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Pesrome

Tepanesrrueckuii maasmoodmen (ITO) — ato mporeaypa, KoTopas mpeAcraBasgeT coO0OI IIporecc yaase-
HUA 60ABIIIOr0 00’bEMA IIAA3MBI C IIOCACAYIOIIVIM 3AMEITIEHHEM, IIPH 3TOM ITPOUCXOAUT YAAACHHUE PA3AMIHBIX
OMOAOTrMYECKH aKTUBHBIX BEILECTB, KOTOPhIE OKA3BIBAIOT IIATOAOTMYECKOE BO3ACHCTBHE HA OPraHU3M
narenTa. ITaasMooOMeH npu HEKOTOPBIX 3200A€BAHNAX ABAACTCA OAHIM U3 3B€HBEB ITATOI€HETHYIECKOM
reparmuu (AHKA-acconnupoBaHHbIN CHCTEMHBIN BACKYAUT, AaHTU(POCHOAUIIUAHBIN CHHAPOM, CHHAPOM
I'yanacuepa, TpoMOOTHYECKAA MUKPOAHTHOIIATHA U AP. ), YAAAAA IUPKYAUPYIOIIIIE IMMYHHBIE KOMIIAEKCBHI,
TIOBPEKAAFOIIIE TKAHHA H OPraHbI-MHIICHH, BOCCTAHABANBAET HAPYIIIEHHYIO CHCTEMY CBEPTHIBAHHA KPOBHU.
B 2016 roAy BBIIIAYM IIOCAGAHHE IIPAKTHYCCKIE PEKOMEHAAIINN aMEPUKAHCKOI0 001ecTBa adpepesa, B KO-
TOPOM BEAYIIIUE CIIEIIUAANCTBI B 00AaCTH apePe3HOH TepalIuy Ha OCHOBAHUY aHAAV32 MHOTOYHCAE€HHBIX
KAMHITYECKHX HCCAEAOBAHUM, AAFOT BPaUaM BCEX CIEIMAABHOCTEH, 3aHUMAIOIIIXCA IKCTPAKOPIIOPAABHOM
AETOKCHKAIIHEH, YeTKIEe PEKOMEHAALIUH 10 IPUMEHEHHIO apepe3HBIX TeXHOAOTuii. Takke pa3paboTaHbl
4 xaTeropuu IOKa3aHUII ¥ IIPOTUBOIIOKA3aHUI, OLICHUBAOIIUX IIOAB3Y IIPOBEACHHA IPOLIEAYP adepesa
AAA KOHKPETHOU HO30A0TUH. BHECEH pAA HOBBIX 3200A€BAHMI, TAKUX KAK ATOIIMYECKUN (HEHPOo) AepMa-
TUT (ATOIIMYECKAA IK3eMa), KAPAMAABHAA HEOHATAABHAA BOAYAHKA, dHIIe(pasonaTua Xamumoro, HELLP
CHHAPOM, 1Ipy KOTOPBIX I1O sABAAETCA OAHMM H3 BEAYIIHUX A€UEOHBIX MEPOIIPUATUN HAPAAY C LIUTOCTA-
TAYECKOI B T'AFOKOKOPTHKOCTEPOHAOI Tepanmeii. OAHAKO ocTaeTca psAA 3a00AeBaHMIL, IPU KOTOPOM HC-
noas3oBanue 11O ocraerca ciopHBIM, KaK HAIIPUMEP CEIICHC, 3TO 3aCTABAAET IIPOBOAUTH AAABHEHIIIHE
HCCACAOBAHUA B 3TOM HAIPABACHUH.

Abstract
Therapeutic plasma exchange (PE) is a procedure of removing and replacing a large volume of
plasma with various biologically active substances that have a pathological effect on the patient. Plasma
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exchange in some diseases is one of the components of pathogenetic therapy (ANCA-associated systemic
vasculitis, antiphospholipid syndrome, Goodpasture’s syndrome, thrombotic microangiopathy, etc.). PE
removes circulating immune complexes damaging tissues and organs and restores the coagulation system.
In the practical recommendations of the American Apheresis Society (2016) leading experts in the field
of apheresis therapy, based on an analysis of numerous clinical studies, gave clear recommendations
to use the apheresis technologies for extracorporeal detoxification. Also 4 categories of indications and
contraindications, assessing the benefits of carrying out apheresis procedures for a specific nosology
were specified. A number of new diseases have been introduced, such as atopic (neuro) dermatitis (atopic
eczema), cardiac neonatal lupus, Hashimoto encephalopathy, HELLP syndrome, in which PE is one of
the leading therapeutic approaches as well as cytotoxic and glucocorticosteroid therapy. However, the
use of plasma exchange in the treatment of some diseases remains controversial, for example, sepsis. So

further research is needed.
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[Taasmadpepes — TepMUH, KOTOPBHIM OOO3HAYAIOT
HPOIEAYPBI 9KCTPAKOPIIOPAABHOTO PA3ACACHHUSA KOMITO-
HEHTOB KPOBH C IIOCACAVFOIIEH (PUABTPAITHEH IIAA3MBL
DUABTPAITHIO ITAA3MBI M3 IIEABHOH KPOBH OCYIICCTBAfA-
eTcA AByMA CIIOCOOAMH: IIEHTPH(YTHPOBAHNE UAH ITAA3-
MOOOMEH Yepe3 ITOAYIIPOHUIIAEMYIO MEMOPAHY.

[pu nesTprd yrIpOBAHNE IIPOUCXOAUT PA3ACACHIE
KPOBH Ha KAETOYHBIE IAEMEHTBI 1 IIAA3MY, IIOCAE YEro
IIAA3MY YAQAAFOT, 4 KACTOUHBIC 9AEMEHTH peHH(Y3H-
PYIOT HAIIMEHTY, CMEIINBAA C AOHOPCKOM ITAA3MOI HAH
APYTHM 3aMEIIaroInuM pactsopom [1].

Tepanesriaeckuii maazmoodbmen (I10) — aro mpo-
LIEAYPA, KOTOpas IPEACTABASET COOOIT IIporrecc 3a00pa
OOABIIIOr0 OObEMA TIAA3MBI C ITOCACAYIOIINM 3aMerrie-
HHEM. Y AAACHHE ITAA3MBI MOKET AOCTUTATh 3HAYNTEAD-
HOTo 0ObEMa M, ECAH HE IIPOBOAUTCA OAHOBPEMEHHOE
eé 3aMereH e, TO Pa3BUBACTCA THIIOBOAEGMHSA M COCY-
ATt koaaanc. [Ipu 1O mponcxoant pasaeaenue
KOMIIOHEHTOB KPOBH ITyTeM (DHABTPAIIIH YePEe3 BhI-
cokorpoHuIaemyio Memopany. Kposp uepes mopsr
B MEeMOpaHe Pa3sACAAETCA Ha KACTOUHBIC U HEKACTOY-
HBIE KOMITOHEHTBI, IIPH 9TOM IIPOMCXOAHT YAAACHHE
KPYITHOMOAEKYASIPHBIX BEIIECTB, TAKHX KaK aHTHTEAR,
MIMMYHHBIE KOMITACKCBI, KDHOTAOOYAMHBI, ACTKHE ITCTIH,
SHAOTOKCHHEI, AUIIOIIPOTENHbI, COAEPIKAIIIIE XOAECTE-
PHH, IIPH 9TOM COXPAHAIOTCA KACTOYHBIE SAEMEHTHI
KPOBH. YAAACHHAS ITA23MA 3AMEINAETCA AOHOPCKOM
IIAA3MOM HAN PACTBOPOM aABOYMHHA (KaK IIPABUAO, ITO
5% pactBop). I1aasmadepes yaaasder MeHbIIIEE KOAU-
YeCTBO ITAA3MBI, OOBIYHO MeHee 15% oT oObema kposH
IAITIEHTA, U II03TOMY He TPeOyeT 3aMEHBI YAAACHHOI
maasmel. B mporiecce 1O u3-3a pasbaBAeHMs 1mAa3Mbr
3aMEIIAFOIIIEH KUAKOCTBIO YAAAAEMBIE BEIIECTBA IIOA-
HOCTBIO He aAmMuHupyrorcd. [lpn kaxaom oOmene
or 1 Ao 1,5 amTpoB maasmel, yaasderca Toabko 60%-
70% ITaTOAOTHYECKOTO BEINECTBA, IPUCYTCTBYOIIETO
B 11Aa3Me k MoMerTy Hadaa [10. DddexruBroCTS 1IpO-
1eAypsl 3aBucut o1 oobema maasmel (OIT), yaarenHoit
II0 OTHOIIEHHIO K 0OIIEeMy 00bEMY HUPKYAHPYIOIICH
naasmer (OLIT), or pacrpeseAeHIs ITATOTEHHOIO Be-
IIECTBA MEKAY BHYTPHCOCYAHCTBIM M BHECOCYAUCTHIM
IIPOCTPAHCTBAMH, 4 TAKKE CKOPOCTH OOpa3OBaHMA
U PACIIPEACACHNS ITATOAOTHYECKOTO CYOCTPaTa MEKAY

cexropamu. 32 OAMH OOBEM ITAA3MBI YAAAACTCA AHIIH
65%0 IaTOAOTHYECKHX BEIIIECTB U3 BHYTPHCOCYAUCTOIO
npocrparctsa. [lpu obpadorke 1,5 OIl yaaasercs
okoAO 75%, a mpu 3amernennn AByX OIT yaaaserca
oxkoAo 85% matoaormueckoro cyocrpara [2]. Ilepe-
paCIPEACACHHE BEIECTB DOABIION MOAEKYAAPHOI
MACChI MEKAY BHECOCYAUCTBIM U BHYTPHCOCYAUCTBIM
IIPOCTPAHCTBOM OYAET IIPOUCXOAUTH OTHOCHTEABHO
measeHHO (0T 1% A0 3% B 4ac). Taxkum oOpaszom, Aad
VAAACHUA ITATOAOTHIECKON CYOCTAHIIMH MOKET IIOTpE-
©OBaTHCA HECKOABKO ITOCAEAOBATEABHO ITPOBEACHHBIX
IIAA3MOOOMEHOB € HHTEPBaAOM OT 24 A0 48 1acos. Ecan
PECHHTE3 ITATOAOTHYECKOTO BEIIECTBA IIPOMCXOAUT MEA-
ACHHO (T.€. MEAACHHO (DOPMHPYIOIIIEECT AHTUTEAO), TO
HOHAAODHUTCA, IO MeHbIIeil Mepe, 5 mporeayp [10 B Te-
vyenne 7-10 aneit A yaaserns 90% reppoHavaAbHOTO
o0bemMa maroAormdeckoit cyocrarnum. Ecau ckopocts
CHHTE32 BBICOKaA (TO €CTh, OBICTPO (pOpMUPYA AHTH-
TEAO, KOMITOHEHTHI KOMITAGMEHTA), TO MOTYT ITOTpeOo-
BATHCA AOIIOAHUTEABHBIE IIpOLieAYpHL. [Ipu HekoTOpEIX
AYTOMMMYHHBIX 3a00AEBAHHAX CKOPOCTH OOPA30BAHIA
AyTOAHTUTEA MOKET 3HAYUTEABHO ITPEBBIIIATH OOIIee
KOAHYECTBO HMMYHOTAODYAHHOB. DTO XapAKTEPHO AAL
cuaapoma I'yArracaepa, Ipa KOTOPOM OTMEYAETCA ObI-
CTPBII POCT AHTUTEA K TAOMEPYAAPHOIN OA3AABHOI MEM-
Opaue (artu-I'bBM) mocae mposeaennoro [10. Takum
0bpasom, abcorroTHOE cHmKerne Ha 70%0 ITaTOre HHBIX
ayroanTHTeA Tpedyer, 1o menbreii mepe, 3 OIT u ro-
Pa3A0 DOAee HHTEHCHBHBIN IpadpuK ACUYEHHA U IIPH-
MEHACTCA IPH OTCYTCTBUH 9(PeKTa OT IMMYHOCYIIpEC-
CHBHOH Tepanuu [3].

MexaHn3M AEHCTBUA IIAA3MOOOMEHA OCHOBAH
Ha OOBEMHOM YAAACHHH U 3aMEHE ITAA3MBI, IIPH KO-
TOPOM YAAAAFOTCH IATOAOTHYECKUE BEIIECTBA, TAKHE
KAK MIMMYHOTAOOYAMHBI, IMMYHHbBIE KOMIIAGKCHI 1 ITH-
TOKHHEL [IpeArioAararoch, 9To yAaA€HHE 3THX BeIle-
CTBA ITPEACTABAAIOT cODOM OCHOBHOI MEXAHU3M ACH-
creuda [10. Oarako 910 He OOBACHAET OTCPOUECHHOE
ACHICTBHE TIAA3MOOOMEHA B HEKOTOPHIX CAydaax. Ao-
IIOAHHTEABHBIE HCCACAOBAHIS CBHACTEABCTBYIOT O TOM,
g0 [1O moikeT 00AaAATE IMMYHOMOAYAHPYFOIIIM 3¢b-
pexToM IOCAE YAAACHIA HIMMYHOTAOOYAHHOB. [TpH nc-
caeaosarnu 772 vitro eisBAeH addext [10 ma T-xkaerkn,
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IIpX KOTOPOM OTMEYEH CABUI B OaAaHCe Th1/Th2

co casurom k Th2/Th3, uto B cBOO 0¥epeAb IIPUBO-

AUAO K mopaaBaeHuro BerpaboTku 1L-2 i IFN [4]. Ipo-

neaypa [1O sBAsieTCS HECEAEKTHBHOM, II03TOMY OAHO-

BPEMEHHO IIPOMCXOAUT YAAACHHE KaK HOPMAABHBIX, TaK

U IATOAOTMYECKUX KOMIIOHEHTOB maasMer. Hamprmep,

IIPH HCIOAB30BAHHH B KA4ECTBE 3AMEIIAFOIIEIO PaC-

TBOpa — PACTBOP aABOYMUHA CHILKACTCH AKTHBHOCTD

MHOTUX (PAKTOPOB CBEPTHIBAEMOCTH H BBIABAAIOTCA

IIATOAOTUYECKHE CABHTH B KOAaryAorpamme. 3Hadn-

TEABHO cHrnKaeTcsl kounentpanud gaxropos V (FV),

FVIIL, FVIL, FIX, FX u VWF [5, 6, 7]. Boccranosae-

npne HopMaabuo# akrusaoctu FVIIL FIX i daxropa

BuaneOpanaa mpoucxoAnT He paHee dem depes 4 gaca

ocAe mporeAypsl 11O, B To Bpema kak ocTaAbHBIE

(paxTOpPBI CBEPTHIBAHISA KPOBU BOCCTAHABAUBAIOT CBOIO

AKTHBHOCTDB TOABKO uepes 24 Jaca II0CAe IPOIIEAYPHL,

HaupumMep udpuHOTreH Aocturaet 66 % ypoBHA OT nc-

XOAHOTO TOABKO ¥epe3 72 uaca IT0CAE IIPOIIEAYPH! [8].
[TaasmMooOMeH OBIA BIIEpPBBIE HCIOAB30BAH

B 1952 roay y OOABPHEIX ¢ MHOXKECTBCHHOH MHEAO-

MOH C I[€ABIO YMEHBIIECHUA THIIEPBASKOCTH KPOB.

B 1970-x roaax I1O craa mpnMeHATBCA KaK METOA

AedeHHS HeBpoAsormdeckux saboaesanumit [9, 10].
Briepsore 1982 roay Coser AMepHKaHCKOI MEAHIIHH-

CKOH ACCOLIHAIIIH ITO HAYIHBIM BOIIPOCAM IIPHHAA Pe-

IIIEHIE O CUCTEMATH3AIINH ITOKA3AHUH K ITAA3MOOOMEHY

1 crioco0am ero rposeAenusd. beiaa cozaana sxcriepraasn

rpy1sr 13 10 CIEHAANCTOB IO PA3HBIM KAMHITICCKUM

HATIPABACHHAM AAA AHAAT3Q IMEFOIIIXCSA HA TOT TIEPHOA

BpeMeHn AaHHBIX 00 adpdexrusroctu [10.
[ToAydeHHBIE PE3YABTATH ITO3BOAMAU BBHIACAHTH

4 xareropnun MOKa3aHUI / IIPOTHBOIIOKA3ZAHMI AASl KaK-

AOH KOHKPETHOH HO30AOTLHH, TAC HCIIOAB30BAACS AAH-

HEBII METOA 9KCTPAKOPIOPAABHOMI TEMOKOPPCKITHH:

I. Cocrosnmus, koraa adepes — 310 1epBasg AUMHHSA Te-
pamun (MOHOTEPAIINA HAM B COYCTAHUE C APYIHM
A€YEHHUEM).

II. Bropas AumuA Tepanuu — AUOO KaK CAMOCTOATEAD-
HOE A€YEHHE, AHOO B COYETAHNU C APYITUMHI PEKHU-
MAMI ACYCHUSL.

I OrrraMaabHas poAb adpepe3HON Tepalluy He yCTa-
nosAeHa. [IpunATHe pereHnii AOAKHO OBITH
HHAUBUAYAABHBIM.

IV. Hapyrrenns, B KOTOPHIX OIyOAHMKOBAHHEIE AO-
KA32TCABCTBA ACMOHCTPHUPYIOT HAH IIPEALIOAA-
raet, 4ro adepes ABAderca HeddEKTUBHBIM HAK
BPEAHBIM.

C 1982 roaa mo HacrodIee BpeMs y/Ke BBIITYIIIEHO
HECKOABKO PYKOBOACTB IT0 ahepe3HOI TEPAIIHH, TAC
Ha CCTOAHAIIHUN ACHb HMCIOTCA YETKO IIPOIIHCAH-
HBIE TIOAOKEHIA 110 TAa3Mo0OMeny. [Tocaeanee py-
KOBOACTBO aMEPUKAHCKOTO 00ITIecTBa adepesa H3AAHO
B 2016 roay [11]. B aTOM pyKOBOACTBE IIPEACTABACHEL
TpU OOA3ATCABHBIX YCAOBHUS AASl AACKBATHOIO IIPOBE-
Aeans 110, arober mAa3Mo00MeH OBIA 0OOCHOBAHHEBIM
METOAOM ACUEHHSA, HECOOXOAUMO CODAFOAATH KAK MUIHH-
MyM OAHO M3 3THUX JCAOBHIH:
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I yaaasemoe BemmecTBO MMeeT OOAEE BEICOKYEO MOACKY-
aspayro maccy (215000 d), koropoe He MozxeT OBITH
YAAAEHO APYTHMH METOAAMH 3KCTPAKOPIIOPAABHOM
ACTOKCHKAIUH (reMO(PUABTPAIIHA HAU AHAAN3 C BBI-
COKHM IIOTOKOM).

II. sx30reHHOE OTPABAMAIOIIEE BEIIECTBO, TPEOYIOIIETO
OBICTPOTO BEIBEACHHSA U3 OPrAHU3Ma, YTO HEBO3-
MOZKHO IIPH OOIIEIPHHATON TEPAIIHN.

III. AAF'TEABHO IIPKYAHPYIOITICE B OPraHMU3ME ITAITHCHT
IIATOAOTHIECKOE BEIIECTBO C AAHTEABHBIM IIEPHO-
AOM ITOAYBBIBEACHHSA MOKET C YCIIEXOM YAAAEHO
mpu [10, 9T0 COOTBETCTBEHHO YMEHBIIINT ITOBPEK-
AQroIIee ACHCTBHE HA OPIAHBl M TKAHH.

[TprMepoM ITIOCACAHETO TIOAOKEHUA MOKET CAYKHTD
yAaAeHHe ayroanTuTeA. ECTecTBEHHBINA IEPHOA TIOAYBBI-
BeacHus ummyHoraodyauaa G (IgG) cocrasaser mpu-
OAnsuTEABHO 21 ACHB, 2 IMMYHOCYIIPECCHBHAA TEPATIIS
HE MOKET HEMEAACHHO IIPHOCTAHOBHTH HX BEIPAOOTKY,
YTO MOKET OKazaThes pararbHbIM y OoAbHBIX ¢ AHKA-
acconuupoBaHHEIM BackyAuTom (AAB) [12].

Tepanesruaeckuit apdexr [1O pocruraercs myrem
BOCCTAHOBAGHHA PEOAOIHN KPOBU (CHUKEHHE BA3-
KOCTH), VAVUIIIEHHE MHKPOIIMPKYAAIIMH, HOPMAAU-
3amuy (DYHKIIHH SHAOTEAUS COCYAOB, 9PUTPOIIHTOB,
TPOMOOIINTOB, IOBBIIIIEHUA OKCUTCHAIINN TKAHEH,
CHIKCHIA aKTUBHOCTH ayToaHTHTEA. OCHOBHBIMH
[IOKA3AHHAMH K ITAA3MOOOMEHY B ITPAKTHKE HHTCH-
CHBHOIO TEPAIIEBTA, MOTYT ABAAIOTCA — ATOIMYECKHIH
(HEHpO-) ACPMATHT (ATOIIHYECKAS IK3EMA), CHHAPOM
CruBenca-AJKOHCOHA, TOKCHYECKHI SITHACPMAAbHBIH
Hekpoaus (cmapapoM Aaiteara), AHKA-acconnmpo-
BAHHBIM CHCTEMHBIN BACKYAHT C IIOPAKEHHEM ITOYCK,
Aerkux, koxu, [IHC, cucremsr xposn (rpanysemMaros
Berenepa), curapom I'yammacuepa, cucremMHas kpacHas
BOAYAHKA, dPUTPOIIOITHYECKAS TOopdupus, sHIeda-
Aorarusa XaruMoTO (4yBCTBUTEABHASA K CTEPOMAAM JH-
nedasonaTus), OCTpasd HeIEHOIHASL HEAOCTATOUHOCTB,
HELLP cunapowm, TpoMOOTHYECKAA MHKPOAHTHOIIA-
T (TMA), TpoMOoTHYeCcKas TPOMOOIHTOIICHIYECKAs
nyprypa TTII (6oae3ns MOIIKOBHIL), aTUITNYHBIIT
reMOAHTHKO-ypemudeckuit cuaapom (al'VC), amru-
dochoanmuansiit cuaapom (APC) u kak ero kpaiine
taxeAan gopma — katactpodpuueckniit APC (KADC),
cerrcrc [12].

Ocrpas nedyeHoUHAsA HEAOCTATOYHOCTD

Ocrpas neuenounas HeaocTaTognoctsh (OITaH) —
OCTpOC IOBPEKACHUE IICYCHU BO3HUKACT ITOA ACH-
CTBHEM I'EITATOTOKCHYECKUX BEITIECTB, AYTOMMMYHHOTO
LCIIATHTA, B KPHTHICCKUX COCTOAHISAX, IIPU HCOIAACTH-
4eCKOH MH(UABTPAIINH, OCTPBIM CHHAPOMOM baaa-
Kmapu. Cmeprrocts Aocturaer 50-90% Bcaeactre
OCTPBIX METAOOANYECKUX HAPYINCHUH, ICICHOYHON
suI1eANOIIATHN U TAKEAOH KoaryAomaTun. CHCTeMBI
HOAACPKKH TIEUEHH BKAFOUAIOT KACTOUHBIE M HEKACTOY-
HBIC METOABI Teparu, Takue kak 110, aapOymMuHOBbII
Anaaus, MARS (cucrema pertupkyAAIInm MOAEKYAAP-
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HBIX 24ACOPOEHTOB), (DPAKIIHOHHPOBAHHOE PA3ACACHHE
1 aACOPOIINA IIAA3MBI, CEACKTHUBHAS ITAA3MEHHO-OOMEH-
Has Teparus. Apyrue HOBBIC IIEPCIICKTHBHBIC IIOAXOABL
BKAIOYAIOT TPAHCIIAAHTAIIUIO TEIATOIIUTOB U TKAHEBYIO
nmxenepuro [13, 14]. I1O npn OITaH yaaaser caasan-
HEIE C AABOYMHUHOM TOKCHHBI, 4 TAK/KEC HECBA3AHHbIC
TOKCHHBI, BKAIOYas aPOMATHIECKHE AMHHOKHCAOTHI,
AMMHAK, 9HAOTOKCUH, HHAOABL, MCPKAIITAHBL, (DEHOABL
u Apyrue akTopsl, KOTOPBIE MOIYT OBITH IIPHIHHOLI
IICYCHOYHOMU KOMBI, FHHepKHHCTI/IqCCKOFO CHHAPOMa
U CHIKCHHS CHCTEMHOTIO COCYAUCTOTO COLIPOTUBACHHE.
1O Tarke MOMKET BOCCTAHABAMBATH TEMOCTa3, ObecIIe-
4gpBas PAKTOPEL KOATYASIINY U YAAACHUE AKTHBIPOBAH-
HBIX (DAKTOPOB CBEPTHIBAHHA KPOBH, TKAHEBOTO AKTHBA-
TOpA IIAQ3MIHOIEHA, IIPOAYKTOB pa3AokeHud pudpuma
u ubpunorena. Y HEKOTOPEIX IIAIIUEHTOB MOMKET BOC-
craHaBAUBaThCA PyHKIHA Iedenn npu Aedennu [10.
V APYIHX IAIHEHTOB B IIPOLIECCE ACYUCHUSA TpeOyeTcs
TPAHCHAAHTANNA IIedeHH, U B aToM caydae 11O sB-
AfIETCA ITOATOTOBKOM K AaHHOI omeparnu. Heaasnee
PAHAOME3HPOBAHHOE KOHTPOAUPYEMOE HCCACAOBAHIC
(PKI) y marmenTos ¢ OITaH u nevenounoit snneda-
Aomarmeil mokasano, uto teparus MARS u TIO/MARS
9KBHUBAACHTHBL B OTHOIICHUN KAMHHYECKUX HCXOAOB
(30-ameBnas cmeprrOCT). B 2014 roay Li cooOrmma,
YTO KOMOMHHPOBAaHHOE HcroAb3oBanue 10, remo-
nepdysun 1 OOBIYHOMN HEIPEPHIBHON BEHO-BEHO3HOM
reMOUABTPAIINN YAAASAR TOKCHYHBIE METAOOANTEH,
0coDeHHO OHAHPYOHH, OoAee 9P EKTUBHO, geM APYToe
aegerne 0e3 [10 [15]. BercokooOpemMubIi maazMoo6-
meH (BOITO) — ncnoapsosaaca aas aevenns OITaH
y 183 marmeHTOB. DTO HCCACAOBAHNE ITOKA3AA0 CTATH-
CTHYCCKH 3HAYUMYIO OOIIyro BenKHBaeMOCTb (58,7%
pu BOITO) 1o cpaBHEHHIO CO CTAHAAPTHEIM ACUCHHIEM
(47,8%) (P<0,001) [106].

B kagecTBe 3aMEIIAIOIIETO PACTBOPA IPEALIOYTCHIE
OTAAETCS ITAA3ME 13-32 YMEPEHHON HAHM TAKEAOH KOa-
IVAOIIATHH; OAHAKO HCIIOAB30BAHIE AABOYMIHA TAKKE
IIPHEMAEMO.

O6mwem samemenns: [10: 1-1,5 OIT; BOITO — me-
AeBas Ao3a 15% maeaabHOM Maccs Teaa. Hactora: exe-
AHEBHO AO T€X IIOp, IIOKA HE OYACT BBIITOAHEHA TPAHC-
IIAQHTAIIAA [IEYE€HH HAU BOCCTAHOBACHHE (DYHKITHL.
buoxumuyeckuit otser Ha POHE IPOBEACHUSA IIAA3-
MOOOMEHA CACAYET OIICHUBATH HA CACAVIOIINI ACHB
(man wepes 12 wacos uam 60Aee mocae I10).

Cunapowm I'nitena-Bappe

Cunaponm I'nitena-bappe (CI'b) — ato ocrpas ayro-
MMMYHHAS BOCITAAUTEABHAS TIOAUPAAUKYAOHEHPOIIA-
THA, TIPOABAAIOIIAACA BAABIMU TTAPE3AMH, HAPYIIICHIAMI
IyBCTBHTEABHOCTH, BETETATUBHBIME PACCTPONCTBAMIL.

CI'b sBAseTCa OCTPOIT IPOIPECCHPYIOIIEH APAAH-
THYECKON OOAE3HBIO, 3ATPATHBAIOIICH KaK MOTOPHBIE,
TAK M CEHCOpHBIE Iepudepudeckne HepBul. B maro-
rerese CI'b urpaer orpoMHyIO poAb ayTOUMMYHHBII
kommonent. [Ipeamnectsyroriee nndekiponnoe 3a00-
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AeBaHmue, Takoe kak Campylobacter, IpeArroaaraet Berpa-
BOTKY KPOCC-PEAKTHBHBIX AHTHTEA IIPOTHB PA3ANIHBIX
raurAnosuAo0B, Bkarouas GM1, GD1a, GalNAc-GD1a,
GD1b, GQ1b, GD3 u GT1a, ocoberno B moATHIax
cuapapoma AMAN n Miller Fisher [17]. Ocaomnenns
coxpausrorcs y 20% IanueHToB, IPUIEM OKOAO IIO-
AOBHHBI M3 HUX OCTAfOTCA HHBaAHAAMHU. CMEPTHOCT
onenusaerca B 3% [18]. IIpoBeaenne ceancos mmaazmo-
oOMeHa OAATOIIPUATHO BO3ACHCTBYET Ha TedeHHE OO-
A€3HH, U HECKOABKO OCHOBHBIX PKM mmoATBepAmAn ero
s dexrusrocts mpu CI'b [19].

Pexnm mposeaenns [10: 1-1,5 OI1. Yacrora: exe-
AHEBHO. 3aMEIIAIOIIHI PACTBOP — IIAA3MA X BO3MOKCH
aApOyMHH. AAUTEAPHOCTD ACYCHUA OOBIMHO COCTABAACT
5-6 T1O, x0T HEKOTOPBIM IAITMEHTAM MOKET IIOTPEOO-
BaThCA AOITOAHUTEABHOE AcueHue [10 [20].

KpnoraoGyamaemms

KproraobyAnHbBl — 970 HIMMYHOTAOOYANHBL, KOTO-
pbie OOPATUMO OCAKAAIOTCA IIPH HU3KUX TEMIICPATY-
pax. ArperanTsl KpHOrAOOYAMHOB MOIYT OCaKAATBCA
B COCYAAX MEAKOTO KAAHOpa M HOBPEKAATH CTEHKY CO-
CyAa IIyTEM AKTHBAIINN CUCTEMBI KOMIIAEMEHTA. DTO
YAIIIe BCETO IIPOMCXOANT HA KOKE HIKHUX KOHEUHO-
creil m3-3a BO3ACHCTBHA OOACE HHU3KHUX TEMIIEPATYP.
Kpuoraobyannemns cBA3aHa C IIHPOKUM CIIEKTPOM
3200AeBaHUH, BKATOUaA AMMMOIPOArdepaTHBHEIE 3a-
OOAEBAHISA, AYTONMMYHHEIC HAPYILICHHUSA U BUPYCHEIC
nudeknnu (Harpumep, rermatut B i C). Dru paccrpoii-
CTBA IIPUBOAAT K IIpoAneparun B-kAeTOK, BO3MOIKHO,
n3-32 yseandernsa BAFF (B-kaerounsiii daxrop) nan
cemannbl ¢ IgG HCV. Kannmdeckas kapruma 3a60Ae-
BAHUSA BKAIOYAET: TEMOPPATHYCCKIE BBICHIITAHIA Pa3-
AMYHBIE TTO (POPME U Pa3MepaM, BIIAOTb AO HEKPO3a,
apTpaAruio u moanuerpomnaruro [21, 22, 23]. [1aaszmo-
obMeH 9(OHEKTUBHO YAAAACT KDHOTAOOYAUHEL, UTO TIOA-
TBepKAar0T MEOrouncAaeHHbie PKI, ymenbmenue kan-
HUYECKUX IIpoABAeHH OoaesHn otmedacrca y 70-80%
mmareHToB, moAygasmux [10 [24, 25, 26]. 1O moxer
IIPOBOAHUTECA AHOO CAMOCTOATEABHO, AHOO B COYCTA-
HUH C IMMYHOCYIPECCHBHOM TEPAIIEH H UCITOAB3YETC
KaK B KPATKOCPOYIHOM, TaK U B AOATOCPOYHOM IIAAHE
ACUCHUHL

Texuuka nposeacuus [1O npu kproraodyanme-
MHH HMEET CBOM OcobeHHOCTH. PekomenAyroT 1po-
BoAUTH [1O B TEIAOM IOMEIIEHUH, COrpeBas 3aMeIa-
FOIIHI PACTBOP, KPOBOIIPOBOAAIIINE MATHCTPAAH, UTO
LIPEIATCTBYET OCAKACHUIO KPUOTAOOYAHHOB BHYTPU
COCYAOB.

Pesxum rposeaenns [10: 1-1,5 OIT. Yacrora: kax-
Able 1-3 AHA. 3aMmermaroInuii pacTBoOp: IMAa3Ma, aAbOY-
MuH. AAUTEABHOCTD Tepanuu: 3-8 IPOIEAYp, TTOCAE
KOTOPBIX IIPOBOAUTCS OIIEHKA KAMHITIECKOTO COCTOAHHA
GOABHOTO U PEIIACTCA BOIIPOC O HEOOXOAUMOCTH IIPO-
BEACHHA ToAAepxmBaroInux mporeAyp I1O.
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HELLP syndrome (Hemolysis, Elevated Liver
Enzymes and Low Platelets) —
T'emoans, IMoenuenue Ileuenounprx
®epmenro, u Huskue TpomGoruTer

HELLP — 510 mepHIiopTaAbHBI TPOMOO03, MUKPOAH-
THONATHYECKHI CHHAPOM C PA3BHTHEM IEMOAN32, TPOM-
Gormrronenn u AuChyHKIIH 1reueHn. OH pa3BuBaeTc
00BIYHO B 3 TpHMeCTpe OEPEMEHHOCTH, HO BO3MOKHO
€ro pasBUTHE U B IHOcAepoAsoBoM mepuoae (B 1,0-4%
cay4gaes). B 70-80% cayuaes HELLP conposoxaaerca
IIPE3KAAMIICHEH, APTEPHAABHOM IMIICPTOHHEH, IPO-
tennypueit. Heobxoaumo mposoauts auddepenmu-
AABHBII AHATHO3 C TPOMOOTHYECKOH TPOMOOIINTO-
nerndeckoit nyprypoi (TTII), cucremmoii kpacHoOI
BoA4aHKOMH, al VC 1 cepIIOBUAHO-KACTOUHON aHEMHUEH.
B oramune ot TTII, upu HELLP cunapome dax-
top ADAMSTS-13 ocraerca HU3KHM, HO B IIPEAEAAX
20-50%. I'larorenes ocraeTcss HESICHBIM — CIUTACTCA, YTO
3TO PE3YABTAT SHAOTEAHAABHOM ANCKHYHKIHN 1 BOCITA-
AHUTEABHOTO OTBETA, KOTOPHIE IIPHBOAHT K TPOMOOTHYE-
CKOI MUKPOQHIHONIATHH. AMATHO3 OCHOBAH HA HAAMYIH
TPOMOOTHYECKOH MHKPOAHTHOIATUN — ITOBBIIICHIE
yposH# Aakrataeruaporerassl (AAl), Herrpamoro Ou-
AUPYOHHA, TPOMOOIINTOIEHUH, HAAUIHE IIIN30IINTOB
B 11eprEepPUIECKOM Ma3Ke KPOBH U ITOBBIIIIEHHE ITeYe-
HouHbIx depmenTos [27, 28, 29].

Pexunm mposeaerns mporeaypst 110: 1-1,5 OIT. Ya-
crora: HaxeaneBro. 3amermaroruit pacrsop: I1aasma.
Aanreaprocts Aeuenus: [10 B mocaeporosom HELLP
OOBIYHO IIPOBOAAT AO TEX ITOP, ITOKA KOAUYECTBO TPOM-
Gouuros He Gyaer >100X10°/A man HOpMarusyercs

yposenb AAIL.
Tpom6ornueckaa muxkpoanrnonatusa (TMA)

Tpomboruueckas mukpoanruonatus (TMA) — ato
IIpoIIecC, OOYCAOBAEHHEBIH Pa3BUTHEM TPOMOO3a apTe-
PHOA ACCOIMMPOBAHHBIN € HAOYXaHHEM HHTUMBI 1 (PH-
OPHHOMAHBIM HEKPO3OM CTEHKH COCyAd. B HacTosmee
BpeMs KAACCH(DHIIPYIOTCSA PasAHIHbIC BapuaHTsl TMA
B 3aBHCHMOCTH OT STHOAOTHH 3TOIO CHHAPOMA.

Aumupocporunudnviii cundpom

Anrudocdorumuanerii cunapom (APC) asasercs
AYTOMMMYHHBIM THIICPKOAIYAAIIHOHHBIM COCTOSHIEM,
XaPAKTEPUIYIOIIUMCA OAHUM HAN HECKOABKHMH SIIH-
30AAMH BEHO3HOIO U/HAU apTEPUAABHOIO TPOMOO3a,
U/ MAU AKYIIEPCKUME OCAOKHECHUSMY Y GOABHBIX C BbI-
ABACHHBIMU AaOOopaTopabMu IpusHakamMu ADC — Boa-
YAHOYHBIM AHTUKOATYASHTOM, AHTUTEAAMH K KAPAHOAH-
rnny (AKA) n/uan aatureaamu k b2-raukonporenny
(artu-b2GPI). Karacrpoduueckuit AOC (KADPC)
OITPEACAACTCA KAK OCTPO BO3HHKIIIE MHOKECTBEHHBIE
TPOMOO3BI MUKPOIIUPKYASPHOIO PYCAQ, ITO MEHBIIIEH
Mepe B TPEX OPIaHHBIX CHCTEMAX, B TCUCHUE HECKOAD-
KHX AHEH HAWU HEAEAD, Y ITAIINEHTOB € aHTH(OCHOAH-
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muanbiME anTTeAaMu [30, 31]. Haunboaee gacro moa-
BEPIKEHBI TPOMOO3aM MEAKHE COCYABI ITOYEK, ACTKUX,
MO3T2, CEPALIA U KOMKI, XOTA MOKET IIPOU3OUTH TPOMOO3
u KpymHbIX cocyAoB. Obrme nposasacans KADPC sraro-
YAFOT IOYEIHYIO HEAOCTATOUHOCTD, OCTPBIH PecIupa-
TOPHBIH AUCTPECC-CHHAPOM, ACTOYHYIO SMOOAHIO, 9H-
11e(paAOIIATHIO, HHCYABT, CEPACIHYIO HEAOCTATOYHOCT,
nH(MAPKT MHOKAPAA H HEKPO3 KOKIL

TepaleBTHYECKUI IIOAXOA IMEET TPH YCTKHE LICAH:
AEUEHHCE OPraHHBIX HAPYIICHUI, IPEAOTBPAIICHIE
U KOHTPOAB IIPOAOAKAFOIIEIOCH TPOMOO32 U ITOAABAC-
HHE N30BITOYHOIO IIPOU3BOACTBA IINTOKHHOB. AHTH-
KOAIYASLHSA C TEITAPHHOM CAYKHT AAS HHTHOHPOBAHIS
Crycrka u crumyAuposanusa pubpunoansa. [Tokazano
BBeAcHHA rAroKkokopTrKocTeporAoB (I'KC) B 0Obramoit
Ao3e 1000 Mr MeTHA-IIPEAHH30AOHA B TedeHue 3-5 AHel
AAfL KOHTPOAS ayTOUMMYHHOTO BoctaseHus [32]. Ae-
gyeOHas Taktaka APC cOCTOHT B cOYeTAHHE AHTHKOA-
ryasaTHON Teparmy, I'KC ¢ mposeacamem 11O u BBeae-
uueM nMmMyHOrA00yAnHoB. TPE maunmaror mpun ADPC,
KOTAQ OTCYTCTBYeT OTBeT Ha aHTHKOAryAfHTsl 1 I'KC.
TPE moixer OBITS Tepariueil epBoi AMHUH Y OOABHBIX
¢ Tspxeanvu rposBaeHmAME (KADC) 1 MmukpoaHrnoma-
THYECKOH TeMOAUTHYECKOH aHemuelt [33]. Fimmynorao-
OyAHHEI cAeAyeT BBOAUTD 1ocAe [1O, uTober n3berxars
UX YAAACHUS BO BPEMS IIPOLICAYPBL

Pexxrm mposeaenus [10: 1-1,5 OI1. Yacrora: exe-
AHEBHO HAHM 4e€pe3 ACHb. 3aMEINAroONIuil pacTBop:
TOABKO ITAA3Ma UAU B COYCTAHUH C AABOYMIHOM (aAB-
OYMEH HCIIOAB3YETCA PEAKO). AAHUTEAPHOCTD ACUCHUSA:
ITO mpoBOAAT B TeueHNE OAHOR-TPEX HEACAD. KAnHI-
9YecKas KAPTHHA 3a00ACBAHHA OIIPEACAAT IIPOAOAKH-
teaprOCTB 10 [34, 35].

Amunuunviii 2emorumuro-ypemuseckui cundpom

MsBecTHO, 9TO aTHIIMYHBIA TEMOAHMTHYICCKUI ype-
mugeckuit cuaapom (al'VC) B ocnoBHOM 00ycAOBAEH
IeHETHYECKIMHI MYTAIIMAMHE KOMIIAEMEHTA, KOTOPHIE
BEAYT K HEKOHTPOAHUPYEMOI aKTHBAIINU aAbTEPHATHB-
HOT'O ITyTH KOMIIAEMEHTA, YTO IIPHBOAUT K IOBPEKAC-
HUIO 9HAOTEAHAABHBIX KACTOK.

B macrosimiee Bpema HET YETKUX PEKOMEHAAIINI
AAf ICTIOAB3OBaHMA TAazMaTeparmu pu al VC. Xora
IAA3Ma COAEPKNT AcunnuTHBIE (PAKTOPH KOATyAf-
IIIH, KOTOPHIE OTCYTCTBYIOT MAM HX HEAOCTATOYHO
y manuentos ¢ al'VC. B mexayHapoaHoil aurepa-
Type IPOAOAKAFOTCA CIIOPBI B OTHOIIEHUH IIPUMEHE-
uus [10 npu pamnaol matoaoruu [36]. Haunboasrmas
CepHA CAyYaEB BKAIOUAAa ACBATH Haruentos ¢ al VC.
DTHM HAIIHEHTAM IIPOBOAHAOCH A0 8 cearcos [10.
W3 mux y 5 AOCTUIHYTA IOAHAA PEMHCCHSA, § ABOUX
JACTUIHAS, OAUH ITAIIHEHT YMEP U OAHH IIEPEBEACH
Ha IPOTPAMMHBIN I'eMOANAAH3. ABTOPBI HE HAXOAAT
HUKAKOM PasHHUIII B HH(MY3UHU IIAA3MBI 110 CpaBHE-
uuto ¢ [10 [11]. Oanako ectb pabOTHI, TA€ OIHCAHO
HCIOAB30BaHUe HH(Y3HU IIAa3MbI U IposeacHue [10.
ITAa3MeHHDII OOMEH 1/ A BBEACHUE [IAA3MbI IIPOBO-
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AVAH SMITHPUIECKN U IIPUMEHAAHN KAK ITEPBYIO AFHHIO
60pOE! ¢ al YCowm [37, 38, 39]. I1O 06braHO IIpOBOAHAH
exeAHeBHO, ucroAabsya 1-2 OIT 3a cearc y B3pocAbx
u 50-100 ma/kr y AcTeil.

Kak mpasuao, ITO poBoAdT exeAHEBHO B HaYaAe
3200A€BaHMSA, 3aTEM IIPOAOAKHTEABHOCTD U YaCTOTA
ACUCHHSA OIPEACAAIOTCA KAMHHYICCKON KapTHHOM.
Teoperudeckoe IPEUMYIIIECTBO ITAA3MOOOMEHA HAA
nH@Yy3HEl IIAA3MBL OCOOEHHO aKTyaABbHO Y A€TEH, Tak
KaK B AC€TCKOM BO3PACTE MMEET MECTO PHCK OBICTPOTO
IIPOIPECCHPOBAHUA ITOYEHHON HeaocTaTouHOoCTH [40].
Wudysus maasmel IpOBOAUTCH €KEAHEBHO, HO €€ BBE-
AGHHE MOZKET OBITh OIPAHIIEHO HAPYIIIEHHEM (DYHKITHI
ITIOYCK U apTepPHAABHON runepTonuei. IToAoxurean-
ubIii acbdexr ot mposoanmoro 1O Gyaer mposBAATbCA
B perpecce reMOAMTHYECKOH AHEMHH, TOIAd AO32
u gactora [1O MoryT OBITH YMEHBIIIEHE AO HEACABHBIX
MAI ABYXHEAEABHBIX HHTEPBAAOB. PasAmunble manm-
EHTBI PEATHPYIOT Ha ITAA3MA-TEPAIINIO II0-PA3HOMY, He-
KOTOPBIM TPEOYETCA eKEAHEBHAA TPAHCHY3US ITAA3MBI
B TEUEHHE AAUTEABHOTO BpeMeHH. PAA mccaeaoBaHMIt
IIOKA3aAH XOPOIIIYIO KOPPEAAIIHIO IFeHOTUITA-(heHOTHITA
B OTBETE IIAIIMEHTA HA BBEACHHE IIAa3mbl. Harpnmep,
IAIIMEHTHI C AHOMAAHAMHE B PACTBOPHUMBIX PETYAATOPAX,
takux kak H-daxrop, ayurire pearupyror ma [10, gem
HAIMEHTHl C AHOMAAMAMHI B TPAHCMEMOPAHHOM PEry-
asrope CD46 [41]. Kannandaecknii mporaos 60AbHOTO
c al'VC ocraercs ceppe3HbiM. /AeTAABHOCTD B HAYAAC 3a-
6oaesanus pcocruraet 25% u y 50 %o BBIKHUBIIHX He BOC-
craHaBAnBaeTcs PyHKINA mOYeK [42).

Tpombomuueckas
mpomboyumonenueckas nypnypa

TpomboTrgeckas TPOMOOINTOIIEHIYECKAs ITyPITypa
(TTII) — o10 THKEAOE, PEAKO BCTpEUaroIeecs 3a00Ae-
BAHIE, XAPAKTEPHU3YIOIIEECA CACAYIOIIUMEI OCHOBHBIMU
CHHAPOMAMHU: MUKPOAHTHOIATHYECKOH TeMOANTHYE-
CKOI aHeMHEH, TPOMOOIIUTOIICHUCH, HEBPOAOIUYE-
ckuMu HapyineHnamu u Anxopaakoit [G. Neid, 1994].

B ocnoBe 3a00A€BaHMA ACKHUT PE3KOE ITOBHIIIE-
HHE arperamud TPOMOONIHTOB ¢ 0OpazoBaHHEM
TPOMOOIIMTAPHBIX (MAU THAAHHOBHIX) TPOMOOB, CO-
crosmux u3 TpoMmbounutos u daxropa don Buase-
OpaHAa, B MEAKHX COCYAaX OOABIIHHCTBA OPIaHOB,
YTO OIIPEACAAET KAMHHYECKYIO KapTHHY 3a00A€Ba-
HUA U TAKECTh IOAHOPraHHOH Aucdyuknuu. B mep-
BYIO OYEPEAb ITOPAKAIOTCA F'OAOBHOM MO3T, ITOYKH,
cepane, Aérkne. YV 60abpHBIX TTII BBIABACH AchHIIIT
METaAAOIIPOTEA3HI, YMEHBIIAIOIIEH Pa3MePhl MyABTH-
MepoB dakropa dhor Braredparnaa mocpeACcTBOM KX
pacimernaenus. B 1998 roay y B3pocABIX IamumeHTOB
¢ npuooperénnoit TTII 6pian oOHApyKEHBI ayTOAH-
tureAa kaacca I1gG, mHrHONpyrOmIe aKTHBHOCTD Me-
tasromporeassl. B 2001 roay merassomporeasa Obiaa
ounriena u mAeHTuguuuposana kak ADAMTS-13
(A Disintegrin And Metalloprotease with Thrombo
Spondin type 1 motif). Onrcansr eAUHIYHbBIE CAyYaH
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sousiBAcHns antuteA K ADAMTS-13 kaacca IgA/IgM.
[pu nacaeacrsennont TTIT aepurrar ADAMTS-13
Bb3BaH Myrarueit rera ADAMTS-13, ussectro 6oaee
80 myTaruii.

[Tockoabky TTII — 10 cMepreabHOE 3200AEBAHNE,
XAPAKTEPUBYIOIIEECH CTPEMHTEABHBIM PA3BUTHEM I10-
AMOPraHHON HEAOCTATOYHOCTH B TE€UEHHE DAMKAI-
mux 48 9acos, a ITATOTeHE3 CBA3AH C TAKEABIMH HApPY-
IICHUAMH B CHCTEME I'€MOCTA32, OCHOBHBIM METOAOM
ACUCHHSA ABAACTCA TIAA3MOTEPAIINSA X KOPTHKOCTEPOUABIL.

[TAa3MOOOMEH C 3aMEINEHHUEM IIAA3MBI 3HAYH-
TEABHO YAVYIIAe€T HIPOTrHO3 OoAesHH (peMuccuu
Ha dowue 10 aocruraror 70-80%). Oara us rumores
3aKkArogaeTcs B Tom, uto upu 110 yaaafrorcs aHTH-
ADAMTS-13 (ayroanrureaa) IIpH 3aMeHe aKTUBHOCTH
mporeasst ADAMTS-13.

Pexxnm poseaenns [10: 1-1,5 OI1. Yacrora: exe-
AHeBHO. 3amertarornuii pactsop: [1aasma. [Tpoaoaxm-
TEABHOCTD U IIPEKPAILEHIE/KOAMIECTBO IPOLIEAYP —
[1O 0OBIYHO IIPOBOAAT EKEAHEBHO AO TEX IIOP, ITOKA
KOAMYECTBO TpoMboruToB He crarer >150X107/4,
a yposerb AAl' He CHU3HTCH IIOYTH AO HOPMEL

AHKA-acconmuupoBaHHbIE CHCTEMHBIE
BACKYAHTHI

Cucremubie BacKyAnTEI, accorrunpobannsie (AAB)
C aHTHHCﬁTqu)HAbeIMH IIUTOIIAA3MATHUYCCKMHU
aarureramu (AHKA), sto rpymma 3aboaeBannii, xa-
PAKTEPHUBYIOIIUXCA XPOHUIECCKIM MAAO-UMMYHHBIM
BOCITAACHHEM CTEHKH MEAKHX U CPEAHHX COCYAOB, I10-
ARMOP(HOI KAMHHYECKOH KAPTHUHOH C YaCTBIM BOBAE-
YCHUEM ACTKHX U ITIOYEK 1 HAAMTYIHEM L[I/IPKYAI/IPYIOH_[I/IX
ayTOAHTHTEA K nurorAasme Heirpoduros (c-AHKA,
p-AHKA).

OcuosusiMu mokasannaMu K [10 opu AAB sBas-
TOTCA 9KCTPAPEHAABHBIC IIPOABACHHUSA — 3TO IIOPAKCHIIE
AETKHX C YIPO30I Pa3BUTHA AETOYHOIO KPOBOTEUECHHH,
1epeOPOBACKYANT 1 OBICTPOIPOIPECCHPYIOIIHIT TAOME-
pyaouedpur (BIII'H). Haamame ayroanrarea AHKA
YKa3bIBAET HA I'YMOPAABHBEIH KOMIIOHEHT B IIATOTEHE3E
6oAe3nn, Taknm obpasom [10 ABAseTcs OAHEM H3 OC-
nosHbIX KomoHeHTos Teparn AAB. I1O npumensror
pu Beex opmax AAB, B Tom urcae mpu PR3-AHKA
n MPO-AHKA.

Poap 1O y manmentos ¢ AAB ¢ umeromumucs
HapyIIeHuAMA (PYHKIUU II0YEK ObIAQ IIOKA32HA B HICCAC-
sosarnun MEPEX (Espornieiickas rpyria nccAeAOBaHUA
BACKYAHTOB). B aTOM mpocnekTuBHOM HCCACAOBAHNT
137 mannenToB ¢ mepBOHAYAABHBIM AHArHO30M AAB
C KPEATHHUHOM IIAA3MBL >5,7 MIr/AA, ITOAyYaBIIIE
CTAHAAPTHYIO TEPAIIHIO KOPTUKOCTEPOUAAMH H IIH-
KAODOCHAMIAOM, OBIAM PASAEACHBI HA ABE TPYIIIIBL.
[TanmenrTam mepBOI IPYHIIBI CO CTAHAAPTHOW Tepa-
nueii mposoauAn cearcsl TPE, a GoApHEIE 13 BTOpOIT
IPYIIIBI IIOAYYAAH AOITOAHHTEABHO K CTAHAAPTHOMY
ACUEHUIO IIYABC-TEPAIIHIO METHAIPEAHH30AOHOM
(1000 mr/cyr 3 ams). CpeAHHI HCXOAHBII YPOBEHD
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KpeaTuHUHA cOCTaBuA 8,3 Mr/AA 1 69% GOABHBIX Hy K-
AQAHCh B reMoAnaanse. VI3 rpyrimsr O0ABHBIX, KOTOPBIE
noaygaau 1O (7 ceancos B Teuenue 14 aneii), y 54%
IIAIIIEHTOB BOCCTAHOBUAACH (DYHKITHA ITOYEK; BO BTOPOI
IPYIIIIE IIPOHM3O0IIAO BOCCTAHOBACHNE (PYHKIINHU ITOUEK
Aub B 29% caydaes. Boicokas cmepTHOCTD (OKOAO
25%) HabAroAaAace B 0OEHX IPYIIIAX B TEUYEHUE BCEIO
nccaepoBanns [43]. MEPEX 6b1A0 cambiv 60ABIITIM
HCCACAOBAHUEM, B KOTOPOE BXOAUAO 387 IalueHToB
C moKazateAaMu KpeatuHuHa OT 3,2 A0 13,5 Mr/An.
Aobasaenne 1O & cTaHAAPTHOH UMMYHOCYIIPECCHN
0Ka3aA0 BAHAHHE Ha BOCCTAHOBACHHE (DYHKIINHU ITOYCK
u cHmKeHue Actasproctu [11, 12].

B oxrabpe 2018 roaa OKOHIEHO PAHAOMH3HPOBAH-
noe nccaepopanne PEXIVAS (Plasma exchange and
glucocorticoid dosing in the treatment of anti-neutrophil
cytoplasm antibody associated vasculitis). FccaeaoBa-
HIE BKAIOYAAO B ABa pasa OoAbIe marueHToB (7=704),
o cpasaernio ¢ PKM MEPEX. D1o 60oapabIe ¢ PR3-
AHKA, ¢ MPO-AHKA, mmvesrme 8 98% caygaces mo-
YEUHYIO HEAOCTATOYHOCTD Uy 27% OOABHEIX aABBEO-
AfpHOE TOBpexkAcHUE. B kadecTBe maToreHeTnYecKoi
teparmu 15% marenToB moAyuasn puarykcuma0, 85%
nukaodocdamuA.

Bce OoAbHBIE HAXOAMANCE Ha TEPAIIIN METHAIIPEA-
HU30AOHOM U AdAce OBIAH PA3ACACHBI HA ABE IPYIIIIEL:
¢ I1O (7 ceancos B Tedenne 14 Aneii) u Bropad rpymma
6e3 I10. Am3aiin nccA€AOBaHUA BKAFOUAA OIIEHKY IIPO-
BOAHMOH Teparmn, B Tom uncae [ 10, mcxoa 3200AEBaAHISA
U Pa3BUTHA BTOPUIHBIX HH(EKIIHOHHBIX OCAOKHEHHIH.
B rpymmre nanuentos, noayuasmux 1O, aeraabHOCTD
cocraBrAa 28% IO COBOKYIIHOCTH BCEX IIPHYHH, B TO
Bpems Kak y narreHToB 6e3 1O aeraapnocTs cocraBmaa
110 TeM ke orieHo4uHbIM Kateropusam 31%. [Toayuennsie
PE3YABTATHI OBIAN CTATHCTHYECKU HE AOCTOBEPHBI H CO-
MHHTEABHBI B OTHOIIeHnH npumerenus 110 y aanmoin
KATEropuu ODOABHBIX. DTO IIPEABAPUTEABHBIC AAHHBIC,
Tpebdyrortie 6oAee AeTaAbHOTO H3ydeHnsd [44]. B cay-
Yae PasBUTHA Y IAIHEHTOB ¢ AAB yrpoKaronux KusHu
OCAOKHCHHIM, TAKIX KAK TEMOPPATHICCKAN AABBECOANT
C Pa3BUTUEM KPOBOXAPKAHDS 1/ HAM ACTOYHOIO KPOBO-
TeYCHU, [IEPEOPOBACKYAUT C KAMHUKOH HAPACTAHHA
nespoaorundgeckoro Aecpurra I1O gBasiercss oOs3aTeAs-
HEBIM IIOKA32HIEM B KOMIIACKCHOI TEPAITUH.

Pexxnm mposeaenns [10: 06bém maasmer — 1-1,5
(makcumaabaO A0 3,0) OIT. Yacrora: exxeaAHEBHO AN
dyepes ACHb. 3AMEIIATOIIHI PACTBOP: AABOYMIH; ITAA3MA.
AANTEABHOCTD ACUEHHSA: EKEAHEBHO ITPU TAAKEABIX HOP-
max AAB, 3atem kaabie 2-3 AHA, B OOIIEN CAOKHOCTH
6-9 TporIeAyp.

Cunapom I'yannacaepa

Cuuapom ['yamacgepa — 510 3aboaeBamue, 06ycA0B-
ACHHOE HAAMYHEM CIIEIN(PUIECKIX AHTHTEA K 0a32Ab-
HOIT MeMOpaHe KAIMAAAPOB KAYOOUKOB 1/ HAU AABBEOA.
CoOTBETCTBEHHO, OCHOBHBIMI KAMHIYECKIMU IIPOSABAC-
HHAMHI 3200A€BAHUSA OYAYT HOPAKEHIE ACTKUX (ABIXa-
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TEABHASl HEAOCTATOYHOCTD, KPOBOXaPKAHbE, AETOYHOE
KPOBOTEYEHHE) M OBICTPOIPOrPECCHPYFONIHIA IAOME-
PYAOHE(MPHUT C OCTPHIM ITOYECTHBIM ITOBPEKACHHIEM.
B nmaroremnese 310ro ayroMMMyHHOTO 3a00AEBAHMA KAFO-
9YEBYIO POAD MIPACT AHTHTEABHBIN MEXAHNU3M ITOBPEK-
AGHHSA IIOYEK M ACTKHUX, YTO CAY/KHT ODOCHOBAHIEM AAA
IIPOBEACHHSA IIAA3MOODMEHA, IIEABIO KOTOPOIo OyAeT
YAAACHHE aHTHTEA U3 OpPraHu3Ma OOABHOTO.

Pexxum mposeaenus [1O: 0O6bém maazmer —
1,5-3,0 OII. YacroTa: exeAHEBHO MAM Yepes ACHb. 3a-
MEIIAIOIIHII PACTBOP: I1AA3MA. AAUTEABHOCTD ACUCHFIA:
10-20 amedt. [Ipu HAAMYIHHT TAKEAOTO AETOYHOIO TIOPA-
AKEHHUA — AO €r0 IIOAHOTO paspemtenus [11].

Cericuc ¢ HOAHOpFaHHOﬁ HEAOCTATOYHOCTBIO

Cerrcnc ABASETCA CHCTEMHBIM BOCITAANTEABHBIM OTBE-
TOM Ha HH(EKITHIO, IIPH KOTOPOI MHOKECTBEHHBIE Me-
AMATOPHI BOCITAACHHSA BEISBIBAIOT IIOBPEKACHHE TKAHEIH
U, KAK CACACTBUE, HOAHOPIAHHYIO AUCYHKIINIO /HEAO-
cratogrocts (ITIOH). Do cocrosnue compoBoKAaeTCA
Pa3BUTHEM AMCCCMHHHPOBAHHOM BHYTPHCOCYAHCTOM
KOAryAOIIATUH M OTHOCHTEABHON MMMYHOCYIIPECCHH.
Cencuc — 910 HAMOOAEE PACIIPOCTPAHEHHAS TPHIHHA
CMEPTH B OTACACHUAX HHTEHCUBHON TEPATIMHI, AOCTHIA-
rormas ot 28 Ao 50% caydaes, a Ipu PasBUTHH ITIOKA —
70% wu Beimre. Yacrora cercuca ycyryoAseTcs moABAe-
HHEM PE3UCTEHTHBIX OaKTEpHIL.

K daxropam pucka oTHOCATCA BO3PACT, XPOHHYE-
CKHE 3a00AEBAHUSA, CHIKCHIE HMMYHUTETA, AAUTEABHO
CTOSAIIIME IEHTPAABHBIE BEHO3HBIC KATETEPHI H APYIHe
YCTPOMCTBA, HAPYIIAIOIINE CCTECTBEHHBIN 3AITHTHEII
Hapoep. Cerrcnc — CAOKHBII IIPOIIECC, COCTOAIIMI U3 aK-
THBAITNH MHOKECTBA CHCTEM 3aIIUTEI Opranusma. Llpro-
KIHBI M ADYTHE MEAUATOPHI CEIICHCa BKAIOYAFOT (haKTOP
nexposa onyxoan (PHO), marepAelikuHbl, AeHKOTpU-
CHBI, ITPOCTATAAHAMHEL, 9HAOTOKCHH U ABAAFOTCS YACTHFO
BOCIIAANTEABHOTO Kackaaa. Koaryaomarns, Mukpococy-
AVICTASl OKKAFO3MS M TKAHEBASA NITIEMHA CBA3AHEI C HAPY-
mreHuAvMn Oasarca dakropa ADAMTS-13 n myapTn-
nAuKaTopos gakropa pon Buasedpanaa [45].

AedeHne cercuca BKAIOYAET — IIPOTHBOMHKPOO-
HBIE CPEACTBA, CAHAIIUA NCTOYHNKA HH(MEKIINU, FeMO-
AMHAMHIYECKAA ITOAACPKKA, NHPY3HOHHAA TePAITHA
U BAa30OIIPECCOPEI, MEXAaHMYIECKAA BEHTHAAINA ACTKHX,
HIMMYHOMOAYAHpyromas Teparms. OObMHO IIpH cer-
CHCE ITPHMEHAIOTCSA PA3AMYHBIEC METOABI 9KCTPAKOPIIO-
PAABHOI ACTOKCHKAIIUH, BKAIOYAIOIIINE B CEOS ITPOA-
AEHHYIO TeMO(MHUABTPAIIHIO, COPOIINIO SHAOTOKCHHA,
3KCTPAKOPIIOPAABHYIO MEMOPAHHYIO OKCHICHAIUIO.
ITpumenenne 11O B KOMIIAEKCHOMN Tepalmu CEIICHCa
B TEYCHHIE MHOTHX ACT OCTa€TCAA CIIOPHBIM.

Ob6ocnoBanne mposeaeHms [ 1O mpu cerrcrce: maas-
MOOOMEH IIPH CETICHCE IIPOBOAUTCA AASl YMEHBITICHHA
OpraHHON AUC(HYHKIINH ITyTEM YAAACHHUA BOCITAAUTEAD-
HBIX ¥ aHTH-(PUOPHHOAUTHIECKIX MEAUATOPOB U BOC-
HIOAHECHUA aHTHKOATyAAHTOB U hakropa ADAMTS-13,
TAKHIM OOPa3oOM, IIPOMCXOANUT IIPEPHIBAHIE BOCIIAAH-
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TEABHOIO KACKAAQ U BOCCTAHABAUBAETCA CHCTEMA Ie-
mocrasa [11]. MHOrme mccAeAOBaHUA, IIOCBSAIIEHHBIE
npumenennto [10 npu cencuce, BHIABUAT YBEAICHIE
BBIKHBAEMOCTH AO 60-87% 11O CpaBHEHHTO C KOHTPOAD-
HOM Tpymmoi ¢ BerknsaeMocTsro 20-40%. [Tpu mprme-
pennu [1O orMedasace CTaOHAU3AIIA TEMOAUHAMEIKH.

B kpymmerineM paHAOMH3UPOBAHHOM KOHTPOAH-
pyemom nccaeposarnn [10 mpoBoAnAn OAHOKPATHO,
LIPH OTCYTCTBUH HOAOxUTEABHOrO 3pdexra I1O mo-
BTOPAAN Ha CACAYIOIINIT AeHb. ABTOPBI OOHAPYKHAH,
9TO 28-AHEBHAS ACTAABHOCTD cocTaBuaa 33% (c mpu-
merennem [10) u 53,8% B KOHTPOABHOI rpymie
(P<0,05) [46]. B uccacpoBarnu Reeves 1999 roaa mc-
11oAb3oBaAn 110 y 22 B3pOCABIX ITanueHToB U 8 AcTEll.
Xotsl He OBIAO BBHIABACHO PAa3HHUIBI B ACTAABHOCTH
B rpymmax ¢ [1O u Ges TakoBoIi, OTMEYAAN CHIKECHIE
ocTpoa30BBIX MAPKEPOB BOCIIaAcHHA, Takux Kak C3,
C-Pb, ramroraobun u aasdal-anturpuncun [47].
Kparaocts nposeacuns ceancos TPE pasanmgaercs
B IIPEACTABAEHHBIX HIKe mccAeAoBanmax: Busund
B cBoeM uccaeaoBanuu 2002 roaa peKOMEHAYET orpa-
HIauTheA 1-2 mporeAypamu maazmoodmena, Nguyen
€ KoAAeraMu BBITOAHAA AO 14 ceancos [10 [46, 48].
Pexomenaopannsii pexunm [10 mpu cercuce: obbem
mAasmel — 1-1,5 OIT. Yacrora: exeAHeBHO. 3aMeIaro-
IIUI PacTBOP: MAA3MA.

Taxmm o6pasom, [10 errie He ABASETCA ACTHEO MEK-
AYHAPOAHBIX PYKOBOAAIINX IIPHHIIUIIOB ACUYEHUS CEII-
cuca [49], oanaxo, o muenuro axcreptos (2005 roa),
B BOIIPOCAX ACYCHHUA CEIICHCA UMEETCHA YKA3aAHUE, UTO
BCEM IIAITHEHTAM AOAKHO OBITH IIPOBEACHO IKCTpPa-
KopriopasbHoe oummenue kposu [50]. B pykosoacrse
2016 roaa 110 ECIIOAB3OBAHUIO TEPAIIEBTHYECKOTO adpe-
pesa B kAnamgeckol npakruke [10 ¢ Toukn spenns Ao-
KA3aTEABHOM MEAUIIMHBI ¥ OOABHBIX C CEIICHCOM PACCMa-
TpuBaercs kak yposeus 111 2B (caabas pexomeraarius,
AOKA3aTEABCTBO yMepEHHOIO KadecTsa) [11]. Vauresas
HEOAHO3HAYHOCTD BEIBOAOB B PEKOMEHAAIIUAX PA3ANY-
HOTO CPOKa AABHOCTH, BOIIPOc 0 mpumenernu [10 mpu
CEIICHCE OCTAETCA OTKPBITBIM AAA AAABHEHIIUX HUCCAE-
AOBAHUIL.

[TaasmoTeparmsa MOKET I AOAYKHA AKTHBHO IIPHME-
HATBCS B MHTEHCUBHON TEPAIIMN AAA ACICHHA CAMOI
TAAKEAOH Kareropun nanuenTos ¢ [IOH, passusimetica
Ha POHE PA3ANYHBIX 3a00AEBAHHIA, P KOTOPBIX 11AA3-
MOOOMEH fIBAACTCS JKH3HECOXPAHAIOLICH IIPOLIEAYPOLL.
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