarypHas cucrema, COrAacCOBaHHAS Ha KOH-
depenmun 8 UYsmear Xuane (Chapel Hill, CIIA)
B 2012 roay (Chapel Hill Consensus Conference, CHCC)
B OTHOIICHHN TEPMUHOAOTUH H TOYHOTO OIIPEACACHHA
PABAMYHBIX THIIOB BACKYANTA, IOAYIHAQ ITHPOKOE MCK-
AVCHHUIIAMHAPHOE I MEKAYHAPOAHOE IpusHaHue. B ee
OCHOBE AEKHT KAAHOP IIPEHMYINECTBEHHO ITOPAKEHHBIX
COCYAOB, 2 TAK/KE YIHTBIBAIOTCA OCHOBHBIC IIATOTCHE-
THYECKHE MEXaHU3MBI HX 1oBpexaenus [1, 5]. B coor-
BETCTBUH C KAACCH(PHUKAIIMEN PA3AHYAIOT BACKYAHTHL:
KPYIIHBIX, CPEAHHX, MEAKUX COCYAOB, BApHAOCABHBIH,
EAMHCTBEHHOIO OPraHa, ACCOIIMUPOBAHHBIN C CHCTEM-
HEIMI 3200ACBAHUAMHE, ACCOLUUPOBAHHBIN C OLIPEAC-
AGHHOH 9THOAOTHEH [5].

CpeAn BACKYAUTOB MEAKHX COCYAOB BBIACASAIOT
IPYIIIY BACKYAHTOB, 4CCOLMUPOBAHHBIX C AHTHHEN-
TPOPUABHBIMU IIUTOIAA3MATHIECKIMHI AHTUTEAAMI
(AHLIA-CB), x KOTOpEIM OTHOCAT MHUKPOCKOIIHYC-
CKHIl ITOAMAHTUUT, IPAHYAEMATO3 C IOAHAHTHHUTOM
(Berenepa), 203MHOPUABHBII TPAHYAEMATO3 C IIOAH-
aaruuToM (Yepama-Crpocc). Pacupocrpanéunocts
AHIIA-CB nmeer reorpaduueckne pasandus [2-4]
I ITO HEKOTOPBIM AAHHBIM cocTaBAsteT 14-30 marmenTos
ma 100000 [4]. AHLIA-CB sBASTOTCS TA/KEABIMIE JKH3-
HEYTIPOKAFOINUMH ayTOMMMYHHBIMU 3200ACBAHUAMEI
1 HAHOOAEE TAKEABIC HX IIPOSBACHUSA IIPEACTABACHEL
OBICTPO IIPOTPECCUPYIOIINM TAOMEPYAOHEMDPHTOM,
IPUBOAAINIM K ITIOYCYHON HEAOCTATOYHOCTH, Tpe-
OyroIIeil IPOBEACHHA AUAAH32, H AABBECOAAPHBIM Ka-
IHIAAAPUATOM, OCAOKHAFOIIIIMCA AETOYHBIM KPOBOTE-
gerneM. Trmxeasrit AHIIA-CB sBasiercs cmepTeAbHBIM
3a00AEBAHUEM IIPH OTCYTCTBHI AcueHNs. AaKe HeCMO-
Tps HA IPOBECACHUE TCPAIIUH, ACTAABHOCTD OCTACTCH
Ha BEICOKOM ypoBHe. [Ipu orTcyrerBun AedeHns ypo-
BCHB ACTAABHOCTH B TCUCHIE OAHOTO TOAQ COCTABASICT
oxoA0 80%, Ha oHE TepaIHK ACTAABHOCTD KOACOACTCA
or 6 A0 25% [6-8]. HeaaBHO IIpOBEACHHEBIH MeTa-aHa-
AH3 00CEPBAIMOHHBIX HCCACAOBAHUIN ITOKA3aA, UTO
puck cmepru marmentos ¢ AHITA-CB B 2,7 pasa ririre
B CPABHEHMU C OOIIEH MONYAAIHEl (CTAHAAPTH3HPO-
BaHHHI k03 duruent cmepraoctu ot AHITA-CB
coctaBadeT 2,7, 95% — AOBEPHTEABHBIN HHTEPBAA
2,26-3,24) [7].

Ornoaorus AHIIA-CB HenssecrHa, OAHAKO yCTa-
HOBAGHA CBA3b Pa3BUTHA 3a00AEBAHUA C EHETHYC-
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cKIMH (HAKTOPAMH, BOACHCTBHEM OKPYAKAFOIIEH CPEABI,
AEKAPCTBEHHBIX CPEACTB, HHQEKITHI.

ITarorenes AHIIA-CB cAoxken 1 ocraercs HeAOCTa-
TOYHO U3y4IeHHBIM. KATOUeByIO pOAD OTBOAAT aHTHHEH-
TPOUABHBIM IIUTOIMAA3MATHICCKUM Ay TOAHTUTEAAM
(AHLIA) k mporennase 3 (PR3, proteinase 3) u Mmueao-
nepokcuaaze (MPO, myeloperoxidase), coaepaartxcsa
B IIEPBUYHBIX TPAHYAAX HEHTPO(DUAOB B AH30COMAX
monoruTos [9, 10]. [Tomumo AHIIA, ycranosaena
[TATOTEHETHYCCKAA POAb HEHTPOMHUAOB U MOHOILIUTOB
KAK MEAHATOPOB ITOBPEKACHHA, HAPYIIICHHI B CHCTEME
KOMITAGMEHTA, 4 TaKKe POAb 1- 1 B-kaerok.

HeaaBHue OTKPBITHA TO3BOAMAN AYHIIIE IOHATD MC-
X4HU3MBI PA3BUTHA ayTOMMMYHHOIO IIPOLIECCa U BOC-
[TAACHHSA, TIPHBOAAIINX K ITOBPEKACHIIO COCYAOB. OA-
HAKO IIPOIiecC (hOPMUPOBAHIS Ay TOUMMYHHOTO OTBETA
ocraeTcs He AO KoHIA fAcHeiM. HensBectHO mouemy
BBIPAOATHIBAIOTCA AHTUTEAA K AHTHICHAM HEHTPODH-
AOB, ITOCKOABKY, Kak 1 PR3, Tax u MPO, nzoaupoBans
OT IMMYHHOII CHICTEMBI B ITEPBUYHBIX IPAHYAAX, H ITOCAE
ACTPAHYAAIIN HEHTPO(HAOB B MECTAX HOBPEKACHIA
TKAHEH OHHU OBICTPO SAUMHHHPYIOTCA crierudude-
ckumu warHOHTOpamMu (PR3-al-amTurpumncuuaowm,
a MPO-nepyaonaasmunom). HerroanormeHHsIi arromnros
HAM HAPYIIEHHE KAUPEHCA AIIOINTOTHYECKUX (DparMeH-
TOB KAETOK MOZKET IIPHBOAHTD K AAUTEABHOMY BO3ACH-
CTBUIO 9TUX AHTUTECHOB HA NUMMYHHYIO CHCTEMY U K BBI-
paborke arrureA. [11]. Mndekmms mozxker Takke urparb
orpeaeAcHHYIO poAb B mmatoreHese AHIIA-CB 3a cuer
MOAEKYAAPHOI MUMUKDPHH, KOTAA AHTUTEAA K MUKPOO-
HBIM AHTUTECHAM IIEPEKPECTHO B3AMMOACHCTBYIOT C aH-
THICHAMH HEHTPOMHAOB.

[ToMHMO MHEAOIIEPOKCHAA3E U IPOTEHHA3H 3,
IIEPBUYHBIC IPAHYABI COACP/KAT M APYIHE aHTHOAKTE-
pHAABHBIE OEAKH, BKAIOUYAA HEHTPAABHBIE CEPUHOBBIE
IIPOTEHHA3BI, TAKHE KaK 9AacTasa u Karercus G, An3o-
IIUM, KHCAOTHBIE TUAPOAa3Hl (karericus B u D) [10-12].
AyTOaHTHTEAL MOTYT BHIPAOATHIBATHCA IIPOTHB AFOOOTO
aHHOAKTEPHAABHOIO OEAKA, HO KAMHIYECKOE 3HAYCHIE
HMEIOT aHTHTEAR, HartpaBAeHHBIE TpoTuB MPO u PR3,

Hefitpoduasl ABAAIOTCA TAQBHBIMI MECAHATOPAMMU
HoBpeKACHUA cOCYAOB. [1pu Bocmasenun uan nadex-
LUK HEATPO(UABL IOABEPrarOTCA BO3ACHCTBHIO BOC-
IIAAUTEABHBIX IINTOKHHOB ((DAKTOP HEKPO3a OITYXOAH,
HHTEPACHKHH-1), AUIIOIIOANCAXaPHAA HAH KOMIIAE-
menTa C5a. B pesyabTare Takoro BO3AeicTBIA HEHTPO-
puABI IPOXOAAT IEPBYIO D3y AKTUBAIIUH (DATOLIITOB —
«IIPANMHIHI», XaPAKTEPUIYIOIIYIOCA IePEMEIICHIEM
MPO u PR3 oT mepBUYHBIX IPaHyA K IIOBEPXHOCTH
neiitpodunos [11]. Takum 0O6pazom IIPOUCXOAUT SKC-
IIpeccus ayTOAHTHICHOB Ha ITOBEPXHOCTH HEHTPODHAOB
n AHIIA MoryT CBA3BIBATBCSA C AyTOAHTHICHAMH, BBI-
3BIBasA MOIIHYIO KACTOUHYIO aKTHUBAIIHIO, B PE3YABTATE
KOTOPOH IIPOHCXOAUT ACTPAHYAAINA HEHTPOPUAOB
C BBICBOOOKACHIEM AKTHBHBIX (DOPM KHCAOPOAR, IIPO-
T€A3 U OIMOCPEAOBAHHOE TOBPEKACHIE SHAOTCAHAAD-
ueix kaeTok [13, 14]. Tawke, akruBanus HeHTPOPUAOB
AHIIA compoBoskaaeTcs H3MEHEHHUEM SKCIIPECCUU
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MOAEKYA aAT€3UH U CBA3BIBAHUEM UX C 9HAOTEAHEM CO-
cyaos [15].

B mocaeaHnx myOARKAIUSX, TOCBAIICHHEBIX CHCTEM-
HBIM BACKYAUTAM, OOABIIIOE BHUMAHHE YACAACTCA POAT
neiitpoduaos B passurin AHIIA-CB. Heaasro Opiaa
onucana apdexropras PyHKIUA HEHTPODHUAOB, 3a-
KAFOYAFOINAACH B BHICBOOOKACHHH HEHTPO(DUABHBIX
BHEKACTOUHBIX AOBYyIIek (neutrophil extracellular traps,
NETs). NETs mpeacTaBasroT cOOOM KOCTAK U3 HUTEH
AHK ¢ 3axBadeHHBIME B HHX IIPOBOCIAAHTEABHBIMU
OeAKaMu, BKAIOYAsA TUCTOHBI, HEHTPODHUABHYIO dAaA-
crasy, kaapuporexrna, MPO u PR3 [16-18]. brao
noxasano, uro AHIIA ABAfIOTCA Takke MEAHATOpAMI
crenuduyeckoil OPMEI KACTOIHON THOCAH — He-
to3a (NETosis), mpu KOTOpOI IIPOHCXOANT BEITECHE-
HHE U3 KACTKH HEHTPO(PUABHBIX BHEKACTOYHBIX AOBY-
mrex [11, 19]. BerrecHeHHBIE BHEKAETOYHBIE AOBYIIIKI
HE TOABKO 3aXBATHIBAIOT BHCKACTOYHBIN IIATOTICH,
HO H paspymraror ero. [ToMuMo paspyieHus BHEKAe-
tounoro matorera, NETS Moryr npamo moBpexAaTs
SHAOTEAHAABHBIC KACTKH CBOUM COACP’KHUMBIM, BBI3bI-
Bas BocrraAenue. Tawke, NETS cayxar moteHIImaAbHbIM
HCTOYHHUKOM ayTOAHTHIE€HOB, IIPOTUB KOTOPBIX MOIYT
BBIPAOATBIBATECA ayroanTHTeAd. Takum oopasom, NETs
MOTYT CIIOCOOCTBOBATH MHUITHAIIMH AyTOMMMYHHOTO
npouecca |20, 21]. Bee a10 moaTBepirAaeTCs IPUCYT-
CTBHEM AOBYIIIEK B MECTAX TKAHEBOTO ITOBPEKACHUA
1 HaAngueM roseimenHoro yposusa NETs B kposoToke
y marmentos npu AHITA-CB [22-24].

PampIre c4nTaAOCH, YTO CHCTEMA KOMIIAEMEHTA
UIpaeT OrpaHHYCHHYIO poAb B maToreHese AHIIA-CB,
YTO OOYCAOBACHO CKYAHBIM €TI0 COACP/KAHIEM B ACIIO3H-
TaX OHOIITATA IIOYKH, A TAKKE OTCYTCTBIEM IMIIOKOMIIAC-
MeHTeMHH. VICCACAOBAHESA, IIPOBCACHHEIC HA MBIIIIAX,
IIPOAEMOHCTPUPOBAAN POAB AABTEPHATUBHOIO IIYTH
KOMITAGMEHTA, B dacTHOCTH, aHaduaaTokcuua Cha
u penenropa C5a (CD88), saHuMaromux neHTpasbHOE
MecTo B 3TOM mponecce [25]. Heaasrue uccaepoanms,
IIPOBEACHHBIC HA YEAOBEKE, IIOATBEPIKAAIOT STH BEIBOABL.
V manuentos ¢ akrusaeiM AHITA-CB BoIBACH TTOBBI-
LICHHBIN YpOBeHb nupkyaupyromtero Cha, a Huskuit
ypoBeHb IupkyAupyrornero C3 acconuupoBan ¢ XyA-
mumu ucxopamu [12, 19, 24].

bBesycaoBHO, B-kAeTKI 3aHIMAFOT OAHY U3 TAABHEIX
poaeii B matorenese AHIIA-CB, mockoabky orn mpo-
aymupyior AHITA. Berao moxasano, 910 ypoBeHb ak-
THBHPOBAHHBIX B-KAECTOK KOPPEAUPYET € AKTUBHOCTBIO
3aboaesamms [19, 20].

Boaee raybokoe usyderue u IOHUMAHIE TATOTCHE3A
BO3MOZKHO OTKPOET HOBBIE TOYUKI ITPUAOKEHUA AAS Te-
PAILICBTHYECKOTO BOSACHCTBHA, 4 TAKIKE IIOCIIOCOOCTBYET
KOPPEKTHPOBKE ViK€ CYIIECTBYIOIIUX U Pa3padOTKe
HOBBIX ITOAXOAOB B ACUCHIM.

Tak, 10 Mepe IOAYICHUA HOBBIX OOACE ACTAABHBIX
3HAHUI B 00AACTU IIATOTCHE3a MEHAANCH M PACIIHPA-
AHCH LIEAU TEPAIINH, HHUITHIPOBAAUCH 1 IIPOBOAMAHUCH
KPYIIHbIC KAUHITYCCKUE HCCACAOBAHISA, HAIIPABACHHbIC
HA OITHMHU3AIHIO TEPAIIEBTIIECKIX ITOAXOAOB, CO3AABA-
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AVICh HOBBIE KAMHHIYECKHE pekomeHAarm. B 2016 roay
OIIYOAMKOBAHBI KAMHIYIECKHE PEKOMEHAAIINH 110 AHa-
ruoctuke u Aedennio AHITA-CB, xotopsrie craau pe-
3yABTATOM MACIITAOHOH pabOTHI IPYIIIEL 3KCIIEPTOB
Esporreiickoit antupesmaTnueckoit aura (Buropean
League Against Rheumatism, EULAR), Espomnetickoii
aCCOIHAIINH 110 H3ydeHuto boAesneii movex (European
Renal Association — European Dialysis and Transplant
Association, ERA-EDTA) u Espomnetickoro obrmectsa
naygenns Backyautos (Buropean Vasculitis Society,
EUVAS) [27, 28].

VauTeiBas H3BECTHBIC MEXAHU3MBI IIATOTCHE3A, AC-
gerne AHITA-CB mampaBaeHoO mpeskae Bcero Ha oaa-
BACHHE Ay TOUMMYHHOTO H BOCIIAAHTEABHOTO ITPOIIECCa,
a tarke Ha yAaseHue AHIIA ¢ momMoImpro MeToAOB 5KC-
TPAKOPIOPAABHOH reMokoppexu. C IIeABIO ITOAABAC-
HUS AyTOUMMYHHOTO M BOCIIAAHTEABHOTO IIPOIIECCa
HCIIOAB3YIOT (DaPMAKOAOTHYECKHE IIPEIAPATEL, 00AA-
AQIOIIIFE MOIITHBIM IMMYHHOCYIIPECCUBHBIM U IIPOTUBO-
BOCITAAHTEABHBIM ACHCTBHEM (TAFOKOKOPTHKOCTEPOUABL,
LIUTOCTATHKI, ICHHO-HH/KCHEPHBIC OHOAOIHYECKIE IIPe-
napaTel — aHTH-B kaeTodHbIE aHTHTEAR).

B arom maane raroxoxoprukocrepouast (I'K) o6o-
CHOBAHHO 32HAAU MECTO AABHOTO KOMIIOHEHTA Tepa-
ITHH, ITIOCKOABKY CITOCOOHBI OBICTPO OKA3BIBATDH IIPOTH-
BoBOCIAAHTEABHEIT 3bdekT. B mccaeaoBaHmAX OBIAO
mokasaHo, 9ro npumenerue ['K comnpskeno ¢ mossr-
IITECHHBIM pI/ICKOM I/IH(bCKHI/IOHHbIX OCAO}KHCHI/HZ, KOTO-
pbI€ OCTAIOTCA OCHOBHOM IIPUYUHOMN CMEPTH B IIEPBBIC
12 mecsnes mocae yeranoBaenns amarzoza AHLIA-CB
[29]. HabGop Beca, rurreprauxkemMus ¥ pasBHTHC caxap-
HOTO Ama0era, KaTapakTa, OCTEOIIOPO3, THIIEPTEH3UA
U CEPAEYHO-COCYAHCTBIE OCAOKHEHHA, OCAOKHEHNA
CO CTOPOHBI JKEAYAOYHO-KUIIIEIHOTO TPAKTA ABAAIOTCH
TkeABIME TTocAeAcTBrsAME Tprema I'K [30]. Brrcoxas
TOKCHYHOCTh 1 HenoAHas adpdekrusrocts ['K B ka-
uyectse MoHoTeparmu [31] Tpebyer AOIIOAHHTEABHOIO
BKAFOYEHISA B ACUCHIE BTOPOIO MMMYHOCYIIPECCHBHOTO
npenapara. Kombunanusa I'K ¢ mpemmaparom us rpyrmes
IIITOCTATUKOB CTaAa HanboAee mpumensemoi. Tax,
coueranne I'K ¢ mukaopocdammpom (LIPA) mpn-
MEHAAOCDH Ha IPOTHKCHIU ACCATHACTUN AAS ACUCHUA
AHIIA-CB. Hecmorps Ha adp ek THBHOCTD TaKOMH KOM-
OnHAnNH, IPUMCHEHHE €€ OIPAHHYCHO BBHAY CYIIC-
crBeHHOI ToKcmuHOocTi. MeraboanTsl LIPA okasbBaroT
TOKCHYECKOE ACHCTBHE HA SIIMTEAUN MOYEBHIX ITyTEH
U MOTYT BBI3BATH T€MOPPATMYCCKUI IIHICTUT; 3AOKaAYe-
CTBEHHBIE HOBOOOPA30BAHMA, B ACTHOCTH, MOYEBOTO
IIy3BIPA B OTAAACHHOM 1ieproAe [32, 33]. Taxxe mpuem
L®A moxeT IPpUBECTH K PasBUTHIO HH(EKIIMOHHBIX
OCAOKHCHUIL, ITUTOIICHIH, OECIIAOAHIO, IIPEKACBPEMCH-
HOM MEHOIIAY3Hl.

Bricokas TOKCHYIHOCTD 9THX ITPEIAPATOB, PA3BHTHE
CEPBE3HBIX ITOOOYHEIX (D EKTOB U OCAOKHEHUI CIIO-
COOCTBOBAAA IIPOAOAKEHHIIO IIOUCKA OOAee OE30I1aCHBIX
METOAOB ACUCHIS, HAIICACHHBIX HA CIICII(uYIecKue
KACTOYHBIC U MOACKYASPHBIC MEXaHU3MBI Ay TOUMMYH-
HOTO OTBETA. DKCIEPUMEHTAABHO AOKA3aHHASA POAb
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B-kaerok B matorenese AHITA-CB crasa MOTHBOM AAf
naydennd agpdexrusroctn purykcumada (PTM), ssas-
rormerocst anTu-CD20 B-kaerounsim amTureAoM, B Ae-
gennn AHLIA-CB. Ilpumenenue antu-B kaerounoro
Iperapara pUTYKCHMa0a IPHBOAUT K MHAYKIIHHI H TTOA-
AeprxaHuro pemuccun 3a0oAesanus [34]. Ilposeacrneie
PAHAOMU3UPOBAHHEIE KOHTPOAHPYEMBIE HCCACAOBA-
must RAVE u RITUXVAS nokaszaan, 9to purykcumab
1o acpdexrusrocTn He yerymaer LIOA mpu nHAyKImn
pemuccrn u mpeBocxoAuT apdextusrocts LIPA mpu
pennauBupyromeM tedenun [34, 35]. Vcmemnere pe-
3YABTATBI HICCACAOBAHUIT CTAAM OCHOBAHHEM AAA BKAFO-
genus B pekomenAarmu PTM xax npemapara mepBoro
PAAA AASl HHAYKITHOHHOM TEPAITH.

VcranoBAeHHE POAN KOMIIAEMEHTA B ITATOTEHE3E
AHIIA-CB nameamaa mccAeAOBaHHA HAa H3yYCHHE
appeKTUBHOCTH IIPUMEHEHHA HHIHOMTOPA PEerenTopa
Cha aBaxorrana. VccaepoBanme 110Ka3aA0, 9TO aBaKo-
mmaH 3 (HEKTUBEH B COCTABE HHAYKIIMOHHON Tepartmu
AHITA-CB. Taxxe BKAIOUEHNE aBaKONIaHA B COCTaB
MHAYKIHOHHOH TePAIHY IO3BOASET CHU3UTH A03y I'K
(30, 37].

[IpoBOAEAOCE MHOTO MCCAEAOBAHUIA, B KOTOPHIX
CpaBHHUBAAACH 9D (DEKTUBHOCTD I TOKCHIHOCTD PA3ANY-
HBIX KOMOMHAITHI IIPEIapaToB, PA3HBIX PEKIMOB HX AO-
3UPOBAHUSA KAK AASL HHAVKIIHH, TAK H AASL ITOAACP/KAHILSA
pemuccunr AHITA-CB. B kanHIgeckix pexoMeHAAIIHAX
2016 roaa IPEACTABAEHBI ONTUMAABHBIE CXEMBI ACUEHHA
B 3aBHCHMOCTH OT aKTHBHOCTH, PACIIPOCTPAHCHHOCTH
U TAKECTH BACKYAHTA, B YACTHOCTH HAANYNA OPAKEHEIA
BHYTPEHHUX OPIaHOB (IIPEKAE BCETO II0YEK), KOTOPOE
MOZKET IPUBECTU K CMEPTH HAH yTpaTe UX (PYHKIIUK

27, 38, 39].

ITaasmooOMeH npu AeueHUH
AHITA-accouunpoBaHHBIX BACKYAHTOB

Hecmorps Ha cyImecTBeHHBIC AOCTIUKCHUSA B AcHe-
uun AHIIA-CB, ocraerca ciopabiM 2 heKTHBHOCTD
IPUMEHEHHA 3KCTPAKOPIOPAABHEIX METOAOB I€MO-
KOppeKIHn. B cOOTBETCTBUI € OCACAHUMHE PEKOMEH-
Aarramu mpuvenenue ITO caeayer paccmaTpuBath
Ipu GBICTPOIIPOrPECCUPYIOIIEM TAOMEPYAOHEDpHTE
C YPOBHEM CHIBOPOTOYHOH KOHIICHTPAIINH KPEATHHIHA
kposu Goaee 500 MKMOAD/A HAH THKEAOM T€MOPpa-
THYECKOM aAbBeoAnTe. BrArouenne maasmoobMmena
(ITO) B xommaekcuyro tepanuio AHIIA-CB nampas-
ACHO Ha yAaACHI/IC ITIATOICHHBIX L[I/IPKY/\I/IPY}OH_IHX
axropos — AHIIA, BoCIIaAHTEABHBIX IIHTOKHHOB,
MOACKYA aAT€3MH, KOMIIOHEHTOB KomiaemerTa [40, 41].
Ao neaasuero spemen MEPEX (methylprednisolone
versus plasma exchange) OBIAO €AHCTBEHHBIM KpPYII-
HBIM HCCACAOBAHIEM, OIICHIBAOITEM 9(D(DEKTUBHOCT
[10 y mammenTos ¢ AHIIA-CB, ¢ HOATBEpKACHHBIM
Ouorcueil rAOMEPYAOHEMPHUTOM U KOHIIEHTPALIEH
kpearununa Beie >500 MrMoab/A (5,8 Mr/AA) mAn
HEOOXOANMOCTBIO IIPOBEACHHA AHAAH3A IIPH ITOCTY-
naenun. B pesyaprate mecaeaoBammsa OBIAO IIOKA3aHO,

HabnioneHus 13 npakmku

YTO y HAIIMEHTOB, B CXEMY ACYCHHUA KOTOPHIX K CTAH-
AAPTHOM HMHAYKITHOHHOH HMMMYHOCYIIPECCHBHOI Te-
pamuu LIOA u 'K B kadecTBe aABIOBAHTHON TepaInu
6p1A p00aBAeH [1O, B TedeHHN IIEPBEIX TPEX MECAIICB
YACTOTA PA3BUTUA TEPMUHAABHOM CTAAUH XPOHITIECKOI
GOAE3HI ITOYEK 1 CMEPTHOCTD ObIAK HETKE [42]. OAHAKO
boAaee AOATOCpPOYHOE HaOAIOACHHE (MeAnaHA 4 TOAQ)
HE BBIABUAO Pa3AHYMN B CMEPTHOCTH M Pa3BUTHHU
TEPMHHAABHON CTAAUU XPOHUYECKON DOAE3HU ITOYEK
[43]. TTo pesyapTaTam MeTa-aHAAN3A OBIA CAEAAH BBIBOA
O HEAOCTATOYHOCTH MMEIOIIIXCA AAHHBIX AAfl OIICHKH
3 dEKTHBHOCTH TAA3MOOOMEHA AAf ITPEAOTBpAIIIE-
HUS PA3BUTUA TEPMUHAABHON CTAAMH XPOHHUYECKOI
6oaesnu nouek u/nau cvepru npu AHITA-CB [44].
Heorpeaesenrocts B otHOIIEHNH 9(D(DEKTHBHOCTH
ITO mocAy.IA2 TOAYKOM AAS ITPOBEACHUA €ITIE OAHOTO
kpymHoro nccaeaoBarns PEXIVAS (Plasma exchange
and glucocorticoid dosing in the treatment of anti-
neutrophil cytoplasm antibody associated vasculitis).
B nccaepopanme srarogeHo 704 manumenTa ¢ TAKEABIM
AHIIA-CB ¢ raomepyAoHedpUTOM (CKOPOCTBIO KAYOOU-
koBOI (puabTparun <50 Ma/Mum/ 1,73 M?) 1 ancdys-
HBIM 2ABBEOAAPHBEIM KPOBOTEYEHHEM. DTO HCCACAOBAHIE
HE IIOKA3aA0 PA3AMYNIT B 9aCTOTE PA3BHTHSA TEPMIHAAD-
HOI CTAAHH XPOHHYIECKON DOAE3HHU IIOYEK HAU CMEPTH
OT AFOOOM IIPUYMHBI B TEUCHUU CEMH AET MEKAY I1a-
IIFEHTAMH, ITOAYYaBIIUMH CTaHAAPTHYIO Teparmio I'K
u LI®A uan PTM B coueranun ¢ [1O n mamumenramuy,
IIOAYYABIIHME CTAHAAPTHYIO Teparuio 0e3 [10 [45-47).
SmoHCKIMI HCCAGAOBATEAAMH IIPOBEACH PETPO-
CIIEKTUBHBIH aHAAN3 PE3YABTATOB ACUCHUS ITAITNEHTOB,
koTopeM Briepseie AmarHoctuposasn AHITA-CB
€ OBICTPOIIPOIPECCUPYIONIUM TAOMEPYAOHEDPUTOM
B 1repuoA ¢ 2008 o 2018 roa. B nccaepoBanme BrAroO-
ugeno 11 marmenrtos, noayuasiux [10 B cocrase Te-
pammm. Y ceMu M3 HUX OBIAO TAAKEAOE IOYEIHOE I10-
BPEKACHUE H Y YETHIPEX AETOYHOE KPOBOTEUECHHE.
[TampenTam ¢ TAKEABIM ITOYEUHBIM ITOBPEKACHHEM
1 ITOAYYAFOIINX I'€MOAMAAU3 IIPOBOAMAM CEMb CCaH-
coB I1O (50 ma/xr man 1,3 oObema HUpKyAnpyroOLIEi
ITAA3MBI) B TEUEHHE 2 HEACAD. Uepe3 BoceMb HEACAD BCE
IAIIMEHTHl HE HYKAAANCD B IIPOBEACHIN TeMOAHAAN3A.
Yepes 3 mecsra BoccranoBAeHne PYHKIMN IIOYEK Ha-
6aroaanoch y 100% manmenTos n gepes 12 mecses —
y 80%. ¥V Bcex marueHToB ¢ ACTOYHEIM KPOBOTEICHIEM
dyuxnna movek 6bAa coxpaneHa. MOKHO IpeAno-
AOKHTB, 9TO Y ITAIIHEHTOB ¢ HOPMAABHON (DYHKIIHEH
movek A0 HadaAa 3aboaesanud [10 Oyaer nuAyrmpo-
BATh BOCCTAHOBACHUE HAPYIIEHHON (DYHKIIUH IIOYEK,
TPEOYIOIIEH IIPOBEACHHE ITEMOAHAAH3A, C IIOCACAYIO-
IIIHM YXOAOM OT IIOTPEOHOCTH B reMoanasuse [48).
OnyOAMKOBAHHBIE PE3YABTATHl OOCEPBAIIIOHHOTO
PETPOCIIEKTUBHOTO HMCCAEAOBAHNA, IIPOBEACHHOIO
B0 Opannuu ¢ 2006 roaa mo 2014 roa, moxasasu
abdexrusrocTs [1O mpu ocTpoit pecrupaTopHOH
HEAOCTATOYHOCTH B pe3yAbTaTe AU @y3HOro Aerod-
Horo kposotedenus, ceazanaoro ¢ AHITA-CB. B uccae-
AOBAHFE BKAFOYEHO 12 ITaIneHToB, U3 HUX IIATH IIPO-
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BOAHAACH HHBA3HBHASA MCXAHIYECKAS BEHTHAALMA. Bee
rrarerTs HoAy4gaAn [ 1O B AoomoAHeHnEe K KOMOUHALIII
I'K ¢ mmmynocynpeccuBabiMu 1perrapatamu. Oxcure-
HAITUA YAVYIIHAACH B TEUCHHE IEPBBIX / AHEH ITOCAE
mHauaaa [10O, o uem cBmAeTeABCTBYET pe3Koe yBeAnde-
une meAnansl otaorenns SpO2/FiO2 ¢ 183 [137- 321]
A0 353 [239-432] (P=0,003), a Takxe CHIAKEHNIE YPOBHA
pecrrmpaTopHOI moAAepxKH. Bee, kxpome oaHOrO
IAIIHICHTA, BBUKHAH. ABTOPBI 3aKATOYHAH, 9TO MYABTH-
MOAAABHBIM PEKUM MHAYKLIIH, COYETAFOIIII HMMYHO-
cynpeccusryro teparuro ¢ [10 mpu AHITA-CB moxer
OBICTPO CITOCOOCTBOBATH PErPECCY PECIIUPATOPHOM
AucyHKINN, CBA3AHHON ¢ AUM@Y3HEIM ACTOYHBIM
kposoTeueHueM [49].

Kpymubre nccaeA0BaHuA OTAMYAAUCH KPHTEPH-
AMI BKAFOYCHHUA M CXCMAMH ACYCHUA M BKAIOYAAU
IAIIEHTOB TOABKO C TAKEABIM IIOYEUHBIM ITOBPEKAC-
HueM (KpUTEpPHUIl BKAIOUEHHA: YPOBEHb KPEATHHITHA
kpoBH >500 MKMOAB/ A; HEOOXOAUMOCTD IIPOBEACHHS
IeMOAHMAAN32; CKOPOCTh KAYOOUKOBOM (PUABTPAITHH
<50 ma/Mun/1,73 M?) 1 ACTOYHBIM KPOBOTEUECHUEM.
Taxoil moaxoA He 103BOAfAeT AuddepeHIInPOBaTh
©oAee OAHOPOAHEBIE ITO APYTUM KPHUTEPHAM HOATPYIIIIBI
IIAIHEHTOB, B AedeHHN KOTOPBIX 110 Moker moKasaTh
cBoro adpdekruBHOCTb. [IprcyrcTByroT pasamyans ka-
CATEABHO YaCTOTHl CEAHCOB, HEOOXOAMMOIO OObeMa
samernenud, pexuma [10. [TpoBeAeHHBIH MeTa-aHAAN3
CTABHT IIOA COMHEHHE PE3YABTATH OAHOTO KPYITHOTO HC-
CACAOBAHUSA, YKA3BIBAS HA HEAOCTATOYHOCTD AAHHBIX AAS
orieHKH 3(PPEKTUBHOCTH ITAA3MOOOMEHA AAA ITPEAOT-
BpAINCHUA PA3BUTHA TEPMHHAABHON CTAAMN XPOHHYE-
ckoit 6oaesun novek u/uan cvepru npu AHITA-CB.

B To Bpems kak Borrpoc appekTuBHOCTH ITpHUMEHE-
gus [10 B komrraekcHOM AcueHnn AHITA-CB ocraerca
CITOPHBIM, €10 3 EKTHBHOE ITPUMEHEHNE B ACUCHUH
3200A€BAHNA, ACCOIIMUPOBAHHOIO C AHTUTEAAMH K Oa-
3aAbHOI MeMOpaHe kayooukos (anTu-BMK) Aokasamo.
Antun-BMK 3a060AeBanme — 3T0 PEAKHIT Ay TOMMMYHHBII
BACKYAHT, XaPAKTCPHU3YIOIIHNCA BEIPAOOTKOI aHTUTEA
mnpotus HekoarareHosoro (NC1) aoomena o3 rierm KoA-
Aarena IV tuma — a3(IV) NC1. OcHoBHBIM KAnHITUE-
CKUM IIPOSIBACHIEM AAHHOTO BACKYANTA SIBAACTCA OBI-
crponporpeccupyrornii raomepysoredput (BITTH)
C ACTOYHBIM KPOBOTEUEHHEM HAN Oe3 Hero. /\edeHne
HAIIPABACHO Ha OBICTPOE YAAACHUE IIMPKYAHPYIOIINX
AYTOAHTHTEA C ITOMOIIIBIO IIAA3MOOOMEHA, IIPEAOTBPA-
IIIeHUE AAABHEHIIIEN Bpra6OTKI/I AHTUTEA U ITOAABAE-
HIUC BOCITAACHUA C IIOMOIIIBIO HpHMCHeHHH I/IMMyHO-
CYIIPECCOPOB M KOPTHKOCTEPOHAOB. PeTpociiekTiBHbIe
HCCACAOBAHUA TIOKA3AAH, YTO AAHHAA KOMOMHAIIUA Ae-
YEHHA IPUBOAHUT K AOCTHKEHHIO AVUIINX PE3YABTATOB
TEPAINH 10 CPABHEHHIO C UCTOPHYCCKUM KOHTPOAEM
[50-52].

Levy J.B. u coasrt. (2001) nmposean perpocrekTns-
HOE UCCACAOBAHHE, IIOCBAIIICHHOE H3YYCHUIO HCXOAOB
Aegenus Taxeroi gopmer antu-bMK 3a60AeBanns
y 71 marperTa. ABTOPBI IIPHIIIAT K BBIBOAY, YTO HHTCH-
cuBHas TepartuA marnueHTos ¢ anT-bMK 3a00AeBarnem
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U THKEAOH ITOYEYHOH HEAOCTATOYHOCTBIO AOAKHA
BKATO4IaTh [1O. TakoH MOAXOA ITO3BOASCT YBCAHYNTD
IIIAHCBI BOCCTAHOBACHHSA (DYHKIIUHU ITOYEK U CHU3UTD
YPOBEHb A€TAABHOCTH [53].

B coorBercTBIN ¢ KAMHIYECKUMH TIPAKTHYECKIMI
pexomenparusiMu KDIGO o aedeHnio raomepyao-
HedpuTa, 0OYCAOBACHHOIO AHTHTEAAMH K TAOMEPY-
AApHOH OazarpHOH MemOpane (2012) Bcem martmenTam
c aatu-bMK I'H nmmyHOCyIIpeccHBHYIO Tepaliuio cae-
AYET HAYHHATD ITMKAO(DOCHAMHAOM, KOPTUKOCTEPOH-
AaMu u 11AasMadepesoM (3a HCKAIOUCHHEM AHAAU3-32-
BUCHMBIX ITAI[IEHTOB HA MOMEHT YCTAHOBKI AMATHO32,
nmerorux 100% IOAyAyHUIT ITO AAHHBIM AAEKBATHOM
HedpOOUOIICHN U HE UMEFOIINX IIPU 3TOM ACTOYHBIX
kposoredennii) [54]. Takum obpasom, I1O aBaserca
MmeroaoM Aeuenus anTH-BMK 3a60AeBanmem ¢ Aoxa-
3aHHOI 9(P(PEKTUBHOCTBIO.

OrnyOARKOBAHHBIC PE3YABTATEL PAHEE IIPOBEACHHBIX
HCCACAOBAHMI ITOKa3aAH, 9T0 ¥ 40 % marueHTos ¢ anTu-
BMK 3aboAeBarnem B KpOBH OOHAPYAKHBAFOTCA IINPKY-
ampyrorme AHITA, B ipeobAaaaroriiem dnucAe CAyIacs
K MueAonepokcraase [55, 56, 57]. [1anmenTer ¢ ABOHHOI
ceponrosutuBHoCcThIO K AHIIA 1 antureaam k BMK
HMEIOT KAUHUKO-IIATOICHEeTHYIECKHE OcoOeHHOCTH. TaK,
B AHTEPATYPE OIHCAH KAMHIYECKHI CAYIal ABOMHOM
ceponosurusuocT Ha AHIIA u arrureaa k BMK, mpu
KOTOPOM OOCACAOBAHHE IIAIIMEHTA HE BBIABHAO XapaK-
tepubix AAd AHITA-CB usmenenuii B moukax, Taknux
KAaK AaHTHHT MEAKHX COCYAOB HAHU IPAHYAEMBI, HO BBI-
ABIAO TIOpaKeHHe AeTKUX [55]. B aTom cayuae, aeuenue
IIAIIHCHTA IIPEAHU30AOHOM B codetannu ¢ [10 mpuseao
K HOpMaAu3anuu ypopua antures K BMK u ycrpane-
HUIO IOTPEOHOCTH B IIPOBEACHNN IEMOAHAAN3A B Te-
YCHIHE TPEX HEACAD [55]. Apyroit KAUHIYECKHIT CAYYAL,
TAK/KE ACMOHCTPHPYET VCIEIIHBIH PE3YABTAT ACUCHHUA
IIAITHCHTA C ABOHHOM CEPOIIO3UTUBHOCTBIO COYCTAHIEM
mvmvyHocypeccusroi Teparmu I'K n rmkaodocdamu-
AoM ¢ 11O, I'mcrosormaeckas kKapTHHA ITOYEK Y AAHHOTO
IAITIEHTA XaPAKTEPH30BAAACh HAAIYUEM TAOMEPYAO-
HePUTA C HOAYAYHUAMU 1 AUHEHHBIME OTAOKCHHAMEI
IgG BAOAD KarmmAAAPOB KAYOOUKOB [65]. B omyOamnko-
BAHHOH CTATbhE, ITOCBAICHHON U3YIEHNIO YETEIPEX CAY-
9a€B ABOMHOI CEPOIIO3UTHBHOCTH, ABTOPBI OTMETHAL,
uTO y Beex nmanuenTos paspurtuio BITTH u aerounomy
KPOBOTEYECHUIO IIPEAIIIECTBOBAA ACTOYHEIX (HHOPO3.
B Tpex cAy9afx rECTOAOTHYECKOE HCCACAOBAHIE ITO-
YEYHON TKAHH BBIABHAO IIOAYAVHHA M AHHCHHEIC OT-
roxenns IgG BAOAD KarmmaAspoB KAYOOUKOB. B AByX
AYTOIICHITHBIX 00Pa3Nax OOHAPYKEH BACKYAHT MEAKHX
apTepuil U APTEPHOA ITOYEK, 4 B OAHOM M3 HUX OOHAa-
PY/KCH AHAAOTMYHBIN BACKYAHUT B CTCHKAX JKCAYAOTIHO-
KHIIIEYHOTO TPAKTA U JKUPOBOM TKAHH HAAIIOYEIHIKOB
[64]. AHLIA-rmoAO)KuTEABHBIE IAITMEHTHI, KaK I1pa-
BHAO, UMCIOT OOACE HH3KHE THTPHI AHTHTCA IIPOTHB
BMK, gem AHIIA-orpunareApssie marmenTsr [55, 50].

Vimerorcs aamable 0 TOM, uTo Haamume AHITA
MOZKET OIIPEACAATH IIPOTHO3 B OTHOIIEHUHU BOCCTAHOB-
AeHuA (DYHKIINH ITOYEK Y MAIHEHTOB C ABOMHON cepo-
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IIO3UTHBHOCTBIO [55, 50]. B anreparype uudopmarius
110 5TOMY ITOBOAY IIPOTHBOpeUnBa. Tak, B O0Aee paHHIX
IyOAMKAITHAX COOOIAETCA, ITO BEPOATHOCTD BOCCTA-
HOBACHHA (DYHKIUU IIOYEK Y IAIUEHTOB C ABOMHOMN
ceponosuruBHocThiO K AHIIA 1 antareaam k BMK
BBIIIIC, YEM Y IIAIIHEHTOB, B KPOBU KOTOPBIX OIIPEAC-
AsFOTCA TOABKO aHTHTeAa mpotus BMK [58, 59]. As-
TOPEI IIPHUIIAHU K BEIBOAY, 9TO OOAEE BBICOKHE THTPBI
AHIIA n 6oaee Huskue TuTpsl anTHTeA IpoTHB BMK
aCCOLMHIPOBAHBI C OOAEE BHICOKHMH ITAHCAMU Ha BOC-
CTAaHOBACHHE (PYHKIIUH IIOYCK ¥ IAIIIECHTOB C ABOMHOMN
CEpPOITO3UTUBHOCTHIO.

B nporusonoaoxuocts a1oMmy, Levy |.B. n coasr.
(2004) cooOruam, 9TO IPOTHO3 B OTHOIIEHUH BOCCTA-
HOBAEHHA (DYHKIHH IIOYEK Y HAIUEHTOB C ABOHHOI
CEPOIIO3UTUBHOCTBIO XYIKE, UEM Y IALIHCHTOB, IIPU HM-
MYHOAOTHYECKOM HCCACAOBAHIHI KOTOPBIX OOHAPY/KIBA-
rotcs ToAbko anTITeAa K BMK [56]. B cBoeMm mccacao-
BAHUH OHU H3yIHAH cIIeIudmaHocTs antureA K BMK
U IPHUIIAU K BEIBOAY, YTO IIPOTHO3 AVHIIIE Y IAI[HEHTOB
C ABOMHON CEPONO3UTHBHOCTBIO C AHTUTEAAMH
k BMK crrermnduaHbIME K APYTHM €€ KOMITOHEHTAM,
ane x «3(IV)NCI. Hellmark T. u coasr. (1999) ycrano-
BHAH, 9TO CYIIECTBYET OOPATHAS 3ABHCUMOCTD MEHKAY
IITAHCAMI HAa BOCCTAHOBACHIE (DYHKITUH ITOYEK U THTPOM
ayroarrureA kK BMK cnerudmansx k a3(IV)NCT [60].

Rutgers A. u coasr. (2005), usyaus AuMOyprekuii
perucrp ouoncun rouek (¢ 1978 o 2003 roa; n=1373)
C LIEABIO OTOOpPA CAYYAEB OBICTPOIIPOIPECCUPYIOIIEIO
raomepyrouedpura (BIII'H), Borasuan 46 caygaes
maruenTos ¢ nopaxenueM modexk AHITA x mueao-
nepokcuaase, 13 — anrureaamu k BMK u 10 caygaes
ABOIHOI CEPOIIO3UTHBHOCTH. ABTOpr OTMETHAM, YTO
y mareHToB ¢ nopaxenuem mogex AHIIA k mueno-
IIEPOKCHAA3EC U Y HAITUCHTOB C ABOMHOM CEPOIO3HU-
THBHOCTBIO BBIABASAOCH IPAHYACMATO3HOE IIEPUTAO-
MEPYAAPHOE BOCIAACHUE, B OTAUYHE OT IAIIHCHTOB
C TOpaKEHHWEM IIOUYEK TOABKO aHTHTeAamMn kK BMK.
Taxxke, B pe3yAbTATE HCCACAOBAHISA OHH IIPUIIAH K BEI-
BOAY, 9TO y IAITHEHTOB C ABOIHOM CEPOIO3UTHBHOCTBIO
HICXOA B OTHOIIICHIY BOCCTAHOBACHISA (DYHKIIHN ITOYCK
HE Ay4IIIE, YeM y HAIUEHTOB C IHOPAKECHHEM IT0YCK
TOABKO anTuTeAamu kK BMK;| Ho xyixre, uem y mmanmenToB
toapko ¢ AHLIA k mueaonepoxcuaase [61].

B Amrepatype mMeercs MaAO CBEACHUIT O ACYECHHN
IAIIIEHTOB C ABOMHOI CEPOIIO3UTHBHOCTBIO H B OCHOB-
HOM HH(OPMAIIHSA IPEACTABACHA OITNCAHIEM KAHHI-
JecKHX cAydaeB [62-64]. Mcxoad n3 mpeACcTaBACHHBIX
AUTEPATYPHEIX AAHHBIX ACYCHHC IIAIHECHTOB 3aKAIOYA-
AOCH B HA3HAYECHUH IMMyHOCyIpeccuBHoMN Teparmu I'K
u rkAopocdammraom B coderannn ¢ [10. Murakami T.
u coasT. (2011), orryOAMKOBABIIIHE KAMHUYECKUI CAydait
VCIICIITHOTO ACYCHHA MAITHEHTA C ABOMHOI CEpOIIO3N-
THBHOCTBIO, OTBOAAT OCHOBHYIO POAB B CHIDKCHII aH-
tuteA kK BMK IO [55]. Onennts 00bexTHBHO 9hhek-
tusHOCTB 11O y Takoil kaTeropun MaUEHTOB BBUAY
MAAOYUCACHHOCTH CAYY4€B M OCOOCHHOCTEH AAHHOIO
3200A€BAHUA 3ATPYAHHTEABHO.
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B AaHHOI IyOAMKAIIIH OIIMCAHO KAMHHYECKOE Ha-
DAFOACHIIE IIPHMEHEHIA METOAOB 9KCTPAKOPIIOPAABHOM
TeMOKOPPEKITHN B KOMIIACKCHOM ACYCHHU IAIIHCHTA
¢ aoitHoII ceporosutusaOCTh K AHLIA 1 anTnTesam

k bMK.
Kauanaueckuii cayuaii

[Mamuent K., 38 aer, 15.12.2018 roaa mocrymua
B BMeaA um. C.M. Kuposa (r. Canxr-IlerepOypr).
M3 amamBes3a M3BECTHO, YTO BO BTOPOM ITOAYTOAMH
2018 r. oTMeYaA 32A0KEHHOCTb HOCA, ABAJKABI SITH30A
HOCOBBIX KpoBoTeueHuil. B xonme aexadpsa 2018 r. or-
MEYCHO BOSHHKHOBEHHE rureprepmun Ao 38,5-39,0°C
¢ 03HODOOM, OOAB B TOPAE, CYXOI KaIlleAb, OOIIas CAa-
60CTh. 32 MEAMIIMHCKOH ITOMOINBIO HE OOparmaAct,
ACYIHACSH CAMOCTOATEABHO, IIPUHIMAA KAPOITOHIKAIO-
Iue CpeAcTBa. B cBA3H ¢ coXxpaHArOIIeica ANXOPaAKOH,
ITOABACHHEM IIPOKHAOK KPOBH B MOKPOTE OOPATHACA
B IIPUEMHOE OTAEAECHHE BOCHHOTO rocrutasd. [Ipu
obcaeaoBannu BesiBACHO: potennypus 0,03 r/a, re-
MatypusA — 100 spuTpoIIUTOB B IIOAE 3pEHHSA, B OOIIEM
anaamse kposu: Hb 100 r/a, aetikormrsr 11,3X10%/4,
pomGormtsr 255X107/A, COD 64 mm/ 4. TTo AasHBIM
penTreHorpadpuu AErkux OOHAPYHKEHBI MHOKECTBEH-
ueie AuddysHble 09aroBo-HH(MUABTPATHBHbIEC 00Pa30-
BAaHHA OOOHX ACTKHX. /\edeHne aHTHOAKTEPHAABHBIMU
IIpEnapaTaMi He IIPHBEAO K YAVUIIEHHIO COCTOSHIA.
CoxpaHAAaCh AUXOPAAKA, OBIAO OTMEYCHO CHIKCHIE
maccer Teaa. 01.01.2019 r. y manmenra pasBuAoCh T1-
KEAOE ACTOYHOE KPOBOTEUYECHHE C IIPOIPECCHPYIOIICH
ABIXATEABHOM HEAOCTATOYHOCTBIO. [ TarienT ObIA 1Iepe-
BeAer Ha VIBA, mpoBoamaace remocrarmdeckas tepa-
s, HHY3UA CBEKE3AMOPOKEHHON ITAA3MEL, IIYABC-
Tepanus MeTHAIIPEAHn30A0HOM 110 3000-2500 mr/cyr,
3 ceanca maasmadpepesa (01.01, 02.01, 03.01.2019 r.),
o00beM Kaxaoro cocrasua 1000 Ma ¢ 3amertenuem cae-
Ke3aMOPOKEHHOH ITAa3MOI. BBUAY passuTud mocrt-
reMOPPArmYeCKOll aHEMHU BBIIIOAHEHA TpaHCchy3ns
5 A03 apurponnTapHoii Maccel. CocrosiHue 60ABHOTO
OCTaBAAOCH CTAOMABHO TAKEABIM, ABIXATEABHAS HEAO-
CTATOYHOCTD HE IPOIPECCHPOBAAL, OAHAKO COXPAHAANACH
HEOOXOAUMOCTb ITPOBEACHHSA HHBA3HBHON PECIIHPATOP-
HOI TIOAAEPZKKH C TIEABIO TIOAAEPKAHUSA ITPUEMAEMBIX
IIOKAa3aTEACH ra3000MeHa.

C MoMeHTa IOCTYIACHHA IAIINEHTa B OTACACHHE
peaHHMAINY U HHTCHCUBHON TEPAIIMH OTMEYAAOCH
HApACTAHHE YPOBHEH MOYEBHHBL (A0 25,8 MMOAB/ A)
u kpeatnrnHa (A0 270 MKMOAB/A) Ha POHE HOPMAAD-
HBEIX ITOK43aTEACH dAEKTPOAHUTHOTO COCTaBa KPOBHU
U TEMITA AUyPE3a aA€KBATHOTIO BOAHOI Harpyske. ITpo-
BOAHMAACH A DepPeHINAAPHAA AHATHOCTHKA MEKAY
ABYCTOPOHHEH ITHEBMOHHEI, CHHAPOMOM L'yArmacuepa.
[To perreHnIo KOHCHARYMA AAfl AAABHEHIIIETO ACYCHIA
IIAIIIEHT OBIA IIEPEBEACH B KAUHHKY aHECTE3HOAOTUN
n pearnmarororuar BMeaA mv. C.M. Kuposa. [1pwu mo-
CTYIIACHUH B KAUHHKY COCTOSHIE PACIICHHBAAOCH KaK
TAKEAOE, OOYCAOBAEHHOE CHHAPOMOM SHAOTE€HHOI HH-
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TOKCHKAITHH, ABIXaTEABHOI HEAOCTATOYHOCTHIO. [1pn
nymmyaodepmertaoM anaanse (MPA) obnapyxena ru-
neprpoaykiua AHIIA co crrermudmraroctsio k mpore-
nHase 3, ypOBEHb KOTOPHIX B TPHALATH Pa3 IIPEBBIIIAA
BepxHee pedpepertHOe 3HaveHue (312 EA/MA.), a Takke
AHTHTEAA K 0A3aABHON MeMOpaHE KAYOOUKOB, B IIIECT-
HAAIIATH Pa3 IIPEBBIITAIOIIIE BEPXHIOIO IPAHHITY HOPMBI
(320 Ea/maA). TTo AaHHBIM KOMITBEOTEPHOI TOMOIpachrn
OPIraHOB IPYAHOH ITOAOCTI U IIPHAATOYHBIX I1a3yX HOCA:
KapTHHA HHPUABTPAIIIN BO BCEX CETMEHTAX ODOHX A€T-
KHX H OIIPEACASIAOCH COACP/KUMOC B ACBOII BEpXHEUE-
AFOCTHOI ITa3yXe C ITNIEPACHCHBIM KOMIIOHEHTOM, B OC-
HOBHOH IT1a3yXe, B KACTKAX PEIIETIATOrO AAOUPHHTA,
B HIDKHHEX HOCOBBIX XOAaX € 0Oeux cropos. [larment
KOHCYABTHPOBAH BPAYOM-PEBMATOAOTOM, YCTAHOBACH
Anarzo3: CHCTEMHEIH BACKYAHT, 4CCOLIMIPOBAHHBIN
¢ AHIIA n artHTeAamn k 6a3aAbHON MEMOpPaHE KAY-
DOYKOB, C HOPAKEHUEM ACTKUX, IIOYCK, OKOAOHOCOBBIX
I1a3yX, OCTPOE TE€YEHHE, AKTHBHOCTD 3 CT. YUnTHBAA
KAMHHYECKYIO KapTuHy 1 a3 ekt oT mrasmadepesa
B AHAMHE3€, IIPHHATO PEILICHUCE O BEIIIOAHCHIHU CCAHCOB
IIA23MOOOMEHA: IIPOBEACHBI YETHIPE OIIEPAIIUH B O0b-
eme 100% OMII (3000 mA) ¢ 3aMerrieHneEM AOHOPCKOM
11Aa3MO0H. COCYAUCTBIN AOCTYII: ABYXIIPOCBETHBIH I1ep-
py3HOHHBI KaTeTep, YCTAHOBACHHBIN B IIPABYIO ITOA-
KAIOYHYHYIO BeHy. ['emapunnsanud: permoHasbHasi,
20 terc. EA remapuna B konTyp. ITocaeanne 3 ome-
PALIIH BBIITOAHAANCH B COYETAHNU C ITYABC-TEPAITHEIT
meruA-pearnzoronoM 1000 mr u nukaodocdamu-
Aom 1000 mr. ITocae mpoBeaeHHA IEPBOM omepannun
ITA23MOOOMEHA OTMEYIAAACH HEKOTOPASA IIOAOKITCABHAS
AUHAMUIKA, ITPOABASIONIAACH CHIKCHUEM BBIPAKEHHO-
CTH ABIXaTEABHOH HEAOCTATOYHOCTH — POCTA MHAEKCA
oxcurernaruu co 161 ao 171 npu ymensrmenuun FiO2
¢ 80 a0 50%, cHmKEHNA TAPAMETPOB PECITIPATOPHOM
ITOAACPIKKH. DBIAQ IIPOAOAKEHA TEPAIIHS TAIOKOKOP-
THKOHAAMH U anTHOnoTHKaMu. Bmecte ¢ Tem Ha 13-¢
CYTKH OT MOMEHTA PAa3BHTHUSA BBIPAKEHHOHN ABIXaTEAb-
HOHI HEAOCTATOYHOCTH Ha (POHE IPOBOAUMON KOM-
ITAEKCHOM TEPAITHH IAITHEHT OBIA IIEPEBEACH HA CITOH-

H.B. Yy6uenko, A.B. Mapyxos, A.O. Mapénos, M.B. 3axapos, O.A. Koponskos, M.A. Mapdétosa

TAHHOE ABIXAHICE YEPE3 CCTCCTBEHHBIC ABIXATCABHBIC
nyta. [lo AaHHBIM KOHTPOABHOH KOMITBFOTEPHOH TO-
MOrpapHn OPraHOB IPYAHOH KAETKH OTMEYAAaCh I10-
AOMKUTEABHAA AUHAMUKA B BIAC YMCHBIICHUSA CTCIICHU
HMHTCHCHBHOCTH YYaCTKOB KOHCOAHAAIIMH ACTOYHOM
mapeHXUMBL. [IprucTeHOYHOE YTOAIIEHIE CAHSHCTOM
0DOAOYKH OCHOBHOI, IIPUYCTBEBEIX OTAEAOB, AOOHOH,
00EHX BEPXHEYCAIOCTHBIX I1a3yX U B CAUHIIHBIX KACT-
KaxX PEIIeTdaToro Aabupunra. AmHAMEKA AaOOpaTOp-
HBIX [TOKA3aTEACH IIPEACTABACHA B TaOAHIIE 1.

OTMeueHO CHMKEHUE ITOKA3ATEACH KpeaTHHHHA
A0 115 MKMOAB/ A 1 MOUEBUHBL KPOBH AO 12,3 MMOAB/ A.
[Tp#r KOHTPOABHOM HMMYHOAOTHYECKOM HCCACAOBAHII
kposu or 20.01.2019 r. ormMeduaroch cHIKEHHE THTPA
AHIIA (8 20 pa3 — 15 Ea/MA) 1 k GasaabHOI MeMOpane
kAyOoukoB (B 10 pas — 32). IlaruenT BbIIICaH B YAOB-
AETBOPHTEABHOM COCTOAHHU AAfl IIPOAOAKEHHSA aMOy-
AATOPHOTO ACYCHHS.

OGcyxaeHue

McxoAs U3 AQHHBIX, IIPEACTABACHHBEIX B COBPEMCH-
HBIX AHTEPATYPHBIX UCTOYHHUKAX, MOKHO IIPEAIIOAO-
AKUTh, YTO Y HIAIHEHTOB C ABOMHOI CEPOIIO3UTHBHO-
crpro, HecMoTpA Ha Haamune u AHIIA, n anturea
k BMK; B opranmsme IIpoTeKaroT He ABa ITaPAAAEABHBIX
uporuecca, xapakrepubix Aad AHIIA-CB n antu-BMK
3200AEBAHISA, 2 OAMH EAHHBIH ITPOIIECC CO CBOMMMU OCO-
6ernocramu. Msyaennto suadenus AHIIA B pasurun
ABOMHOM CEPOITO3UTUBHOCTH YAEASAOCH AOCTATOYHO
BunMaaus. CyIiecTByeT MHEHHE, UYTO IIOCAC IIPEA-
BAPHTEABHOTO IIOBPEKACHHA 0A3AAPHON MEMOpPAHBI
kAy0oukoB B caeactsrn AHITA-CB npouncxoant mo-
CAEAOBATEABHAA CEHCUOMAM3ANA K aHTUreHaM bMK
[66, 67]. ITpu AHIIA-CB addexrusrocts I1O ne moa-
TBepikAcHA, HarpoTus, npu anTu-bMK 3a00AeBannn
s dekTuBHOCTD AOKa3aHA. BAnfAer An BKAIOUEHHE
[1O B Tepanuro ABOIHOI CEPONO3NTHBHOCTU Ha IIPO-
IHO3 U UCXOA 3200AeBanms? ViMeeT Au 3HaYeHne B OTHO-
rrernu appexrusrocTn [10O cnerudnanocts anTHTEA

Ta6nuua 1| Table 1

OunHamuka nabopaTopHbIX NoKasateneii

Dynamics of laboratory parameters

FO2% e manomn wmonn AMUAERA ATKBMEK, Ex/un
Mpw noctynnennn 8 OPUT = = 270 25,8 312 320
1-b111 MO Jo 14.01.2019 . 80 161 255 234 - -
1-bi1 MO lMocne 50 171 237 21,8 - -
2-o11 MO do 17.01.2019r. 50 183 218 23,1 - -
2-o1 MO Mocne 50 178 224 19,0 - -
3-uin NO fo 18.01.2019 . 40 212 188 17,3 - -
3-uin MO MNocne 40 223 151 15,2 - -
4-p11 MO Jo 19.01.19T. 30 248 169 16,8 - -
4-p111 MO Mocne 30 308 134 14,0 - -
20.01.2019r. 30 340 115 12,3 15 32

FiO2 — ¢ppakuma BabIxaemoro Kucnopopa; AT — aHtutena; MO - nnasmoobmeH.

542 Hedponoruan guanus - T. 22, N2 4 2020



anMeHEHMe nnasmoobmeHa Npn CUCTEMHOM BACKYNIUTE C [LBOWHOM CEPOno3nTMBHOCTbIO

k BMK? OrBeTel Ha 9TH BOIIPOCHL IIOKA OKOHYATEABHO
HE HAHACHEHI.

Takum 06pa3om, HEOOXOAUMO ITPOBEACHHE AOTIOA-
HUTEABHBIX HUCCACAOBAHUI AAAl OIIPEACACHHA IIEPCO-
HAAM3HPOBAHHBIX IIOAXOAOB K A€YEHHIO ITAITHEHTOB
¢ AHIIA-CB u marueHToB ¢ ABOHHOI CEPOITO3HTHB-
"ocTbIO K AHLIA 1 agtureaam x BMK.

3akArouenue

[IpoBeacHHBIE 32 IIOCACAHHE ABA ACCATHACTHS HC-
CACAOBAHUSA IIPUBEAN K CYIIECTBEHHOMY YCOBEPIICH-
creoBaruro Tepanun AHIIA-CB u antu-bBMK 3a-
OoAeBaHUA, IIPEBPATUB B HACTOAIICE BPEMA AAHHEIC
3200A€BAHHA U3 CMEPTEABHBIX B XPOHUYECKUE C pe-
LUAUBHPYIOIIHM TEICHUEM U COIYTCTBYIOIIECH ITATO-
Aorueii. Beicokas TOKCHYIHOCTD IIPEapaTos, pasBuTue
TKEABIX ITOOOYHEIX 9(DEKTOB U ACCOLMHPOBAHHBIX
C ACUCHIEM 3200ACBAHNIT OIIPEACASIOT HU3KOE KAYECTBO
’KU3HU ITAIIIEHTOB M OOYCAABAHUBAIOT IIO-IIPEKHEMY
BBICOKYIO ACTAABHOCTB. OTKPEITBIM OCTA€TCS BOIIPOC
00 adpdexrusrocTH TpuMeHeHus [10 B KOMIIAEKCHOM
aeuerrnn AHITA-CB. C oAHOI cTOPOHBI, AOKAABHBIE
HEOOABIIIIE UCCAEAOBAHHA TTOKA3BIBAIOT IIOAOKATEAD-
HBle pesyAbTaTel mpuMenenns [10, ¢ Apyroit cropoHsr,
IIPOBEACHHBIC KPYIIHBIC HCCACAOBAHUSA HE BBIABUAH B OT-
AAACHHOM IIEPHOAE IIPEUMYIIECTB B TEPAIIHH C IIPH-
merenneM [10. B ommcannom kKAmHHYIECKOM CAyYae
codeTaHne UMMyHOCypeccusHon Teparmn ¢ 11O mo-
3BOAMAO CTAOMAH3HPOBATH ITOKA3ATEAH ra3000MEHa,
IIEPEBECTH IIAINEHTA HA CAMOCTOATEABHOE ABIXAHUEC,
KYIIIPOBATH IIOUEUHYIO HEAOCTATOIHOCTD. DppeKTuB-
HOCTB IpoBeAeHHOTO 11O moATBEpHKAAETCA CHIKEHIEM
THTPA AHTHTEA IO AAHHBIM IMMYHOAOIHYECKOIO HC-
CACAOBAHHA KPOBHU B AHAMUKE.
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