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AHHOTaums

BoAuaHouHbIn HedhpuT (BH) siBAsIETCS OAHMM M3 HaMBOAEE YACTbIX CPEAM OPraHHbIX MPOSIBAEHMI CUCTEMHOM KpacHom BoAdaHKku (CKB). Ero pasany-
Hble KAMHUYECKHME NMPU3HaKK Pa3BMBAIOTCs He MeHee YeM Y 50% 60AbHbIX CKB. Momumo BH B cnekTp accoummposanHbix ¢ CKB BapuaHToB nopa-
SKEHMSI MOYEK BXOAUT U COCYAUCTast MATOAOTMst. OAHMM M3 BapUAHTOB MOPAXKEHMsI MUKPOLIMPKYASITOPHOTO PYCAQ MoYek SBASIETCSl TpPOMOOoTHYeCKast
MukpoaHrronatust (TMA), MexaHU3Mbl Pa3BUTHSI KOTOPOM pa3HoobpasHbl. O630p NocssiieH 0CHOBHbIM dhopmam TMA, BKAoUast aHTUOCHOAN-
MUAHbIA CUHAPOM M HepponaTHIo, aCCOLIMMPOBAHHYIO C aHTU(POCHOAUMIUAHBIM CUHAPOMOM, TMA, 00YCAOBAEHHYIO HapPYLIEHUSIMU PETYASLIMK CU-
cTembl KomrnaemeHTa u aedpuuntom ADAMTS13. B 60AbLMHCTBE CAydaes 31 chopmbl TMA couetatorcst ¢ BH, oaHako MoryT cyluectBoBaTh M Kak
€AMHCTBEHHbIE BapuaHTbl nopaxeHust nodek. OBCYKAAIOTCS BOMPOCHI NaToreHesa, BAMsiHME TMA Ha NnoyeyHbii MPOrHo3 1 MOAXOAb! K A€UEHMIO.
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Abstract

Lupus nephritis (LN) is one of the most common organ-specific manifestations of systemic lupus erythematosus (SLE). Various clinical signs of LN de-
velop in at least 50% of patients with SLE. In addition to LN, the spectrum of renal lesions associated with SLE also includes vascular pathology. One
of the variants of renal microvascular injury is thrombotic microangiopathy (TMA), the mechanisms of which are diverse. The review focuses on
the main forms of TMA, including antiphospholipid syndrome and nephropathy associated with antiphospholipid syndrome, TMA caused by com-
plement system regulation disorders and deficiency of ADAMTS13. In most cases, these forms of TMA are combined with LN. However, they may
also exist as a single form of kidney damage. This article discusses the TMA pathogenesis, the impact on kidney prognosis, and treatment options.
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Beeaenue 3a mocnegame 10 et B pesynbrare NOABIEHUSA HOBBIX TapreT-

CucremHas kpacHast Bomuanka (CKB) — cucremnoe ayto-
MMMYHHOe 3a00/IeBaH/e HEM3BECTHOI STUONOTUM C IIMPOKUM
CIIEKTPOM K/IHIYECKIX [IPOSIBIEHNIT, aCCOLMMPOBAHHBIX C 00-
pa3oBaHMeM MHOXXeCTBa Ay TOAHTUTE K KOMIIOHEHTaM K/IeTO4-
HOTO sIApa M LMTOIIa3Mbl, 0Opa3sOBaHMEM U OTIOXKEHVEM UM-
MYHHBIX KOMIUIEKCOB 1 APYTYMY MIMMYHHBIMU Iporeccamu [1].
OpHuM U3 OCHOBHBIX opraHoB-muieHert npu CKB apnarorca
IIOYKY, IIOPaKeHNE KOTOPhIX pasBuBaerca y 40-50% manueHToB
C TeHfIeHIVell K IOCTeIIeHHOMY CHIDKEHUIO B IIOCTIefHee Bpe-
M [1]. HecMoTps Ha 60orbliine yCIexXy B Te4eHNN BOTIaHOYHO-
ro Hedppura (BH) B yactHoctn u CKB B nenom, TOCTUTHYTbIE

HbIX IIpenapaTos, BH mo-npexxnemy npepcrasiser coboii npo-
rpeccupyloliee 3abo/eBaHNe: B TeYeHNUEe 5 JIeT TepMMHA/IbHOM
crajgym modeynou HegocrarouHocty (TTIH) pocturator oxomo
10% mauuenTos (2, 3]. CoBokynHas dactora passutusa TITH ve-
pes 5,10 15 net Bapbupyer ot 3 o 11%, 01 6 5o 19% m o1 19 10
25% cootBetcTBeHHO [4]. VI x0T BH mepectan paccMarpusarh-
Cs1 KaK OCHOBHas1 npudnHa cMeptit 60mbHbIX CKB, OH sB/steTcs
BaXKHBIM (paKTOPOM HeO/TaroNnpusATHOTrO IPOrHosa [2, 4].
OCHOBHBIM BapUaHTOM He(pOIaTyy, KOTOPas pa3BUBaCTCH
y nopiapsiontero uncna nanyentos ¢ CKB, apnserca BH. Opna-
KO CIIEKTP NOpaKeHMs IIOYeK He OrPAaHMYMBAETCHA TONBKO M-
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MYHOKOMIIIEKCHBIM I7IoMepynoHedpuTom. [Io HakomIeHHBIM B
HoC/IefHee BpeMsI JAaHHBIM, TOpasKeHNe MUKPOLMPKY/IATOPHOTO
pycrna (MIIP) modek HeraTMBHO B/IUSAET Ha OT/Ja/IeHHbIE TOYeY-
Hble VCXOMbI ¥ UIPaeT BaKHYIO PO/Ib B BBIOOpEe TepareBTiye-
kot crparernu ipu BH [5, 6].

Pacnipocrpanennocts mopaxenua MIIP mpu BH Bapbu-
pyet ot 53,4 1o 81,8% [5, 6]. BeiienA0T MATh MaTONMOTMYECKUX
TUIIOB MUKPOCOCYAVCTBIX MOPaKeHNI: AETIO3MIVA MMMYHHbIX
KOMIIJIEKCOB B CTEHKe SKCTPAIIOMEPY/IAPHBIX apTepuil 1 apTe-
puor, atepockiepos (AC), TpoMbOTHYeCKass MMKPOAHTMONATHA
(TMA), HeBOCIIa/IMTeNbHAsA HEKPOTU3UPYIOLIAsA BacCKy/IOIATUA
(HHB) u nctunnbi nodeunsnit Backymut (MIIB). ITo maHHBIM
L. Wu u coaBr., n3 341 maumuenTa ¢ Mop¢onorndecky sepugu-
1uposaHHbIM BH y 279 (81,8%) 06Hapy»eHbI COCYRUCTbIE TI0-
paXkeHUs, KOTOpbIe Y 74,2% Tal[IeHTOB IPeCTaBIeHbI AeIO3N-
TaMy MMMYHHBIX KOMIIIEKCOB, ¥ 24,0% — AC,y 17,6% — TMA,
y 3,8% — HHB n y 0,6% — VIIB. Kpome Toro, y 31% mauneHToB
OTMe4eHO 6orlee IBYX TUIIOB COCYAVUCTBIX mopakeHuit [5]. IIpo-
THO3 [PV pas/IMYHbIX TUIIAX HopakeHnsa MIIP movex pasmyaeT-
cs1. B peTpocriekTMBHOM aHanmu3se 429 manyeHToB MTOKa3aHo, YTO
5-7eTHAA MOYeYHasl BBDKMBAEMOCTb B OTCYTCTBME COCYHMCTON
naronornu cocrasunaa 83%, a npu ee Hamuuy — 63% B rpymie
naientoB ¢ AC,67% - ¢ HHB,33% - c ITIBu 31% - ¢ TMA [6].

XoTsl pasmMyHble TUIIBI COCYAUCTOTO IOPaKeHWs VIMEIOT
onpepeneHHbIe 0611111e MEXaHM3MBI, KaXK bl Mop(’ponormquKMﬁ
TUIT MOYKET IEMOHCTPUPOBATb CBOU COOCTBEHHBIE YHUKA/IbHBIE
4epThl. B 0630pe nmpuBopsTCs cBefieHnss 06 OCHOBHBIX (opMax
TMA npy BH, B/II09ast UX K/IMHUKO-MOPQOIOTMIECKIe XapaK-
TEPUCTUKY, TATOTeHe3 U IOAXOMbI K JICICHUIO.

TMA npu BH

TMA - o0wuit TepMuH, VICTIONIb3YEMBIIA [IJI1 ONMCAHUA
MI060r0 COCTOAHMS, XapaKTepU3YIOIIErocss MOpaXKeHNeM Co-
cypos MIIP u uineMuyecKuM MOBPEXJEHNEM OPTaHOB, B IIep-
BYIO o4epefib LieHTpasbHOII HepBHOIT cucTembl (ITHC) u movex,
HeVMMYHHOI1 Tpombouuronenyeil 1 KymOc-HeraTuBHOI M-
KPOAHTMONATIYeCKO reMomuTideckoit anemment [7]. ITato-
Mopdonormdecku TMA mpepcraBiseT co60il OKKITIO3UMBHOE
nopaxenue cocygos MIP (kamuniapos, apTepuon, apTepui
MaJIoro Kamubpa) ¢ XapaKTepPHBIMM TMCTOOTMYECKMMU HpHU-
3HAKaMJ SHAOTe/o3a 1 Tpombosa [7, 8]. JuarHoctuka TMA
npu CKB 3aTpynHeHa, IOCKO/IbKY 9TI [iBa 3a00/IeBaHNs NMEIOT
CXOXK1e KIMHIYeCKIe IPOsABIeH N, BK/II0YasA TeMOMUTUIECKYIO
aHEeMMIO, TPOMOOLIUTOIIEHNIO, HEBPOTIOTMYECKMIT AeduiuT, mo-
paKeHMe MOYeK ¥ IMXOPAfIKY, U 3a4acTyI0 TONbKO Mopdoro-
IM4ecKoe JICCTIefoBaHMe MO3BOJIAeT AMarHOCTUpoBaTh TMA y
JaHHOJ KaTeTOpuM NalMeHTOB.

AokaAbHO-nouyeyHas TMA npu BH

Mopdonornyeckue nsMeHeHust TKaHy modex npu TMA He
00513aTe/IbHO COITPOBOXK/AIOTCA MUKPOAHTHONATUYECKOI TeMO-
JIMTUYECKOII aHeMMeil ¥ TPOMOOLMTOIEHNENT, B 3TUX C/Iydasx
VICIIOTIb3YIOT TePMIH «JI0KabHO-1toveyHast TMA» [8]. VimenHo
takas ¢opma TMA Hanbosee 4acTo BCTpedaeTcs y MaleHTOB
¢ ayrouMMyHHbIMY 3a6oneBanusamu u CKB B wactrocTH [9, 10].
B HecKONbKMX cepusix HAOMIOEHNIT [TOKA3aHO, YTO y 79-81%
IIAIMeHTOB Pa3BWIACh JIOKaabHO-NOYeuHass TMA u ymumb y
1-9% - cucreMHasi, COOTBETCTBYIOIAsA KPUTEPUAM Ie€MOIUTH-
Ko-ypemudeckoro cunzpoma (I'YC)/TpomboTnaeckort Tpom6o-
nuronenndeckoit mypmypsl — TTII (B aTux cepusAx He mpoBo-
munoch pasrpanmdeHut Mexpy cuagpomamu TTII n I'YC), a B
1-13% cny4aeB AMArHOCTUPOBAH aHTU(POCHONUINUAHDIN CHH-
apoMm (ADC) [11, 12]. Tak, B peTpOCIIEKTUBHOM aHanu3e Hed-
poOuMoIICHIt, BBIITOTHEHHOM [JIs OIIPEe/IeHNsI CIIeKTpa U pac-
npocTparenHocTy nodeyHoir TMA npu BH, D. Song n coasr.
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OOHAPY>XI/IN ee XapaKTepHble IpU3HAKM ¥ 36 (24%) u3 148 ma-
1ueHToB. [Ipu aToM cuctemuble posiBierns TMA ormevanuch
TONBKO Y 7 u3 36 60mbHbIX: y 2 passunack TTII/TYC,y nByx npy-
rux - ADC, emle y 2 - 3710KaueCTBEHHAs apTepuaibHas IUIEPTO-
HyA (AT) 1y 1 manyeHTa — CUCTEMHBIIT CK/Iepo3. Y OCTa/IbHBIX
29 (80%) uMenoch coyeTaHue I0KanbHO-modeynoit TMA ¢ BH.
ITo MHeHNIO aBTOPOB, TaKye CIy4ay MOYKHO JIETKO IIPOITYCTHUTD,
€C/IV He BBIIIOJIHATD MCC/IE[OBAHIE METOOM UMMYHOGII0Opec-
LIeHIIMY C UCIO/Ib30BaHMeM aHTHUTeN K pubpuny [11].

Bmuanne TMA Ha modyeuHbIl IPOTHO3 y ManyeHToB ¢ BH
IOCTOBEPHO He YCTAaHOB/IEHO. B psime paboT mpopeMoHCTpH-
poBano, uto coderanme BH u TMA o6ycroBmmBaer 6onee
TsDKe/I0e IOopakeHNe IIOYeK 10 CPaBHEHMIO C TaKOBBIM IIpK
nsonuposannoM BH. Tak, B uccnegosanuu E Strufaldi n co-
aBT. IPOAHAN3NPOBAIN JaHHBIe 253 MalueHToB, y 43 (17%)
U3 KOTOPBIX BBIABJIEHBI OCTpble WIM XPOHMYECKUE IPOsB-
neana TMA Tpu THCTONOTMYECKOM JCCTIEHOBAaHMM TOYeK.
B sTo0it rpymIie oka3anach 3HaUMMO HIDKE PacueTHasA CKOPOCTb
k1y6oukoBoit ¢uasrpauyu - pCKO (24,1 mn/mmu/1,73 m>
vs 64,15 mn/mun/1,73 Mm% p<0,001), 6onbliee 4UCIO MALeH-
TOB (82,9% vs 32,9%; p<0,001) mocTurim KOMOMHMPOBAHHOM
koHeuHolt Touku (pCKP<15 mn/mMun/1,73 M?, Wnn cMepTb, UK
HayasIo jiedeHns remoamanusom). CpaBHeHMe KIMHMUKO-Tab0-
PaTOpHBIX IOKasareseil B rpynmax «uucroro» BH u BH+TMA
YCTaHOBWIO B IIOC/IEHEN OOIBIIYIO YaCTOTY aHEMUM, TPOMOO-
LUTOIICHUY, CHVDKEHWsI YPOBHS TANTOIIOOMHA ¥ CUCTEMHBIX
npossaennit (20,9% vs 4,33%; p=0,001). OgHako KIaccuueckue
KIMHUKO-TTabopaTopHble mposiBieHns: TMA He 103BOLSIIN
IIpefiCKasblBaTh Halu4dne peHanbHoil TMA, okoHYaTenbHas
BepyUKaIMA KOTOPOJ BO3MOYKHA JIMIIb Py OMOIICUM TIOYKY,
OCTaIOIIENCA BAKHENIINM MeTOLOM guardoctuku TMA [13].

B y>xe ymomsuyToit pabore D. Song u coast. [11] ycTaHOoB-
J7eHo, 4To 6o7bHBIe ¢ codetanneM BH 1 TMA HesaBucumo ot
ee 9TMOIOTUM MMenu 60Jlee BBICOKYIO IIPOTENHYPUIO M KpeaTu-
HVHEMUIO, & IIPY TYCTOMOTMYECKOM MCCIeIOBAHUM OMOITATOB
HoYeK — 6O/IbLINe 3HAYEHNS MH/IEKCOB aKTVBHOCTH U CKJIEPO34,
6071ee BBIpOKEHHYIO SHAOKAIVUIPHYIO TUIIEPKIETOYHOCTD, TY-
OyApHYI0 aTpodUI0 U MHTePCTULMATBbHBIA (rbpo3. OueBUAHO,
YTO JaHHBIe KIMHUKO-MOPQOIOTIYecKye IPOsBIeHNU ABIIAIOT-
Cs1 HeO/IarompuATHEIMI (PaKTOpaMy [OYEYHOTO IIPOTHO3a IIPU
mo6bix popmax TMA [8].

IMpyanast TMA y nannentos ¢ BH yeTko He ycTaHOB/IEHH,
IIPeJIIONAraloT, YTO MMMYHOIOrn4ecKas akTuBHOCTb CKB sBA-
eTCs1 OCHOBOII ee pa3Butus [12]. I'taBHast ponb B HOBpEXXAeHNN
SHAOTENMNS C TMOCTeRYIIUM pasButueM TMA, mo-BuguMomy,
IPUHAIIEKUT MMMYHOKOMIIIEKCHOMY COCYAMCTOMY BOCIase-
HIIO, KOTOPOE Pa3BUBAETCA B pe3y/nbrare ANCHYHKINY UMMYH-
Hoit cucteMsl [14]. B 6onbmmacTBe cryyaeB TMA o6Hapy»xu-
BAIOT y MALIMEHTOB ¢ IpojmdeparuBHbiMK Kaaccamu BH - 11 n
ocobenno IV [11, 12]. IIpoBeneHHble MCCIETOBAHMS TOKA3AI,
YTO NpeAMKTOpamMy passuTusa TMA He3aBUCMMO OT ee 3THO-
normu sipysiiotest IV xmace BH, genmosnums C4d B xmy6oukax u
BHEIJTIOMePY/LIPHBIX COCYMIaX, Ha/IM4ne aHTU-Ro aHTUTeN U M-
¢domenns [11, 12, 15], Torfa Kax MOBBIIIEHHbIE TUTPHI AHTUTEN
k JHK ¥ runokoMIieMeHTeMyA TAKOBBIMY He ABJLAIOTCA [16].

TMA y nmanmenTos ¢ BH npegcrasisier co6oit rpymiry cocro-
SHUM, pas/IMYAOLIMXCA 110 IATOTeHe3y U KIMHUYECKMM IIPOSIB-
nenusM. B kpyr anddepenimaabHOi f1arHOCTUKY HEOOXORMO
Bxmouatb ADQC, TTII, xoMmmiemeHT-onocpeoBanHylo TMA -
KoTMA (arunmunsiit I'YC - al'YC n Bropuunsiii I'VC), I'YC, ac-
COLIMMPOBAHHBIN ¢ MHPEKIIMeNL, a TaKoKe TeKapcTBeHHYI0 TMA,
Jallle CBA3aHHY0 C TOKCMYHOCTBIO MHTMOUTOPOB Ka/IbLIMHEBPYIHA,
n TMA, accouumpoBaHHYo co 310KadecTBeHHoit AT [11, 14, 17].
CrieKTp IepeyrCcIeHHbIX 3a00/IeBaHMIT U COCTOSIHUIL OTIpefes-
€TCsl TpeMs OCHOBHBIMM IATOT€HETHMYECKVMU IIyTAMMU, IIPUBO-
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pamyvy K pasutuio TMA y manuentos ¢ CKB: BosgeiicTBreM
antudocommmupabix antuten (ADA), gucperymaumyeit cucre-
MbI KOMIUIEMEHTA 1 BBIPAaOOTKOI ayTOAHTUTEN K MeTaslIoNpo-
tenHaze ADAMTS13 - depmeHTy, paciiielisioLeMy CBepXKpyII-
Hble My/bTHMepbl akropa ¢oH Bumnebpanna (¢bB) u Takmm
00pasoM peryampyoieMy IPOLEecChl MUKPOLMPKYILITOPHOTO
TpoMb0ooOpasoBanms. Bce oHUM 0ObenyMHEHBI OFHMM OOLIMM
MOpdOIOrIecKuM IPU3HAKOM — HOBPEXX/EHNEM K/IETOK SHIO-
te/msi (HaOyXaHue, OTeK, OTCIONKa OT 6a3anbHOI MeMOpaHbL, B
TSDKEJIBIX CIy4asX — HEKpOs3, paclIipeHye CyO9HI0TeMnaTbHOro
[IPOCTPAHCTBA), MEXaHU3MBbI KOTOPOTO pasimnyHel [9, 10, 17].

A®C u BH

ADC - ayTomMMyHHass TpoMOO(WINA, NMPOABILAIOLIAACT
PELUANBUPYIOLIMMI TPOMO03aMyl COCYAOB Moboro Kanmubpa u
TUIIA, B TOM 4ucyIe u opranHoro MIIP, u/umm axyiiepckoii maTo-
norueit mpu obsi3aTenpHoM npucyrcrsun AQA [18].

Cpenu manyentos ¢ CKB u conyreraytomym AOC TMA 06-
Hapy>keHa y 67% HaIMeHTOB, HO TOMbKO Y 32% — 6e3 ADC [19].
Haubornee sipko modeunass TMA nposiBsieTcst IpY KaTacTpo-
¢maeckom ADC (KADC), kotopseiit passuBaercs Bcero y 1%
narmeHToB ¢ AQC, HO IPMBONUT K JIeTa/IbHOMY MCXOLy Ooree
4yeM B 1/3 cy4aeB B pesy/bTaTe IONMOPIAHHON HEJOCTATOYHO-
T, 0bycnoserHoit Tpom6o3oM MIIP B Tpex u 6onee opraHax,
Pa3BMBAIOLIVIMCA B CPOK 10 7 BHelL. YacToTa mopakeHus noJey-
Horo MIIP npu KADC npesocxomut 70%, a 10 HEKOTOPBIM JaH-
HBIM, pa3BuBaeTca B 100% cimyuaes [20, 21].

Iopaxxenne MIIP mouek, acconumpoBaHHOe C UPKYIUPY-
oMy APA, nonyunno nassanne ADC-accoummpoBaHHON
He¢ponaruu (AOCH), koTopast MOpOIOrMYecKn XapakTepu-
3yeTcsl HEBOCIAIMTENbHOM OKKTIO3Mell MeTIKUX COCY/IOB U Pas-
BUBAeTCA MPUMEPHO y 63-67% manuentos ¢ CKB u gocrosep-
HbiM ADC [19]. PanHMe mopaskeHNsI eMOHCTPUPYIOT IIPU3HAKI
cobcrBenHo TMA ¢ o6HapyxeHneM puOPMHOBBIX TPOMOOB B
KITyOOYKax ¥ apTepuoax. XpOHNMYeCKue M3MeHEeHMsI XapaKTe-
pusyTCs GuOPO3HOIL IUIIepIUIa3uel MHTUMBI C 06MTepariyeit
IPOCBEeTa COCYyJa M OPTaHM30BaHHBIMYM TPOMOAMM C peKaHa-
nM3anyeit Wi 6e3 Hee B apTepUsAX MaJIoro Kaanbpa, 04aroBoii
KOPTMKAIbHOM aTpoduel ¥ TMpeouan3anyer KaHanbles [22].

ITo maHHBIM CHCTEMaTHYECKOro o63opa M MeTaaHa/Iu3a,
YaCcTOTa MMKPOCOCYAUCTBIX IOPAKEHUII MOYeK y MAIl[MeHTOB
¢ ADQA-nonoxxutenpHoit 1 ADQA-HeratusHoit CKB cocTtaBmma
31,3% nmportus 10,4% COOTBETCTBEHHO, PUCK OCTPBIX WM XPO-
HIYECKNX MUKPOCOCYAMCTDIX MTOpa’keHMi1 MOYeK Y MaIVieHTOB
¢ ADA okasasics Bbllle B 3—5 pas [0 CPABHEHUIO C MAlIMEHTaMU
6e3 ADA. BomryaHOYHDIIT aHTUKOATY/IAHT (OTHOIIEHME IIAHCOB —
OIII 4,84 [95% moBepuTenbHblil MHTEpBan — AW 2,93-8,02]) u
aHTUKAPAMOIMIIMHOBbIE aHTUTENIA KJIacca MMMYHOIToOymH G
(OII 3,12 [95% IV 1,08-9,02]) acconmupoBanuch ¢ Haubonee
BBICOKMM pUCKOM mopaxeHus MIIP mouek, mpu sToM CBA3b
A®A 1y ¢ oguuM Kmaccom BH He o6Hapyskena [23].

A®DA He BBI3BIBAIOT TPOMOO3 HATIPSIMYIO,  CKOpee MHAYIN-
PYOT popMMpOBaHIe YCIOBUIL /IS aKTUBALMM CBEPThIBAIOLIEl
CHCTeMbI KPOBY (HasbIBae€MBIX «IIEPBBIM YAapOM»), IPU KOTO-
PBIX TPOMOOTIIECKIE COOBITISI BBI3BIBAIOTCSI [OIIO/THUTE/IbHBI-
MM NOBpeXXpaomuMy ¢akropamy (Tak HasbIBaeMBIl «BTOPOIL
ymap»). B Hacrosmiee Bpems A1 OODBACHEHUS TEOPUU «IBYX
YHApOB» IPENIOKEHbI 1B OCHOBHBIX MOJIEKY/IAPHBIX MEXaHM3-
Ma, C TOMOIbI0 KOTOPhIX ADA MHAYLMPYIOT IPOKOATY/IAHTHOE
U IIpoajire3VBHOe cocTosAHue. Bo-mepsbix, APA perympyror
IUIa3MEHHOE 3BEHO TeMOKOATY/LILMU U CUCTeMy (UOPMHOMM-
3a [24, 25], mpefoTBpalasd MHAKTUBALUIO (PaKTOPOB CBEPTHIBA-
HVsI KPOBM ITyTeM MHIMOMPOBAHNMS €CTECTBEHHBIX aHTMKOATY-
naHTOB — aHTUTpoMOMHa III, mporenna C 1 aHHekcuHa A5 [24].
Bo-BToppix, ACA aKTUBUPYIOT S3HOTENNATbHbIE KIETKM, TPOM-
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OOLMTBI ¥ MOHOLMTBI NOCPEICTBOM B3aMMOJEIICTBIUA C MEM-
OpaHOCBA3aHHBIMY G€/IKaMI 1 PELIeITOPaMy Yepe3 TPAaHCKPUII-
L[VIOHHBIIT (PAKTOP M MUTOT€H-aKTVBYpPYyeMble IPOTENHKIHA3DL.
OTH cuUTHAjIbHBIE COOBITUA MHAYLMPYIOT IPOBOCIAIUTE/IbHbIE
Y IPOKOATY/IIHTHBIE (PEHOTUIIIYECKIe M3MEHEHNS, SKCIIPeCCHIO
MOJIEKY/I afire3V U BHICBOOOXK/IeHN e TKAaHeBOTO paKTopa M MH-
ruburopos GpubpuHoIM3a [24, 25].

OTHOCHTENTbHO HEABHO OIMCAH ¥ APYTOM MeXaHW3M BIN-
auna ADA, ¢ KOTOpbIM TIpeX[e BCEro CBA3LIBAIOT PasBUTHUE
XPOHIYECKOIT HeBOCHaMNTeNbHOI BacKynonatuu. G. Canaud u
COaBT. IpOIeMOHCTpUpoBany, 4To ADA, Bblfie/IeHHbIe Y TaLu-
eHToB ¢ focToBepHbIM ADC, akTuBMpyIoT IyTh MTOR B Kyib-
TUBMPYEMbIX K/IETKAX SHJOTENMA COCYHOB, MOATBEPAUB CBOIO
TUIIOTE3Y O TOM, YTO 9TOT MEXaHMU3M MOXKET OBITh BOBJIEUEH B
pasBuTME COCYAVMCTOMN IIaTONIOTWH, TIPOJAEMOHCTPMPOBAB Tyd-
IIYI0 BBDKMBAEMOCTD TPAHCITAHTATa OYKY Y TIAIMeHTOB, IOy -
Jaroux nedenue uHrnénropamy mI'OR, 1o cpaBHenuo ¢ Temy,
KTO ¥X He nonyd4ai [26]. Kpome Toro, mocienHme 1cciesoBaHus
TIOfITBEPKIAIOT K/TI0YEBYIO PO aKTMBAIMM aNMbTePHATHBHOTO
nyTu komiieMenTa (AIIK) B passurun AOCH [27].

HerarusHoe BnuAHMe Ha MOYe4HbIi Mcxop, codeTanna BH u
A®CH npopieMOHCTPUPOBAHO B Psifie OT€YECTBEHHBIX U 3apy-
6exxubIx nccnemnoBanmit. Tak, H.JI. KosnoBckast 1 coaBT. Ha Oc-
HOBaHMM M3y4eHus 138 6onbHbIx BH, 13 KoTOpBIX y 57 AMarso-
cruposat BropunyuHslit ADC, ay 33 orMedeHa «6eCCUMIITOMHAsI»
umpkynauna APA, ycranosuny, yto codetanne BH ¢ ADC u-
nousmensieT tedenne CKB, npupasas eii 4epThl IOMMOPTaHHON
MIITEMIYECKOI TTATOOTUM C TIPEUMYIIECTBEHHBIM IOpayKeHeM
ITHC, cepaa 1 noyek Kak OCHOBHBIX OpraHOB-MuiIeHeit. OT-
MmeyeHo, yTo AOCH yxypuaer teyenue BH, npusops K passu-
Tiio 6onee TsKenoit Al 6onblireil yacTore PyHKIMOHANTbHBIX
HapyLIeHnil 1 OGbICTPOMY IIpOrpeccupoBaHuio HedpomaTuy B
TeTIoM, CHIDKas 10-7IeTHION ITOYeYHYI0 BEDKMBAEMOCTD ¢ 95 fio
80% [28]. Yepes 10 net J. Gerhardsson u coaBr. mokasa, 4To
HalMeHTsl, y kKoTopbix BH coueranca ¢ AQCH, ¢ 6onmblueit Be-
posTHOCTbIO focTurHyT TITH 1o cpaBHeHMIO C MalieHTaMy C
usomuposanueiM BH (OIII 5,8,95% IV 1,7-19,7) [29].

KoTMA u BH

KoTMA - sto TMA, BbI3BaHHAs AUCPETYIALMEN U TUIEp-
aktuBanuert AIIK u npexncrasisiomias coboil reTeporeHHy0
rpymnmy 3abormeBaHmii, BKIodamoomyo al'YC Kak IepBUYHYIO
TeHeTHYeCKM 0OYCIOB/IEHHYIO MATO/IOTMI0 KOMIUIEMEHTA 1 BTO-
puunslit I'YC, npu koropom TMA passuBaeTcss B pesy/nbTare
BTOPMYHOI aKTMBAaLMM KOMIUIEMEHTA BCTIEACTBME IOBpeX[e-
HIsI SHOTE/IVsI, BBI3BAHHOTO Pas/IMYHBIMI (PaKTOpaMy U MeXa-
HM3MaMM y HAlLMeHTa, He VIMEIOIer0 TeHeTNYeCKMX aHOMAni
cucrembl KoMiieMeHTa [30]. VIToroM u36bITOYHONM aKTUBALI
ATIK siBnsieTcst o6pasoBaHue MeMOPaHOATAKYIOIIErO KOMIIEK-
ca — TEPMUHATIbHOTO KOMIUIEKCA KOMIUIEMEHTA, IPUBOJAIIETO
K HOBPEXJEHNIO TKaHell, 4TO SAB/AeTCA OOMUMM 3BEHOM B ITa-
todusnonorun Bcex Gopm TMA, onocpenyemoit KOMIIeMeH-
toM [30]. Cunraercs, 4yro Bropuunas TMA, accounnpoBaHHast
C APYTYIMU TIATOJIOTMYECKMMU COCTOSTHMSAMMU, BO3HUKAET B pe-
3y/IbTaTe «KPAaTKOBPEMEHHOI» aKTUBAIMM KOMIITIEMeHTa, MHAY-
LMPOBAHHOI OCHOBHBIM 3a00reBaHyeM. OfHAKO 3TO pasimdue
He SB/IAeTCS aOCOMIOTHBIM, IIOCKONBKY Ipy BropuuHoit TMA,
aCCOLMMPOBAHHON C APYTMMU IATOTOTMYECKMMY COCTOSHUA-
M, TeHeTHYecKye AedeKTsl OeNKOB KOMIUIEMEHTA BbISB/IEHbI
mpuMepHoO y 10-60% manuentos [31]. B Takux curyanmax ak-
TUBALVA CCTEMbl KOMIUIEMEHTA, MHAYIMPOBAHHAs COMYTCTBY-
oM 3a00/1eBaHNMEM M HPeIpacIoNoKeHHas! K JajbHelei
aKTMBALVM U3-3a HEPACIIO3HAHHON T'eHEeTMYECKOl aHOMajuu,
MOXXET IIPHUOOPECTV HEKOHTPONMMPYEMBIl XapaKTep, YTO MpH-
BefieT K pasBUTHIO cucteMHolt TMA. 9To mono)eHne BepHO U
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mist BH. B equiHCTBEHHOM CerofHsl HEOOMBIIOM PETPOCIIEKTIB-
HOM aHa/mm3e 11 cimydaes accoummpoBanHoi ¢ BH cucremHoit
TMA, pedpakTepHOIt K I1a3MOOOMeHY, IIIOKOKOPTUKONIAM 1
VMMMYHOCYIIPeCCUBHOI Tepanui, y 10 BBDKUBIINX HOCTIE OCTPO-
ro smmsoga TMA mnammeHTOB MCCAENOBaHbBI TE€HbI CUCTEMBI
KOMIUIEMEHTa 11 Y 6 U3 HUX OOHAPY>KeHbI MyTal[ui/BapUaHTbI
TeHOB, acconunposanHble ¢ al' YC: myraun dpakropa H (CFH),
CFHR1-CFHR3, ¢axropa I, pakropa B, MembpanHoro xodax-
topHoro npotenHa (MCP)/(CD46) u tpombomopynnaa. CeMb
IAI[YIEHTOB B JAHHOM MCCIEHOBAHNM [IO/Iy4YajIN IedeHre reMo-
AVaIN30M, KOTOpOe IPEeKpPalleHO Y 4 U3 HUX B CBA3M C BOCCTa-
HOBJIeHVeM (PYHKI[MM [T0YeK B XOfie IedeHsi KOMIUIEMeHT-6710-
KUPYIOLIMM IIpenaparoM sKkynusymad [32]. Takum o6pasom, kak
u npu ADC, passutne al'YC npu CKB IotHOCTbI0 COOTBETCTBY-
eT TeOpUM «JBOIHOTO yAapay. [eHeTI4ecKue aHOMaINy KOMIITIe-
MEHTA JIMIIb NPefpacroaraloT K passutuio TMA - «mepBblit
yIap», a BbICOKasA MMMYHo/orndeckas aktusHocTb CKB sBiia-
€TCsI «BTOPBIM YAAPOM», HeoO6xouMbIM A1 passutus TMA [8].
CKB sB/A€TCS YHUKAIBHBIM IIPUMEPOM BO3MOXKHOTO Pa3BUTHUA
kak al'YC (mepsuunoit KoTMA), tak u BropuuHoit KoTMA.
Iepsuunpii al' YC pasBuBaeTcss IpM HAIMYUM TEHETUYECKUX
aHOMa/unii OEJIKOB CUCTEMbI KOMIIEMEHTa MM TIPU 06pa3oBa-
HUU aHTUTeN K perynsaropHomy 6enky CFH [33], k pasBuruio
BropuyHoit KoTMA mpusoput runepaxtupanus AIIK, koro-
PYIO 3aIlycKaeT K/IACCHYeCKMil MyTb KOMIUIEMEeHTa, aKTMBUPY-
eMbIlI MIMMYHHBIMU KOMIIIEKCAMY IPY BBICOKON aKTUBHOCTU
CKB 3a cueT nporeonutudeckoro pacuierienys C3 go C3b [34].
OpHako pasnuyre MeXAy HEepPBIYHBIM IIPOLECCOM, OIIOCPENO-
BaHHBIM KOMIUIEMEHTOM, U IIPOLIECCOM, BbI3BAHHBIM BTOPUYIHBI-
M1 (pakTOpamu, MMeeT peluaoliiee 3HaUeHIe, TOCKONbKY TMA,
BO3HUKAIOMIAs 13-3a JIeKAIIEro B OCHOBE TeHETNIECKOTO Jiedek-
Ta, IPOrpeccupyeT, HECMOTPSI Ha yCTPaHeHe IPOBOLMPYIOLeit
IIPUYMHBL, IMeeT BBICOKNIT PVUCK PEeLjANBa I IVIOXO OTBeYaeT Ha
aJIeKBaTHYIO Tepaluio OCHOBHOro 3abonesanns [30, 31, 35].

Pasrpannyenne nepBuyHoN 1 BTopudHoil TMA BaXKHO i1
BBIOOpA TAKTUKM JIEYEHVIsI, XOTS ¥ SIB/LIETCSL CTIOXKHOI 3afiadeit
[T KIMHUOUCTOB. [lanueHTaM, Y KOTOPbIX KIMHUYECKOoe Tede-
HIte npepnonaraeMost BropnaHoit TMA HeoOBIYHO arpeccuBHO
U He pearypyeT Ha TPafMLIMOHHOE JIeYeHMe, CTIeAyeT paccMo-
TPeTb BO3MOXXHOCTb Ha3HAYEHVsI KOMIUIEMEHT-OIOKMpyIoLieit
tepammu. Kpome Toro, ciefyer BBIIOTHUTb TeHETHYECKOE Te-
CTHPOBaHMe V/ WA OLEHKY 61IOMapKepOB KOMIIIEMEHTa, YTOObI
6oriee IeTa/IbHO YCTAHOBUTD Y4acTyie KOMIUIEMEHTA B PasBUTUN
3abonepanus [36].

Aecprumt ADAMTS13 1 BH

TTII, xoTopas pasBMBaeTCsA BCIEACTBYE AeduINTa MeTasl-
nonporenHasbl ADAMTS13, pacujenisoniell CBepXKpyIHble
MynbruMepsl ¢daktopa ¢pB M orpaHMuMBaOIIEll TeM CaMbIM
MMKPOLMPKY/IATOPHOE TPOMO00Opa3oBaHue, AB/IAETCA Cepbe3-
HOI1, XOTs U peaxoit mpuunHoit TMA y manuentos ¢ BH. Kax
n npu KoTMA, TTII y 6onbHbix CKB MOXeT BOSHMKATb TPy
Ha/IM4MY BPOXK/JEHHOTO NeyIyTa U3-3a TeHeTHIeCKMX aHOMa-
it ADAMTS13, uto HabmofaeTcs KpaiiHe Pelko, 160 ObITh
BTOpMYHOI MMMyHOonocpenoBanHoit TTII (nTTII) BcnencTBue
obpasoBanus antnren K ADAMTS13 [17].

HecmoTps Ha HecomMHeHHyI0 ponb B passutvm nTTII pe-
¢duura ADAMTS13, cerogHs 06Cy>XfaeTcs TaKKe ydacTue
U CUCTeMbl KOMIUIEMEHTa. B IONIb3y 9TOTO CBUJETENBCTBYET
noBblieHne ¢pparmenToB komivieMeHTa C3a u C5a Bo Bpems
ocrporo smmsopa nTTII. O6Hapy)KeHNe MOBBILIEHHOTO YPOB-
HA ¢parmeHTa Bb mo3BomseT mpepmosarath, YTO aKTMBALNA
KTaCCMYeCKOTO IIyTH KOMIUIEMEHTa 3aIllyCKaeT aKTUBAlLUIo
ATIK ananormano KoTMA [37, 38]. B pa6ote N. Turner u co-
aBT. YCTaHOBJIEHO, 4To cbopka 1 akTusaya AITK npoucxopar
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Ha MynabTrMepax ¢akropa ¢B [38], mpudem sToT perymsarop-
HBIil IPOLIECC 3aBUCUT OT pa3MepoB My/IbTUMepa. [lanbHerine
UCCNIEIOBAaHMs IIPOJEMOHCTPUPOBANIM TIPSAMYI0 B3aMIMOCBS3b
MeX[y Ha/ln4leM CBEepXKPYIIHBIX My/IbTHMepoB dakropa ¢B u
6onee Bbicoknmu yposHsaMu C3a, C5a 1 MeMOpaHOATaKYIOLIEro
KoMIUlekca. KimHM4yeckoe 3HayeHMe aKTMBAIMM KOMIIIEMeH-
ta npu uTTII Bce ellle HesACHO, XOTA 9TO HONONTHUTENBHO IOJ-
TBEPXKTAET TUIIOTE3Y «ABOIHOTO ylapay, TPy KOTOPOM TsKe/blit
meduuur ADAMTSI3 uHmynMpyeT Hpolecc MUKPOTPOMOO-
00pa3oBaHys, TeHepaIu3alyio KOTOPOTO MOXET OOYCIOBIIM-
BaTb JONONHUTEIbHBII TPUTTEP.

Yacrora u pacupocrpaneHsocts TTII y 6ompabix BH He
YCTaHOB/IEHA, MCCIENOBAHUA OrPAHMYMBAIOTCA B OCHOBHOM
OIlMCaHMeM Cepuil cy4yaeB. B oflHOM 13 caMbIX KPYIIHBIX Ha ce-
TOIHALIHNUI IeHb aHA/IM30B, BBIIIOTHEHHOM Ha KUTAlCKO KO-
ropre nanueHToB, TMA auarHoctupoBasa y 3% (62 us 2062 ma-
myeHToB ¢ CKB), a wacrora npuo6bperennoit TTII cocraBmia
0,29% 3a 2 ropia HaOmofieHN:. [pynma manyeHToB ¢ fedpuunuTom
ADAMTS13 xapakTepusoBaiach TsKenbiM nopaxennem [JHC
B OTCYTCTBME TsDKENIOro MOBpexjeHMs mnodek. Hampotus, B
TpylIe maiyeHToB 6e3 geduiura ADAMTS13 Habmopanoch
TsDKesmoe mopaxkeHne modek (pCKD 21,6+12,0 vs 112,7+18,0;
p<0,001). Mopdorornieckoe McciegoBaHme TKAHN IOYKN BbI-
IIO/IHEHO TOJIBKO Y 2 MALMIEHTOB B TPYTIIIE C HOPMa/IbHOM aKTUB-
HocThio ADAMTS13, koropsim auarHoctupoBad BH IV kmacca
B coueTanuu ¢ TMA [39].

Tepanestnueckas crparerns aedenus TMA

TepaneBTideckas CTpaTerus 3aBUCUT OT PasBUBLIETOCT
Bapuanta TMA. [/ DaIMeHTOB C JeKapCTBEHHO-MHAYLVPO-
BaHHOIT TMA onpaBfaHa TaKTVKa OTMEHBI ITperapaTa UiIn CHI-
JKEHUsSI J03bl B C/Iydae NPYMEHEHNs] MHIUONTOPOB Ka/IbLIMHEB-
puHa [40].

ITpu passutun uTTII HeobXoAMMO HeMe[IeHHOE IIPOBe-
IeHue TepaneBTUYeCKOTro IIa3MOOOMeHa JUIA YAa/leHNUs ayTo-
antuten K ADAMTSI3 B coyeTaHny ¢ MMMYHOCYIIPECCUBHON
tepanueit. Hanbonee 4acTo IpUMEHSIOTCA IIIOKOKOPTUKOCTe-
ponnst (IKC) u purykcnmab. I'KC pexomeHnyiorcs B KadecTBe
1-1 TMHUM Tepamuy BMeCTe C TepareBTMYeCKUM IIa3MoobMe-
HOM. PrTyKcMa6 mcronesyeTcst A/ist JOCTVDOKEHNsI ¥ COXpaHe-
HIISI PEMICCHN, IPEROTBPALLEHNS PELVANBOB 3a00/IeBaHNS, TAK
Kak ero apext HacTymaer orcpodeHHo [41]. BaxxHoit sxcrepu-
MeHTasbHOU Tepamueit mpu U TTII ABndeTca npuMeHeHMe pe-
koMOuHanTHOro ADAMTSI13 [42].

OcnoBoit Teparmu KoTMA sB/sieTcs aHTUKOMIUIEMEHTAp-
Has Tepanus. [Ipemapar skyam3ymMa0, ryMaHUSMPOBAHHOE MO-
HOKJIOHa/IbHOe aHTuTeno K C5, 67I0KupyeT ero, IpefoTBpaliast
06pa3oBaHye TePMUHAIBHOIO KOMIUIEKCA KOMIIIeMEHTa I IIpe-
Kpalllasi TeM CaMbIM IIPOLIECC MUKPOTPOMO006pa3oBaHIsL.

ADC ¢ mOATBEp)KAEHHBIM TPOMOO30M JIedaT aHTHKOA-
TynsaHTaMyu. BapdapyH mim HM3KOMOEKY/IAPHBIA TelapyH
SIBJIIIOTCA CTAQHJAPTOM JIeYeHNs, NpPVYMeHeHue IPSAMBIX Iep-
OpaJIbHBIX aHTUKOATY/LIHTOB B HACTOsAIIee BpeMs y MalleHTOB
¢ ADC orpannyeHo. Bcem manmentam ¢ CKB nu AOCH crnenyer
HasHayaTh TMApOKcuxaopoxuH. Ilpu octpom teyenun APCH
ero HeoOXOAVIMO COYeTaTh C He(PPAKIMOHPOBAHHBIM VTN HI3-
KOMOJIEKY/LIPHBIM TerapiHoM. CriefflyeT OTMETUTD, YTO PeXI-
MBI aHTuKoarynsaHTHON Tepammyu APCH B Hacroslee BpeMms
He paspaboTaHBbl, OfHAKO OYEBUIHO, YTO 000/ 13 HUX PEKO-
MEH/YeTCsl IPUMeHATb JymutenbHo [43]. Ilpu coverannu BH c
A®DCH, kpoMe aHTHMKOATy/IAHTOB, HeoOxonMo HasHadeHye [KC
Y IIMTOCTATHUKOB B JI03aX, OIpefie/sIeMbIX aKTMBHOCTDIO 60/Ie3HI
u Moponorngecknum kmaccom BH. B crywae passutns KADCy
nanyeHTos ¢ CKB crefyeT ucnonb3oBaTh MeTOIbI MHTEHCUBHON
tepammu. Heo6XoguMo codeTaHue MpsAMbBIX aHTUKOATy/ISHTOB
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¢ TKC, cBexxe3saMOpOXXEHHOI I1/1a3MOI /UM BHYTPUBEHHBIM
MMMYHOITIOOY/IMHOM, IIPY HEOOXOVIMOCTH ClIefyeT Ha3HayaTb
uknodochamug. IIpn KADC, pebpaktepHOM K MPUMEHEHNUIO
OCHOBHOTO pexxMMa (CBe)ke3aMOpOXKeHHas Ila3Ma + Hedpak-
1yoHMpoBanHbli remapud + I'KC), npumensiercs: purykcumab
WV KOMIUIEMEHT-O/IOKMPYIOLas Tepanys B KauecTBe Iperapa-
TOB 2-11 muHnm [43].

Cranpapr neyeHus nauueHToB ¢ BH m comyTcrByromeit
TMA, nopTBep)XIeHHBbIX OMOIICHEN, TPV OTCYTCTBUM YETKUX
npusHakos TTII, BTopranoro I'YC wmn ADC ceropHsa okoHYa-
TE/IbHO He OIIpefie/ieH, Pa3yMHBIM MEePBbIM LIATOM ABIAETCA Te-
paIyisi OCHOBHOTO 3a00/IeBaHysI B 3aBYCUMOCTH OT aKTUBHOCTH
CKB u mopdonorngeckoro kmacca BH (ITKC u mukogpeHonmara
Modetnn nn ruknodochammun) [44]. Tlo gaHHBIM peTpocCIek-
TUBHOTO HEPaH[JOMMU3UPOBAHHOTO KOTOPTHOTO MCCIIEOBaHU,
IpJMMeHeHNe Ta3MOOOMeHa B [IONONHEHNE K CTaHJAPTHOMY
negeHnto BH accormmpoBano ¢ 60jee BBICOKOI 4acTOTOM pe-
muccenit (78% mporus 11%), 6omee HU3KOI YacTOTON pedpak-
TepHOCTH K Teparmu (22% mpotus 89%). Kpome Toro, nmanueH-
ThI, KOTOPBIM JIOIIOTTHUTEIHO IIPOBOANJICS IIa3MOOOMEH, pexxe
HBOCTHTa/IY KOMOVMHVPOBAHHOI KOHEYHOIT TOUKY (CMepTB, YABO-
eHIe YPOBH: KpeaTHMHMHA CBIBOPOTKM Kposu, TTIH) [45].

Y4nThIBas JaHHBIE MCCTENOBAHMIL, IOATBEP>KAAIONINX POb
aKTyMBalMM KOMIUIEMeHTa B passutuy TMA, accoLmMipoBaHHOI
¢ CKB, Bce 607blile BO3pacTaeT MHTEPEC K MPYMEHEHNIO KOM-
IJIEMEHT-6TOKMPYIOLLelt Tepalny B JaHHOI TPYIIIIe MAlieHTOB.
Oxynmusymab ycremno npumensiercs npu al'YC u mapoxcns-
MaJIbHOJ HOYHOJ I'eMOITIOONHYPIY, HO He BXOIUT B CTaHAApT-
Hywo Tepamioo BH. B cucremarnyeckoM 0630pe, B KOTODBIi
BK/II04YeHbI 30 MAI[VIEeHTOB, TOTYYal0NMX KOMIIEMEHT-0/I0KIpPY-
IOIIYIO TePAIIMIO B CBA3Y C pa3BuBILerica Ha GpoHe akTuBHOro BH
TMA, npopeMOHCTpUpOBaHa BbICOKast 3 HeKTUBHOCTD JAHHO-
rO MeTOfa jedeHrs. Y OO/MbIIMHCTBA MAIEHTOB HAOMIOfaNCh
6/IaronpuATHbIE pe3yNbTaThl Tepamuy sKymusymabom (93%),
BOCCTaHOB/IeHMe QYHKLMM IT0YeK OTMeUeHO ¥ 75%. DbdexT ot
IpMMEeHeHMs IperapaTa HacTymasn ObICTPO, B CpefiHeM B Tede-
Hte 2,5 Hept [46]. N. Kello u coaBT. omucanu koropty n3 9 mamu-
€HTOB, ITOTYYaBIINX 3KYIM3yMabd 1o OBORY BTOopuuHOit TMA
(y 7 u3 9 Boasnena CKB). ¥V 1/2 13 HUX puMeHeHNe KOMILIe-
MeHT-0/IOKMPYIOLIelt Tepanyu IpuBero K yaydiueHno pCK® Ha
25%, 2 13 3 MaleHToB MpeKpalleH reMoguamms [47].

Takum obpasom, s nedennss TMA y manumentos ¢ BH
IPVMMEHAIOTC IUIa3MOOOMeEH, 9KyIusyMad U pUTYKCcMMab B
IOIOIHEHNE K TMIPOKCUXTIOPOXMHY M CTaH[APTHON MMMYHO-
CyIpeccuBHOI Tepanmun. [ 060CHOBaHMA 9TOII TepameBTH-
YeCKOJl TAKTUKI HEOOXORMMBI POCIIEKTUBHBIE UCCTIEOBAHMNA,
HOCKOJIbKY CerofiHs ee 9 (deKTUBHOCTD JeMOHCTPUPYIOT B OC-

HOBHOM OIIMCaHVsl KIMHUYECKUX CIyYaeB U CEPUM K/IMHUYE-
CKIX HaO/II0e L.

3akAloueHue

TMA npepcrassiet o607t 0cOOBII BIA OPAXKeHNsI COCYHOB
OYeK MaJIoro Kanmubpa, KOTOpblit darie codetaercs ¢ BH, onxako
npy CKB BO3MOXXHO M M30/IMpOBaHHOe ero pasButue. OcHOB-
HpIMM TipydayHaMy paseutusa TMA asnaiorcs ADA, xoropble
BBISIB/IIIOTCS y IOAaB/Istionero unca 6ompabix BH ¢ TMA. Pexxe
BcTpedaerca TMA, accolmmpoBaHHasA C HATONOTMEN CUCTEMBI
KOMIUIEMEHTA, ¥ KpailHe PefKoil MPUYMHON AB/IAeTC NedUIUT
ADAMTS13 ¢ passutnem TTIL. JTro60it n3 BapuantoB TMA mo-
xet n3MeHnTb penornn CKB B 1ieriom u redenvie BH B uactHOCTI.
Opnnako auddepeHuanpHas AUarHOCTUKA MEXAY aKTUBHOCTBIO
BOTYAHOYHOTO IIPOIIeCCa C €r0 KAMHUYECKUMM IIPOSIBIeHUAMMN
u TMA 3arpynHeHa, ITOCKO/IbKY ¥ TeMOMM3, ¥ TPOMOOLUTOIE-
HUA, ¥ OPTaHHOE NOpakeHue, B IiepByto odepenb nouyek u ITHC,
xapakrepHsl 1 a1 CKB kak TakoBoit. [Tostomy u Hedponory, u
PEBMATONOTY TOJDKHBI MICIIBITHIBATh HACTOPOYKEHHOCTD, IOMHSA O
BO3MOYXHOM Pa3BUTHUM JAHHOII ImaTonoryy y manyentos ¢ CKB.
HanpHerimee usydenne naroreHesa AQCH, a Taioke TOro, Kak
CKB mnepecekaeTcs co CIeKTpoM cuHApoMoB TMA, MOXeT Io-
MOYb B BHIPabOTKe MHAMBUYaIN3MPOBAHHOM TepaneBTIYeCKO
TaKTVKY /IS YTyYIIeHNA IPOTHO3a MaI[VIeHTOB.

PackpbITiie MHTEPECOB. ABTOPBI [IeKTTapUPYIOT OTCYTCTBIE
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Cnmcok cokpaumeHmri

AC - arepockepos

AT - apTepuanbHas TUIePTOHUS

al'YC - arumirgHbIl TEMOMTUTIKO-YPEMITYeCKIIT CMHAPOM

ATIK - aybTepHaTUBHbII Ty Th KOMITZIEMEHTa

A®A - anTudochonmnuaHbe aHTUTENA

ADC - antrdocdommmuaHbIi CMHEPOM

A®CH - HedponaTus, acCoIMMpOBaHHAA ¢ aHTU(POCHOMUINITHBIM CHH-
TpOMOM

BH - Bormyano4HbIT Heput

I'KC - rmoKOKOPTUKOCTEPOMIbI

I'YC - reMomuTuKO-ypeMmdecKuii CHHPOM

IV - noBepuUTeNnbHbI MHTEPBA

WIIB - MCTMHHDIN MOYEYHDIN BACKYTUT

uTTII - UMMyHOOIIOCpeROBaHHAsI TPOMOOTIIECKAS TPOMOOLIUTOIIEHITIeC-

Kas Imyprrypa

KA®C - karactpodudeckuit aHTHGHOCHOMNUIMFHBIN CUHAPOM
KoTMA - KOMIIEMEHT-O0IIOCPeOBaHHAsL TPOMOOTNYECKAS MUKPOAHTMO-
maTns

MIIP - MUKpOIMPKYIATOPHOE PYC/IO

HHB - neBoCmanmmTenbHas HEKPOTUSUPYIOI[AA BaCKY/IOMATIA
OIII - oTHOIIEeHNE MIaHCOB

pCK® - pacyeTHast CKOPOCTDb KTy6OUKOBOI (GUIBTpaLIim
CKB - cucremHas KpacHasi BOTYaHKa

TMA - tpomM6oTHyecKas MMKpOAHTMOATHA

TIIH - TepMuHanbHadA MOYeYHas HELOCTATOYHOCTD

TTII - TpoM6OTHYECKas TPOMOOLMTOIIEHIYeCKas Iy pITypa
$B - dakrop pon Bunnebpanza

ITHC - nenTpanbHas HepBHas CHCTEMa
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