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HapymieHnst KoaryIsimmoHHBIX U (HOPUHOIUTHIECKIX
peaxkinit KpOBU, aCCOLIMUPOBAHHBIC C BOCITAJICHUEM,
WUTPAIOT BEAYIIYIO POJIb B PA3BUTUU PSIA YTPOKAIOIINX
JKM3HU U CBSI3aHHBIX C IJIUTEILHOM YTPATOM TPYIOCIIO-
COOHOCTM COCYIUCTBIX 3a00JIeBAHUI M KPUTUICCKHIX
COCTOSTHUI, BKJTIOYast TPOMOO03 BEH HIKHUX KOHEYHO-
cTeit, o0pazoBaHKe TPOMOA B IIPABOM KEITyIOUYKE, JIETOI-
HY10 TPOMO03MOO0JINIO, JIOKAJIbHBII TPOMOO3 JIETOYHOM
apTepuu, OCTPBIN MH(APKT MUOKApAa, UIIeMUYECKII
TPOMOOTHUYECKUI U TPOMOOIMOOINUYECKUIA UHCYIIBT,
TpoMO03 ¥ TPOMOO3MOOINIO APTEPUL HUKHUX KOHEYHO-
CTeil, CHHAPOM JUCCEMUHUPOBAHHOTO BHYTPUCOCYIU-
croro cBepthiBaHusI KpoBH (JIBC-cunnpom). Ilupoxoe
BHEIPEHME CTpaTeIMy MTPOMMIAKTUKYI 1 CBOCBPEMEHHOM
JNMAarHOCTUKU TPOMOOTUYECKUX U TPOMOOSIMOOIMYECKUX
OCJIOXKHEHUU TpebyeT eAnHOro Moaxoaa K ornpenesie-
HUIO TTOHSTUN Y MIPUHIIUIIOB BepU(PUKAIIUN ITUX T1a-
TOJIOTMIECKUX COCTOSTHII 1 00J1e3Heil. OCHOBBIBAsICh
Ha TIPUHIINTIAX, U3JI0KEHHBIX B BEIYIIINX OTCIeCTBCHHBIX
1 3apyOeKHBIX PYKOBOICTBAX, MBI MCITOJIb3YeM CIICIY-
FOIIIKE OIPECIICHUSI MATOJIOTUUECKUX COCTOSTHII 1 3a-
0oJIeBaHMIA, CBSI3aHHBIX C HAPYIICHNEM CBEPTHIBAIOIICH
1 GUOPUHOIIUTUYECKON crucTeM KpoBH [1—6].

Koarynonatust — maToJIOrTHYecKoe COCTOSTHHE, 00-
YCIOBJICHHOE HApPYIICHUSIMHU CBEPTHIBAHUS KPOBH,
ompeaensieMoe IIpH BHITTOJTHEHUM J1a00OpaTOPHBIX Te-
CTOB 1 aCCOILIMMPYIOIIEECs C TMOBBIIIEHHBIM PUCKOM
TpoMOO030B, TPOMO0IMOOINIA 1 (M) KPOBOTCUCHUIA.
Koarynomnarust BKiirouaet B ce0s1 00JIbII0I BO3MOXHbBIN
TepedeHb MaTOJIOTUYECKUX COCTOSTHUI M CUHIPOMOB,
CBSI3aHHBIX C HAPYIIICHUEM CBEPTHIBAHUS KPOBU BCIICI-
CTBHE Psiia BPOKICHHBIX WX TTPUOOPETEHHBIX IIPUYMH.
B ocHoBe ee pa3BuUTHS JIEKUT HapyIIEHHE TeMOCTaTH-
YecKoro 0ajlaHca, paBHOBECHSI MEXKIY CBEPTHIBAIOIICH,
AHTUKOATYJISTHTHOM 1 (DMOPUHOIUTUICCKOI CCTEMaMM
KkpoBu. [To BpeMeH! 1 MpUYMHAM BO3HMKHOBEHHMSI KOa-
TYJIOIIATUYECKHME CUHIPOMBI IOIPA3ICIISIIOT HA HACIC I -
CTBEHHBIE U MPUOOpeTeHHEIE [7, §].

BeHo3Hble TpOMOOIMOOINYECKUE OCIOXHEHUS
(BTBO) — cobupartenbHOe TTOHATHE, OOBESINHSIONICE
TpoMOO3 MOAKOXHBIX BEH, TPOMOO3 TJIIyOOKUX BEH
(TI'B), TpoMboaMOoMIo erouHoit aprepun (TDJIA).
ABC-cuHapoM — IpruoOpeTeHHAasI, BTOpUYHAsT OCTpast
KOAaryJIOIaTusI, CBsI3aHHAs C IMIPONOJIKUTEIbHON aKTH-
BaIMeil ¥ TTOCICAYIONINM UCTOIIEHNEM CBEPTHIBAIOIIICH,

IIPOTUBOCBEPTHIBAIOIICH CHCTEMBI KPOBH, TTOTpeOJIe-
HHEM TPOMOOLIMTOB. KIIMHNYECKUMHU TTOCICACTBUSIMH
STHUX KOATYJISIIIMOHHBIX U3MEHEHU OOBIYHO SIBJISTIOTCS
o01IMpHBIE 00pa3oBaHUsI TPOMOOB B MUKPOLIUPKYJISI-
TOPHOM pyCJIe C pa3BUTHEM MOJIMOPTaHHON HegoCTa-
touHocT! (ITOH) 1 CKITOHHOCTBIO K KPOBOTCUCHUSIM.

PazButne Tpom603a — MHOroakTOpHbIH IpoLece.
[ToMrMO BpOXKIEHHBIX ¥ TIPHOOPETEHHBIX KOATYJIOIAaTHIA
BaXXHYIO POJIb B TTaToreHe3e BTOO urparoT npempacmoa-
raiomne pakTopsl. DKcnepThl EBporieiickoro oo1ecTna
KapauoJIoroB (WISHB! pabOYMX TPYIII 110 3a00JIeBAHUSIM
A0PTHI U TIepUpEepUICCKUX COCYIO0B, IO MAJIOMy KPYTY
KpoBooOpalieHUsT M (GYHKIIUHU ITPABOTO KEJTyIOUYKa)
Bo 2-M KoHceHcyce 110 [MarHoCTUKE M JICUSHUIO OCTPO-
ro TpoM0O03a IITyooKuX BeH (2022) onpenemuim (aKTOpbI
pucka BTDO [9] (1ab6m. 1). [TomMmuMo TpaauimmoHHBIX (hak-
TOPOB 3KCIIEPTHI BIICPBBIC BKITIOUWIN B TPYIIITY CPEIHETO
I BbICOKOTO pricka BTDO kopoHaBUpycHYIO 00J1€3Hb
(COVID-19), 060cHOBaB peKOMEHIAIINN TEM, YTO 3TO
3a00JIeBaHIE TIPUBOIUT K COCTOSHUIO TUTICPKOATYISIINI
C BBICOKOIM YaCTOTOI BEHO3HBIX M apTepUaTbHBIX TPOMOO-
SMOOJIMIECKIX OCTIOKHEHMI, HECMOTPST Ha aHTUTPOMOO-
TUYECKYIO TPOPMITAKTUKY.

[IporHo3upoBaHue prcka apTepruaIbHBIX TPOMOO30B
1 TpPOMOOSMOOIMIT MMEET JKU3HEHHO BaXKHOE 3HAYCHHE
TIpU OLIEHKE COCTOSTHUS MAITMEHTOB. B HacTosiee BpeMs
0 BepOSITHOCTHU Pa3BUTHS aTEPOCKIIEPO3a CYISIT 10 Tpa-
IUIIMOHHBIM (paKTOpaM, TAaKUM KaK caXapHBIN TuadeT,
TUCTUTIMIECMUS, apTepranbHas rutiepTeH3ust (Al) u Ky-
peHne. M3yyaercs MOTeHIMAT TUPKYJINPYIOIINX 01O0-
JIOTMYECKUX MapKEePOB BOCIIAJICHNS, MOHUTOPHUPOBAHUE
KOTOPBIX IO3BOJIMIIO OB IPMHUMATD PEIICHHUS O TIpUMe-
HEHUHU arPeCCUBHOM Tepanuu (BBICOKUX TOX CTATUHOB),
CTAOMIU3UPYIOIICH OJISIIIKY U TTO3BOJISIONIEH podu-
JIAKTUPOBaTh MHDAPKT MuoKapaa. C-peakKTUBHBIN Oe-
1ok (CPB) — 6e10K BpoXXIeHHOT0 UMMYHHOTO OTBETa,
YPOBEHB KOTOPOTO TTOBBIIIIACTCSI B OTBET HAa BOCIIAJICHHE.
BBICOKOUYBCTBUTETEHBIE TECTHI TTOKA3AJIH, YTO TTOBBIIIIC-
Hue ypoBHsI CPB sBisieTcs TpeImKTopoM MOBBIIICHHOTO
CEpIEYHO-COCYIMCTOTO PUCKa, HE3aBUCUMO OT APYTHUX
dakTopoB. JIOKIMHNYECKIE UCCICTOBAHMS TTOATBEPK-
naroT, 9yTo crienududeckne ndodopmel CPB asisiores
HE TOJIBKO MapKepaMu, HO 1 MPSIMbIMU (haKTOpaMu BOC-
TaJICHUSI, ACCOLIMUPYSIChH C TTOBBIIIICHHBIM CEpACUYHO-CO-
CYIUCTHIM puckom [10].
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Tabnuua 1. OakTopbl pUCcKa BEHO3HBIX TPOMBOIMOONIMHECKUX OCTIOMHEHMIA

®akTopb! BbicoKoro pucka (OLL >10)

Bonbluve xmpypriyeckue onepaumm (opTonesuyeckye,
HeBPO/IOrMYEeCKUe), TAXKENan (coueTaHHas) TpaBMa, CriMHabHas
TpaBMa.

locnuTanmsaumsa no noBoay OCTPbIX CEPAEYHO-COCYAMCTBIX
3aboneBaHuil B TedeHe NpeablayLinx 3 Mec. (MHGapKT M1MoKapaa,
MapoKcK3M GubpUNNALMM Npeacepamnii U ap.).

BeHo3Hble TPOM603MBONMYECKUE OCTIOMHEHUA B aHAMHE3E.
AKTMBHBIN paK (B 3aBUCMMOCTM OT TUMa OMYX0AK, CTafuK,
XMMUOTEpanuK).

AHTUdOCHOAMNMIHBIA CUHAPOM

®akTopbl yMepeHoro pucka (OLL - 2-9)

ApTpocKonuyecKan Xvpyprua KoneHa.

BeHo3HbIN KaTeTep.

Tepanua opanbHbIMW KOHTpaLLENTUBaMM, 3aMeCTUTENbHanA
ropMoHanbHas Tepanus, IKCTpaKopnopasnbHoe OMoA0TBOpeHNe
(B 3aBMCUMOCTM OT [03bl M TMMA FOPMOHA).

BepeMeHHoCTb 1 NocnepofoBbIi nepuos.

BocnanutenbHble 1 ayToMMMyHHbIe 3a60n1eBaHUA.

WHderumm.

AKTMBHBIN paK (B 3aBUCMMOCTY OT TUMA OMYXOAM, CTaAuUM,
XMMUOTEpaNuK).

3acToiiHan cepaeyHan UK bixaTenbHanA HeoCTaTOuHOCTb.
Cpe[cTBa, CTUMYNMpYIOLLME 3pUTPOMNO33 M Nepen1BaHme KpoBM.
WHcynbT ¢ peanayanbHbIMU FeMUNape3oM Uim reMumnierven.
TpoM603 MoBEPXHOCTHBIX BEH.

TpoMbodunusa (reHeTUYeCKM [eTEPMUHMPOBAHHAA)

®akTopbl HU3Koro pucka (OLL < 2)

MocTenbHbINA pexkuM > 3 aHel (anuTenbHoe npebbiBaHue

B MONOMEHNM CUAA, HaNPUMEP, B NYTELLECTBUAX).

Bo3pacr.

CaxapHblii guaber.

JlanapocKonuyeckan xvpyprua (HanpyuMep, X0NeLMCTIKTOMMSA).
Oupenve.

BapuKo3Hoe paciuvpeHue BeH / XpoHWyecKas BeHO3HaA
HeA0CTaTo4HOCTb

lpuMeyanme: OLL — oTHOLLEHWE LAHCOB.

AnupeMunonorusa TpoMboTUYECKUX

1 TpoMb603aMboNNYECKMX 0CNOXKHEHUR,
aCCOLMMPOBAHHbBIX C pecnMpaToOpHbIMU
3ab6oneBaHUAMMU

B myGnukanmsax mocieqHUX OeCITUICTAR BO3POC
00beM MHGOpPMAIIMK, Ha BRICOKOM TOKa3aTeJIbHOM
YPOBHE NEMOHCTPUPYIONII CBI3b MEXKIY IIIMPOKO pac-
MPOCTPAaHECHHBIMH, a TaKXe HEKOTOPBHIMU PEIKUMU
BOCTIAJIMTCIIbHBIMU 3a00JICBAHUSIMU OPTAHOB ITBIXaHUS
U PUCKOM TPOMOO030B, BEHO3HOII TPOMO0AMOO0 1N, Ha-
PYILICHUS MUKPOLIMPKYJISIIINU 13-32 TPOMO0O0OOpa3oBa-
HUsI B MUKPOCOCYZIaX ¢ pa3BUTHEM OpPraHHOM HemocTa-
TOYHOCTHU. Tak, MOJIsI KIMHUICCKA TUATHOCTUPOBAH-
HbIX BTOO y manmeHTOB ¢ HOBOI KOPOHABUPYCHOM
undexuueit (COronaVlirus Disease 2019 — COVID-19)
MPEUMYIIECTBEHHO 1-11 BOJTHBI MAaHACMUHU (IO aBIy-
cra — ceHTsops 2020 r.) gocrurana 17,0% (95%-ublit
noBeputeabHblil untepsai (W) — 13,4—-20,9%) [11,
12]. B MeTaaHanum3e cTaHIapTU3MPOBAHHOE 00OCIeI0BA-
HHE Ha TPOMOO3MOOIMIECKHE OCIIOKHEHUS TTO3BOJIAIO
OLICHUTh KYMYJISITUBHYIO pacIpocTpaHeHHOCTh TOJIA

Yy TOCITUTAIM3UPOBAaHHBIX 001bHBIX ¢ COVID-19, co-
craBuBIyio 32% (95%-ubiit AN — 25—40%) [13]. doau-
TEJIbHO COXPAHSIIOIINIACS MOBBIIIEHHBII PUCK TPOMOO3a
1 TpOMOO3MOOJIMU TIOCIIE ITIEPEHECEHHOM KOPOHABU -
pPYCHOM MH(MEKLUUHN SIBISIIOTCS OIOIHUTEIbHON Me-
TULMHCKOI mpobnemoit. M. Zuin et al. B MeTaaHanuse,
ITOCBSILIEHHOM COCYIMCTBIM OCJIOXHEHHUSIM Y BbI3IOPO-
BeBiux oT COVID-19 naumeHTOB, B TeueHUE 8,5 Mec.
HaOTIOAEHUS BBISIBUIIN KyMYJISTUBHYIO yacToTy TOJIA
1,2% (95%-nw1it AN — 0,9—1,4), TTB — 2,3% (95%-Hbilii
AN —1,7—1,7) [14]. Y rociuTaan3upoBaHHBIX MAIlACH-
ToB ¢ COVID-19 BBICOK pHCK apTepHalbHBIX TPOMOO-
TUYECKMX OCJIOKHEHMI: B KOTOPTHOM MCCJIEIOBAHUM
1. Katsoularis et al. orHOmIeHMe 1m1aHcoB (O11l) pa3Butust
ocTporo nHdapkTa MUoKapaa coctaBuiio 6,61 (95%-Hblii
AU — 3,56—12,20), a uilleMU4eCKOro MHcyabTa — 6,74
(95%-nb1in AN — 3,71—12,20). B cucremaTudeckux 00-
3opax G. Galyfos v I. Sanders et al. pacTipoCTpaHEHHOCTb
apTepuabHbIX TPOMO030B HIKHUX KOHEUHOCTEH TOCTHU -
raja 15% [15—17]. Y naiueHTOB ¢ OCTPBIMU apTepUalib-
HBIMM TPOMOO3aMM KOHEUHOCTEI BHYTPUOOJIbHUYHAS
JleTaabHOCTB cocrasisiia 31,4—40,0%, npu 3ToM 3Ha-
YUTEIbHAS YaCTh MAIIMEHTOB ITOABEPIJIACh aMITyTaIlUH,
IOCJjIe 3aBepIleHUs JISYCHUSs, BKJIIOYasl OlepaLyu pe-
BaCKYyJISIpU3allUU.

B 0630pHOM aHajIM3e KOrOPT FOCIUTAIM3UPOBAHHBIX
110 2022 1. OOJBHBIX TPUIIIIOM, BKJIIOYABIINX MallMEH-
TOB OTAEJCHMII peaHUMALUY U MUHTEHCUBHOM Tepanuu
(OPUT), yactora TOJIA cocrasnsiia 36,2%; TpoMbO-
3a T1yookux BeH — 20,6%; oCcTpOTO UIIEMHYECKOTO
uHcynbta — 18,9%; ocrporo nHpapkTa Muokapaa —
8,6% [18].

Y naiueHToB ¢ BHEOOJIBHUYHON THEBMOHUEN pac-
npoctpaHeHHOocTh BTDO nocturaer B OPUT 10,7%
(95%-ub1it AU — 9,0—12,6) y maliueHTOB, HE MOJIy4aB-
LIMX MPOMUIAKTUYECKON aHTUKOATYJISSHTHOM Teparuu,
1 6,4% (95%-ub1it W — 5,4—7,6) Ha poHE aHTUKOATY-
JITHTHOM TpoMbonpodmrakTuku [19, 20]. Cepaeuno-
COCYIMCThIE OCJIOXHEHUsI, BKJIIOUasl CEpACYHYIO HEIO-
CTaTOYHOCTbh, TPOTPECCUPYIOIILYI0 APUTMUIO, NH(DAPKT
MMOKapa, TeMOPPAaruuyeCcKuii Wi UIIEMUYECKUIA UH-
CYJIbT, TPAH3UTOPHYIO UILIEMUYECKYIO aTaKy, BO3HU-
Kanu B 23,8—26,7% ciiy4aeB y rOCIUTAIU3UPOBAHHBIX
00JIbHBIX U B 2,1% — y aMOy/IaTOPHBIX MAalMEeHTOB [21,
22]. PazButue OPIC accouuupyeTcs ¢ BO3pacTalonM
puckoMm BT3O. B koroptHom uccinenoBanuu N. Cui
u3 90 marmmenToB ¢ OPJIC BcencTBue TsoKeol 6aKTe-
puayibHOI THeBMOHMU Y 40 6obHbIX (44,4%) pa3BuiCs
TI'B HixHUX KOHEeYHOCTel [23].

AHaIU3bl MPOCIEKTUBHBIX KJIIMHUYECKUX UCCIEN0-
BaHMIA OOJIbHBIX C 000CTPEHUEM XPOHUYECKOU 00CTPYK-
TUBHOM 60sie3HN Jierkux (XOBJI), B KOTOPBIX BHITION -
HSUICS CTAaHAAPTHBIN MPOTOKOJ AuarHocTuku THOJIA,
ITOKa3bIBAIOT BLICOKYIO PACIIPOCTPAHEHHOCTD JISTOUHOM
TPOMOOIMOOJINY Y 3TOI KATErOpUM IALUEHTOB — B 1A~
nazone 3,3—29,1% [27—29]. B MeTaaHanu3ax 1 cucrte-
MaTHYECKUX 0030pax MPOCIEKTUBHBIX HAOIIOAATEIbHbBIX
HCCleNOBaHU, BBITTOJTHEHHBIX K.J. Rothnien Y.R. Kim,
YCTaHOBJICHO YBeJIMYEHUE prcKa MHMApKTa MUOKap-
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a4 ¥ UIIEMUICCKOTO MHCYJIbTa B IIEPUOA 000CTPEHMUS
XOBJI n B TeueHre KaK MUHUMYM 91 qHS TTOCIe HEeTo
[27, 28]. Puck nHbapkTa MroKapaa ObUT BbIIIIE TOCTE
Tsekenoro oooctpernst XOBJI (koadduiimeHT 3a6o1eBa-
emoctu — 2,58; 95%-nbit IV — 2,26—2,95). XOBbJI 6bu1a
CBsI3aHA CO 3HAUMMBIM BO3pAaCTaHMEM PHCKA UIIIEMHUYC-
CKOro UHCyIbTa (KoadduumeHt pucka — 1,30; 95%-Hbilii
A —1,18—1,43).

HaxkormieHHBIC TaHHBIC YKA3bIBAIOT Ha YMEPEHHBIN
puck BTD0 (< 3%) npu aktuBHOM TyOepKyie3e, XOBJI
B CTAOUJILHOM CTaAuM, TSKEJIOU OpOHXMAJIbHOM acTMme,
nIromnaTuIeckoM JierouHoMm ¢puodpose (MJID), capko-
nmo3se [29—34].

CunnpoM oocTpyKtuBHOro armHo3 cHa (COAC) ac-
couupyercst ¢ 2—4-KpaTHBIM pocToM 4acToTel BTDO
B IIMPOKOM JMAaNa30He MOIYJISIIAI U METOIOIOTHA,
BKJIIOYas TepuonepaMoHHBIX ManueHToB [35—37].
B Metaananuse W, Xie et al. y 6onbHBIX ¢ COAC 00DB-
enuHeHHble OP uHcynpra coctaBui 1,94 (95%-Hblii
AN — 1,29-2,92), nieMu4ecKoil 60JIe3HM cepaia —
1,83 (95%-ub1it 11 — 1,15-2,93) [38].

HacnepcTBeHHble KoarynonaTtuu

HacnenctBeHHbIe KOATyIONATUN B CUJTY IIPUCYTCTBUST
TeX WM TeHETUYECKUX MyTaLMil WIIA ITOIMMOPGU3MOB
F€HOB — YYaCTHUKOB CHCTEMbI T€MOCTa3a — CIIOCOOHBI
MIPOBOLIMPOBATh BOSHUKHOBEHME U PELUANBUPOBAHIE
BEHO3HBIX U apTepHaIbHbIX TPOMOO30B U TPOMOOIM-
Gosnii. B MX 4MCIIO BKIIIOYEHBI BPOXKIECHHBIN nedu-
LIUT aHTUTpOMOMHA, nmpoTerHoB C u S, JeiIeHOB-
ckas myTanus (akTopa CBepTbIBAHUS KpOBU V TUIIa
(F5L G(1961)A), npuBonsiias K MOBBIIIEHHOU pe3u-
CTEeHTHOCTH (hakTOopa Va K aKTUBUPOBAHHOMY IIPOTEH -
Hy C (AITIC-pe3ncTeHTHOCTD), M MyTaIusl KOATyJIsIII -
oHHOTO hakTopa Il (mpoTrpombuHa) (F2 G(20210)A),
CBSI3aHHAsI C YBEJIMYEHMEM aKTUBHOCTHU IIOCJIEIHETO.

B rpynny HacjieICTBEHHBIX KOATYJIOMATUIA B Pa3HbIX
PEKOMEHIALIMAX BHOCSIT TOMOLIMCTUHYPUIO / TUIIEPIO-
MOLIMCTEMHEMHUIO B CBSI3U C Ae(eKToM (DepMEHTOB, yda-
CTBYIOILIMX B METa00/IM3Me MeTUOHMHA. [lepeunciieHHbIe
BBIIIIC BUIBI TTATOJIOTMH OTHOCATCS K M3BECTHBIM BHIAM
HACJIeACTBEHHOM TPOMOOMUINM U, B CBOIO OYepeb,
MOIPA3E/ISIOTCS Ha TPOMOOMIINY BRICOKOTO M HU3KOTO

pHCKa, CITOCOOCTBYIOIINE BOSHUKHOBEHUIO U PELIMINBU-
POBAHMIO BEHO3HBIX W apTepUaIbHBIX TPOM0030B [39, 40]
(Tabi. 2). Heobxomnumo pa3rpaHMIMBaTh TCHETUICCKU
00yCIIOBIIEHHBIE (haKTOPBI TPOMOOTEHHOTO PHCKA 1 CO0-
CTBEHHO HaCJICIyeMYIO, TOKAa3aHHYIO MEXKIyHAPOIHBIM
COO0OIIIECTBOM TPOMOOMDIIIHNIO TSI CHYKEHUST TUTIC P -
ArHOCTHUKM TTOCJICTHE, YTO TOBOJIBLHO YaCTO BCTPEUACTCS
B OTCUECTBEHHOI ITPaKTUKE U, KaK MPABUJIO, IIPUBOIUT
K TIOJIMTIparMa3um.

M3BecTeH psim IpoTPOMOOTEHHBIX ITOJUMOP(PH3MOB
TreHOB 0eTKOB ((DeHOTUITNYECKH CITIOCOOHBIX ITPOSIBISITh
ce0s1 IIpeskIe BCEro B BApMAHTE PEAKOTO TOMO3UTOTHOTO
HOCHUTEJIBCTBA), YIACTBYIOIINX B pEaKIIMsIX FeMOCTa3a:
(pubpuHOTEHA, PELIEITOPOB TPOMOOITUTOB, PETYIISITOPOB
(pubprHOIM3a, TeMOIT033a, (PEPMEHTOB, YUaCTBYIOIINX
B 0OOMEHE METHOHMHA, 1 TUTIONPOTEHUHOB [41] (Tabm. 3).
O4eBUIHO, YTO TaHHBIC TOJIUMOPGU3MBI, OLIEHKA KO-
TOPBIX UCITOJIB3YETCSI B KITMHUIECKOI IIPaKTUKE, HE MO-
I'YT pacCMaTPpUBAThCS B KAYECTBE BPOXKICHHON TPOMOO-
¢mmu, MOCKOIBKY BCTPEIAEMOCTD UX B TTOMYJISIIIUN
(B BUIIE penKOil TOMO3UTOTHI) JOCTATOYHO BeJIMKa 1, KaK
MpaBuWJIo, cocTaBisieT > 1%, 4To He OTBeyaeT KpuTe-
pUATbHO BHIBEPECHHOMY TTOHSITUIO «MyTamus». OmHaKO
HE OTpPHUIIACTCS W U3ydaeTcsl UX MOTeHIIMAIbHAST POJIb
BO BPOXIEHHOM MPEapaclooKeHHOCTH K BEHO3HBIM
U apTepUaIbHBIM TPOMOO3aM, TIPEXKIE BCETO IIPH CO-
YeTaHUU PEIKNX TOMO3UTOT, OTHOCSIIIUMCS K pa3HbIM
reHam [42].

CorracHO COBpeMEHHBIM TIPEICTaBICHUSM, TUAarHO3
TpoMOO(dUINY TIpeanosaracT HaJInurue Kak COOCTBEHHO
TeHEeTUIECKOI IpeIpacIoioXKeHHOCTH, MaK 1 ¢ coueTa-
HHE C Pa3TNYHBIMU 9K30- ¥ SHIOTCHHBIMU (haKTOpaMK
TpoMboreHHoro pucka. [locienHee crrocoOHO MpUBO-
IHUTH K TIPEOIOJICHUIO TIOpOTra PaBHOBECHS B CCTEME
remMocTasa ¢ Iocjeaylleil U30bITOUHON TeHepaluei
TpOMOMHA U, KaK CJICACTBHE, K peaan3au TpoMOo-
TUYECKOTO cOObITHS [43—45].

MpuobpeTeHHble KoarynonaTuu,
accoLMUpOBaHHbIE C pecnUpPaTOPHbIMHU
3aboneBaHuaMm

PecniupatopHbie 3a001eBaHUS acCOUMUPYIOTCS
¢ BocmajieHueM MHMEKIMOHHON 1 HeMH(MEKIIMOHHOI

Tabnuua 2. PycK pa3BUTHS OCTPLIX TPOMOOTUYECKUX COBLITMI NPY HOCUTENLCTBE FEHETUYECKMX TPOMOODMANIA

MaTonoruyeckoe cocrosiHue OP (95%-ubid OU) BctpevyaeMoctb B nonynauuu

BporaeHHbIN fe¢puumT aHTUTpOMbUHA* 4,7 (1,3-17,0) 1-2:5000
BporkaeHHbIn fe¢uumt npotenta C* 4,8(2,2-10,6) 1-3:1000
BpoaeHHbIN fe¢uumt npotenHa S* 3,2(1,5-6,9) 3-10:1000
MyTaumn Jlevinea F5L(1961)AA* 34,4 (9,9-120,1) 1-5:10000
MyTaumn JleineHa F5L(1961)GA** 8,3 (5,4-12,7) 4-15%

MyTaums reHa npotpoMbuHa F2(20210)AA* 26,4 (1,2-559,3) 1:100 000
MyTauus reHa npotpoMbuHa F2(20210)GA™* 6,8(2,5-18,8) 2-5%

KomnayHg (coueTanue reteposurot) F2(20210)GA + F5LG(1961)GA* 47,0 (26,0-84,0) 1-2:10000

[prMeyaHme: * — «cusbHbIE» TPOMBOGUIMM C BLICOKMM PUCKOM TPOMB0IMOONMYECKMX COBLITUI, ** — «criabble» TpOMBOGUAMM HU3KOTO pUCKa TPOMGO0GPa3oBaHN;

OP — oTHOCUTenNbHbIN prck; [V — foBepUTENbHDBIN MHTepBan.
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Ta6nuua 3. MpoTpoMboreHHble NonMMopHble BapuaHTbI reHoB 6eKoB —
cuCTeMbI reMocTasa U ponaTHoro o6MeHa

KoaupyeMbiit 6enok Monumopdusm
Gpla TpoMbouuTapHbIii peLenTop 807C>T
K KonnareHy
Gplb TpoM6ouyTapHbIi muKonpotenH lb VNTRD>T
Gpllla | TpombouwTapHbIi peLenTop L33PC>T
¢ubpuHoreHa
Gpllla | TpomboumTapHbI muKkonpoTenH llla 1565T>C
SELPLG | P-cenekTuH nuraHg muKkonpoTenHa G>A
(CD162)
FGB TubpuHoreH (B-cybbeamnHuua) -455G>A
FXI OakTop cBepTbIBaHWA kposm Xl 22771C>T
FXII DakTop cBepTbiBaHMA Kposu XII 46C>T
FXIl OwnbpuHocTabunmamnpytowmin daktop Xlll | 703G>T
PLAT TkaHeBbI aKTUBATOP Na3MUHOreHa C-7351TC>T
PAI-1 WHrnbutop aKkTuBaTopa nnasMuHoreHa | 6755G>4G
1-ro Tvna
MTHFR | MetuneHteTparmnapodonarpeaykrasa 677C>T
MTHFR | MetuneHTeTparuapodonarpeaykrasa 1298A>C
MTR MeTuoHMHCMHTeTa3a 2756A>G
MTRR MeTnoHUHCMHTa3a-peyKTasa 66A>G
JAK2 flHyc-KnHaza-2 V617FG>T
Apoe E | Anonunonpoteunt E E2/E3/EL

STUOJIOTHH, B MEXaHM3MaX Pa3BUTUS M OIPAHUICHUS
KOTOPOTO BaXKHYIO POJIb UTPAIOT CUCTEMBI TeMOKOATYJIs -
1y 1 ¢pudpuHOIM3a. Himke mmpeacTaBiacHbBl OCHOBHBIE
CBEICHUSI 0 HambosIee pacIpoOCTPaHEHHBIX KOaryJjo-
MaTUsX, UMCIOIIMEe OOJIBIIOE MPAKTUIECKOe 3HAUCHIE
B YCIIOBUSIX BO3PACTAIOIIETO OpeMeHU O0JIe3HEi OpraHOB
IbIXaHUS.

CUHApPOM AUCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO
CBepTbIBaHUSA U CENCUC-UHAYLUPOBAHHas
KoarynonaTus

[TpakTyecku Bce KITMHUYCCKNE CUTYaIUU, IIPUBO-
ISIIME K CUCTEMHOM BOCHAJIMTEIbHOM peakliuu, B TOM
WJIM UHOM CTETICHM CBSI3aHBI C aKTUBAIlMel reMocTasa
[46, 47]. Jlnamna3oH uX MPOSBIECHUI BeCbMa IIIUPOK —
OT YMEPEHHOI aKTUBALIMU CBEPTHIBAHUS KPOBU, MaJIO
BBIPAXKCHHOM TPOMOOIIMTOIICHUM W TUTIOKOATYJISIITUK
10 MOJTHMEHOCHO pasBuBamiIierocs JIBC-cuHmpoma,
KOTOPBIiT MaHU(PECTUPYIOET ITOBCEMECTHBIM MHKPO-
TpoM0O0OOOpa30BaHMEM M CHCTEMHOM KPOBOTOYMBO-
CTBIO, BO MHOTOM OITPEIEIISTIOITNMHU ITPOTHO3 KU3HU
nanueHTa [7].

Cermncuc 3aHUMAET Beaylee MeCTO Cpean IMPUINH
IUCCEMUHNPOBAHHOTO BHYTPHUCOCYINCTOTO CBEPTHIBA-
Hus Kposu (JIBC-cuHapoma), Ha ero TOJIO IIPUXOIUTCS
> 50% Bcex caydaeB atoit natojoruu. JABC-cunapom
dopmupyercst y 30—40% nauueHTOB ¢ cericucoM [48,
49]. HecMoTps Ha DOCTMKEHUSI B COBPEMEHHOI MH-
TEHCUBHOI TepaItii, CMEPTHOCTb OCTAETCST BRICOKOI —

oT 23 10 > 60% y GOJbHBIX C IO MEHbIIIEH Mepe 4 co-
MMyTCTBYIOIIMMU OpTaHHBIMK HapymeHusiMu [50, 51].

Mexny (pyHIaMeHTaJTbHBIMU peaKLMsIMU — FeMOCTa-
30M U BOCITAJICHHEM — CYIIIECTBYIOT TECHBIC TIEPEKPECT-
HBIC CBS3M, IIPUYEM HE TOJIBKO BOCITAJICHUE TIPUBOIUT
K aKTWBAILIMY CUCTEMbI CBEPTHIBAHUS, HO M TeMOKOAry-
JISIUS 3HAYNTEIIBHO BIMSICT HA BOCITATUTEIBHYO aKTHB-
HOCTh. [IpMMEHUTEIBFHO K TTATOTeHE3Y CEeTICca BaXKHO
OTMETUTH POJIb KOMITOHEHTOB KJIETOYHON 00O0JI0UYKHU
0aKkTepuu, B YACTHOCTH JIMITOMOINCAXapua0B, UHIY-
LIMPYIOIINX BOCTIAJIMTEIIBHYIO PEaKIINIO, BKITIOUAst Pe3KOe
TTOBBIIIICHUE YPOBHS ITPOBOCHAIUTEIHFHBIX ITIMTOKMTHOB
u akTopa Hekposa omyxonn-o (TNF-a). D1u muro-
KHUHBI CITOCOOCTBYIOT 3KCIIPECCHU TKAHEBOTO (haKTopa
(TF) Ha moBepXHOCTU 3HAOTEIMATBHBIX KJIETOK, ITO
MMPUBOINT K aKTUBALIMU KOATYJISIIIMOHHOTO KacKkaza [52].
WHbIMU c10BaMM, SHIOTEIMATbHAS TUCPYHKIINS UTPACT
KpaifHe BaxKHYIO POJIb B TeHE3¢ CEICUC-MHAYLIMPOBaH-
Hoii koarynomnaruu (CHUK), kak moka3zaHo Ha puc. 1.

DHIOTEINABHBIC KIIETKHU Pa3InJaroTcs (PYyHKIMSIMU
U peaKTUBHOCTBIO. [1pyu BO3AEHCTBUM OIpeaeIieHHBIX
AaroHNCTOB (3HIOTOKCHHA, TIPOBOCIIAIUTEILHBIX IINTO-
KIMHOB, XeMOKIHOB 1 (DaKTOPOB pOCTA) SHIOTETNATLHBIC
KJIeTKM aKTUBU3UPYIOTCS. B 1eoM HampaBIeHHOCTh
peaxInii SHIOTETMOIIMTOB B OTBET Ha arpeCCUBHOE BO3-
TMEUCTBUE IIUTOKWHOB U JIUTIOJINCAaXapUIOB HOCUT SIBHO
IIPOTPOMOOTECHHBIIN XapaKTep, YTO CO3IaeT OJaronpu-
SITHBIC YCIIOBUS TSI (DOPMUPOBAHUS UHMPABACKYASAPHOO
mpomobouumapHo-gubpuH068020 610Ka N MUTPALTUN XKUI-
KO ¥ KJIETOYHOI COCTaBJISTFOIINX KPOBU B TICPUBA3allb-
HOE IIPOCTPaAHCTBO [53, 54].

[Ipwm cericuce, B T. 4. IPW OCTPOIf THEBMOHUHU U IPY-
TMX OCTPBIX ¥ XPOHMYIECKUX THOIHBIX 3200JICBaHHUSIX JICT-
kux, TF nMeeT MHUIIMUPYOIIYIO W MIPUHINITHAIBHYIO
POJIb B CUCTEMHOM 3alTycKe CBepThIBaHMUS KpoBu. [1po-
BOCTIAJIUTEIbHBIC IIMTOKUHBI, XeMOKUHBI, KOMITOHEH -
ThI cucteMbl KomruiemeHTa, TNF-a n CPB 3amyckaror
skcnpeccuto TF Ha TTOBepXHOCTH SHIOTEINS U IIUPKY-
JINPYIOIIAX MOHOIIUTOB, MaKpo(aroB 1 MUKPOYACTHII,
0e3bsIIePHBIX (DParMEHTOB aKTUBUPOBAHHBIX M aIllOTITO3-
HBIX KJICTOK. DTOT 3aITyCK IIPOMCXOIUT B IIPUCYTCTBUN
TPOMOOIIMTOB ¥ IPAHYJIOLINTOB, TIPUBOAUT K AKTUBALINI
CBEpPTHIBAHUS U B UTOTE — K 00pa30BaHUIO TPOMOMHA,
BeaylIero (pepMeHTa CBEpThIBAHUS KPOBH |55, 56].

Ecnu TpoMOWH TIpU3HAH OOTHUM 13 OCHOBHBIX M-
nunatopoB maroreHe3a CUK, To aHTUTpOMOUH — BakK-
HeUIMM (PU3MO0IOTUYECKUM MHTUOMTOPOM TPOMOMHA
[57, 58]. CornacHo uMeroeics oleHKe, aHTUTPOM -
OuH obecrnieunBaeT 10 80% MHIMOMPYIOLIEi aKTUBHOCTH
10 OTHOIIEHUIO K TPOMOWHY U APYTUM aKTUBHUPOBAH-
HBIM (haKTopaM CBEepPTHIBaHUS, BKIIIOUasT (aKTOPHI X,
IX, VII, XI u XII [59, 60]. [TockoabKy reMoKoaryJisi-
LS M BOCHAJIUTENbHBIE PEAKLIMU HAXOIATCS B TECHOM
B3aMMO3aBUCUMOCTH [61], yMECTHO OTMETUTH MOIIL-
HBIE TIPOTUBOBOCTIAIMTEIFHEIC CBOMICTBA aHTUTPOMOU-
Ha. OH 3aITycKaeT BBICBOOOXKICHIME TIPOCTALIMKINHA,
KOTOPHIIA, B CBOIO OUepeIb, MHTMOMPYET aKTUBAIINIO
U arperaiuio TPOMOOIIMTOB 1 CHUXXAeT 00pa3oBaHUeE
Pa3IMYHBIX IIPOBOCITAIMTEILHBIX areHTOB. JlaHHBIM
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Beipabotka TF T Jkcnpecena TM \
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Makpodaru TFT TpoM6uH
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IK30TOKCHH ‘AA = \"18 He#tpodun oA (:I 6pM|H_m
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WNF-a ¢nbpuHonM3a
/ Murpaums
[lerpanynauus 3“§CT333
E-cenektun T — o o, ° JieitkouuToB
PAI-1 1 P-cenektun AxtuBauma DA

JHOoTeNMANbHbIE KNETKU

nOBPE)K,I]E‘HHbIe 3HAO0TeNInalbHble KNETKU

Puc. 1. MexaHu3sMbl oucdyHKUMM 3HAoTeNMA cocynos npu cencuce (no Madoiwa S., 2015 [52])
Mpumeyanue: TF — TKaHeBbI GakTop; TM — TpoMboMoaynuH; IL — uHTepneikut; TNF-a — dakTop Hekposa onyxoneit-a; TLR — Toll-nogo6Hbii peuentop;
tPA-Plm — cuctema «tPA-nnasmuHoreH — nnasmMun»; PAI-1 — Hrbutop akTMBaTopa nnasMuHoreHa 1-ro Tuna.

AHTHUKOATYJISTHT TaKXKe HEIIOCPEICTBEHHO OJIOKUPYET
B3aUMOJEHCTBHUE JICHKOIIUTOB C SHAOTEINATBHBIMHU
KJIeTKamu [62]. YpoBeHb aHTUTPOMOMHA CHIKAETCS TIPU
Cercurce BCIeACTBIE UCTOIICHMS, HApYIIICHUs CMHTEe3a
(0coOeHHO y TTAIIMEHTOB C OCTPBIM MIIEMUYECKUM Te-
MMaTUTOM, aCCOIIMUPOBAHHBIM C CEIITUYECKIM IITOKOM)
[63], MpOHUKHOBEHUSI B IEpHBa3aIbHOE IIPOCTPAHCTBO
U Jerpagaluy 37acTa3oi, BLICBOOOXKAAeMOU U3 aKTU-
BUPOBaHHBIX HEUTPODUIOB [64].

[pyroit BaxkHe111eli aHTUKOATYJISTHTHOI CUCTEMO
BBICTyHACT cucTteMa «TpoMboMonymuH (TM) — mpore-
nH C». AxtuBrupoBaHHbIii 1ipotenH C (AIIC) BeImoaHsICT
pa3IMIHbIC OMOI0TUYECKIE (DYHKIINY, BKITIOUAasi aHTHU -
TPOMOOIIUTAPHYIO, IIMTOIIPOTEKTOPHYIO U IIPOTUBOBOC-
MAJIUTEIBLHYIO, YYACTBYET B ITOAICPXKAHUS LIEIOCTHOCTH
cocynos [65]. ATIC nposiBisieT ce0sT KaK aHTUKOATYJISTHT
IMyTeM IIPOTEOIUTUUCCKOM MHAKTUBAIINHY (paKTOpOB Va
u VIlla, B To BpeMsI Kak ero LIUTONPOTEeKTOPHAsI aKTUB-
HOCTb OIIOCPEIOBaHa BO3IEHCTBMEM Ha SHIOTEINABHBIC
KJICTKH C TIOMOIIIBIO PEIIENITOPOB, TAKMX KaK SHIOTEIH -
anpHBIN perenitop nmporenHa C (EPCR) u penentop,
aKTUBUPYEMBIii TIpoTeazami, 1-ro tuma (PAR-1). Cpemn
MHorounciieHHbIX pyHKImii AIIC oTMeuaroTcst Takke
MPETSITCTBYOIIAS allONTO3Y 1 IMIPOTUBOCIIAIUTEIbHAS
aKTUBHOCTB, PETYJISILIMS 3KCIIPECCUM TeHOB U CTa0u-
JIM3alus SHI0TeIMalIbHOro 6apbepa [66]. [1pu cencuce
TeYeHb IPOAYIMpyeT MeHblIe mpoTenHoB C u S. Kpome
Toro, aKkcnpeccuss TM Ha SHIOTENINMY CHUXAETCS U SH-
noTtenuii-cBs3aHHblii TM paspyiiaeTcss U BBICBOOOX -
naeTcsl B 001uit KpoBoToK. PactBopumsiii TM ropasmo
MeHee aKTUBEeH, yeM TM, CBsI3aHHBIU C SHAOTEIUEM.
ITockonpKy mjist akTuBamu mpoTenHa C 00BIYHO Tpe-
oyetcst mpucyrctBue TM-cBsizanHoro TpomouHa, EPCR

1 K0(haKTOPHOTO IPOTEeUHA S, 3TH N3MEHEHUST HEM30eXK-
HO CHIDKAIOT aKTUBHOCTH CHCTeMBI TIpoTerHa C B IICJIOM.
[IpupomgHbIe aHTUKOATYIISIHTHI (TpoTenH C, IPOTErH S,
TM 1 aHTUTPOMOWH) U MHTUOUTOP MYTU TKAHEBOTO
dakropa (TFPI), orpannynBaomme akTUBalnio CBep-
THIBaHUS KPOBH, JIMOO MCTOIICHBI, IMOO MEHEE aKTUB-
Hel [67]. CemoBareabHO, KOHTPOJUPYIOLIAs TeMOCTa3
POJIb GU3UOIOTMYCCKIX AHTUKOATYJISTHTOB TIPU CETICHCE
CHITXAeTCSI, YTO OTKPBIBACT ITyTh K MHOXECTBCHHOMY
MHKPOTPOMOOOOPA30BaHMIO B OpraHaX MUIIICHSIX C HaU-
6oJree pa3BUTHIM MUKPOIIMPKYISITOPHBIM PYCIIOM (JIeT-
K€, TOYKU, KNIICYHUK, TOJIOBHOI MO3T | Ap.).

OTaenbHBIM 3BeHOM MEXaHM3MOB Pa3BUTHSI KOATYJIO-
natuu nipu cericuce 1 CUK kacaercst pubpuHOIMTIYE-
CKOIf aKTUBHOCTHU KpoBU. Kak oTMeuanaocs BeIIIe, (pu-
OpMHOJIN3 B 3TOM CJIydae MOIABISICTCS 3a CUCT TTOBBIIIIe-
HUSI BEIPAOOTKM SHIOTEINEM 1 SKCITPECCUU B KPOBOTOK
WHTUOUTOPOB 3TOM MTPOTECONIUTHUECKON PeaKIIny, TAKIX
KaK MHTUOMUTOP aKTHUBaTOpa IJIa3MUHOTEHa 1-ro TUIta
(PAI-1) 1 akTMBUpPYEeMBIil TPOMOMHOM UHTUOUTOP (D1-
opunommza (TAFI), Ha hoHe CHIDKeHMS WK CTaOMIIbHO-
T'O YPOBHSI TKAHEBOT'O aKTUBATOpa IIa3MrUHOreHa (t-PA)
[68]. ITpuyem yposens PAI-1 npu cerncuce rmoBbIIIaeTCs
B oTBeT Ha uupkynupywomuii TNF-a u naTepiaeiikun
(IL)-1.

He perynupyeMsplii U3BHE 1 YCUIMBAaEMBIil CBEPXIIO-
POTOBBIMM BO3ACHCTBUSIMU (SHIOTCeHHBIMHU M 9K30TCH-
HBIMM ) TIPOIIECC B KAUeCTBE KPUTUICCKOTO OTBETA Opra-
HHU3Ma Ha MH(OEKIINI0 MOXET IIPUBECTH K Ipe3MEPHOMA
aKTUBAILIMU CBEPTHIBaHMS KpoBU U nepexomy oT CHUK
K JIBC-cuHIpoMy, XapaKTepu3yIOIIEeMycsT HapyIlIeH! -
SIMA MUKPOLIMPKYJISIIIUY W 3HAYUTEIBHBIM TTOBPEXK-
IeHrueM TKaHel ¢ ¢popmupoBaHueM ITIOH u Bbicokoif
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YacTOTOM JIETATbHBIX UCXONOB [69—74]. TepMUH «CUH-
IPOM TVUCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO CBEP-
TBIBaHUSI KPOBU», BIIEPBbIC IPEIIOXEHHbIN B 1965 T.
. Mak-Keem [75], cormacHo onpenenenuto 3.C. bapka-
2ana, 0003HaYaCT HeCTIeU(MICCKII OOIIETIaTOIOTHIe-
CKUIA TIpoIIecC, CBSI3aHHBIN C IIOCTYIUICHNEM B KPOBOTOK
aKTUBAaTOPOB CBEPTHIBAHUS KPOBU M arperaini TPOM-
OOIIMTOB, MMCCEMUHUPOBAHHBIM MUKPOCBEPTHIBAHNEM
KPOBHM, aKTUBAILIMECH 11 ICTOIIICHUEM TITIa3MEHHBIX IIPOTe-
OJINTUYCCKUX CHCTEM, TIOTPeOIeHIEeM (bU3UOJIOTUIECKIX
AHTUKOATYJISTHTOB M (DAKTOPOB CBEPTHIBAHNSI KPOBH, 00-
pa3oBaHUEM B 30HE MUKPOLIMPKYISIINI MUKPOCTYCTKOB
W arperaToB KJIETOK KPOBH, CJIICACTBUEM UETO SBJISICTCS
pa3BUTHE 0JIOKAIb MUKPOIIMPKYJISIIIUKA B OpTaHaX-MU-
IICHSIX, TUITOKCUM, TUCTPODUN U TITyOOKOM THCHYHK-
Uy 3tux oprados [70, 76].

B 2001 r. KomuTeT 110 HayKe M cTaHAAPTU3ALUU
(Scientific and Standardization Committee — SSC) 110
ABC-cunapoMy MexXIyHapogHOTO OOIIeCTBa 1O U3-
yaeHH10 TpoM0bo3a u remocTasa (International Society
on Thrombosis and Haemostasis — ISTH) onmucan J1BC-
CUHIPOM KaK «IIPUOOPETCHHBIN CUHIPOM, XapaKTe-
PpU3YIOIIUIACSI BHYTPUCOCYIUCTON aKTUBALIUE CBEP-
TBIBAHMS C ITOTEPel JIOKATU3AllMU M BO3HUKAIOIII
mo pa3HbBIM npudynHaM. OH HEeM30eXXHO MPUBOIUT
K OJJOKMPOBAHMIO MUKPOILIMPKYIITOPHOIO pycia, KO-
TOpOE TIPU JOCTATOYHON MHTEHCUBHOCTH MOXKET BBI-
3BaTh OPTaHHYIO / TIOJIMOPTaHHYIO HEAOCTATOYHOCTh»
[77]. ABC-cuHapom — KpaiiHe oITacHOE OCJIOXKHEHUE,
KOTOpOE MHOTA Pa3BMUBaeTCs 32 HECKOJIBKO MUHYT WIIN
JacoB (HaIIpuMep, MOJTHUEHOCHOE TeUCHUE TTPOUC-

XOIUT IIPY MECHUHTOKOKKOBOI MH(MEKIINN), TTO3TOMY

TOJIbKO CBOEBPEMEHHAsI IMarHOCTHKA M KaueCTBEHHAsI

WHTCHCHUBHAS Tepalus MOTYT JaTh ITaHCHI Ha Oyaro-

OPUSATHBINA UCXO/I.

Benymiue 3BeHbs maToreHesa centudeckoro JIBC-

CHHApPOMA BKJTIOUAIOT (puc. 2):

e HayaJbHYIO aKTUBALIMIO TEMOKOATYJISIIIMOHHOIO Ka-
ckama (3a cuer aktuBanum daxkropa VII) u tpom60-
LUTOB 3HAOTeHHbIMU (pakTopamu — TF, nelikouu-
TapHBIMM TIpOTea3aMu, TIPOILYKTAMU pacIiaga TKaHeH,
OITyXOJICBBIMU ITPOKOATYIISTHTAMMU;

o TIEPCUCTHUPYIONIYIO TPOMOMHEMUIO U aKTUBALIMIO (P1-
OpWHOJM3a C TTOBHIIIICHNEM YPOBHSI MapKEPOB 3TUX
CIBUTOB B IIUPKYJIUPYIOIICH KPOBU, B T. 4. PaCTBO-
PUMBIX (PHMOPUH-MOHOMEPHBIX KOMITJIEKCOB, KOM-
TIeKca «TpOMOMH—aHTUTPOMOUH» U D-1umepa;

e HCTOIIECHHUE CUCTEMBI (DM3MOJIOTUIECKUX aHTUKOATY-
JISTHTOB CO 3HAYMTEJIbHBIM CHIDKCHUEM CONCPKaHUS
B IUTa3Me€ aHTUTPOMOMHA, ITpoTerHa C, IIa3MUHO-
reHa 1 TOBHIIIIeHNneM YpoBHSI TM B 1J1a3Me KPOBH;

e CHCTEMHOE TOpaXeHUE COCYIUCTOrO DHIOTEIIHS
1 CHIDKEHHE €TO aHTUTPOMOOTHIECKOTO ITOTeHITNAIA;

« 00pa3oBaHME MUKPOCTYCTKOB KPOBH M OJIOKAITY MH-
KPOIMPKYJISIIIUKA B OpraHaX-MUIICHSIX C pa3BUTHEM
IUCTPOUUICCKUX 1 AeCTPYKTUBHBIX HAPYIICHUM
B HUX;

e W3MEHECHMS CO CTOPOHBI (PUOPMHOIUTHIECKOMN CH-
CTeMBI KPOBH, CBSI3aHHBIC CO CHIKEHUEM COOTHO-
meHus tPA u PAI-1 B kpoBoTOKE;

e BTOPUYHYIO TSDKEIYIO SHIOTCHHYIO MHTOKCUKAIIIIO
C pa3BUTHEM CUCTEMHOU BOCTIATUTEIIEHOM peakIIny;

TkaHeBblit daKTop, daktop Vlla, ——— > [ABC-cunapom
aKTMBMPOBaHHbLIE TPOMOOLUTLI
TPOMBUHEMKA
Arperauma v JecTpykuma TpomMbouuTonaTsA U TPOMOOLIMTONEHNA
Koarynonatus notpebnexus perau RECTPYKL P u P W
KNETOK KpoBM notpebnenus
[enpeccya aHTMKoarynAHTOB
(aHTUTpOMbUHa, npoTemHoB C n S, [poteonuns
Nna3MMHoOreHa) l
lonuopraHHan ] OunbpuHaums 1 bnokaga
He[0CTaTO4HOCTb MUKPOLMPKYNALMM
\/
[eMopparuyeckuit
MoTpebneHne dpaKkTOpoB CBEPTLIBAHMA —> Pp -
CUHOPOM

Puc. 2. MNatoreHes cMHapoMa AMCCEMUHUPOBAHHOIO BHYTPUCOCYAMUCTOrO CBEPThIBaHWA KpoBw (no bapkarany 3.C., 2005 [7])
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o TI0TpebsIeHNe (DAKTOPOB FeMOKOATYISIIINK 1 TPOMOO-
LUTOIICHUIO (1 TPOMOOILIMTOIATHIO) ITOTPEOICHMUS,
CBSI3aHHYIO B T. Y. CO CHIDKCHUEM aKTUBHOCTHU ME-
TamnonpoTenHassl ADAMTS13, KoTopbie TpUBOAAT
K CICTEeMHOI KpPOBOTOYMBOCTH U TEPMUHATBHOM T~
TTOKOATYJISIIIUY BIUIOTH IO TIOJTHOM HECBEPTHIBAEMO-
CTH KpPOBU (KOATyJIOTIaTHsI TTOTPEOICHMST).
Kimmnanueckasa cumnromatuka JIBC-cunapoma 3a-

BHUCHT OT ero ctaguu. [lepBoHavaabHO, KOTa aKTUBHO

HapacTaeT BHYTPUCOCYIMCTHIN TpOMOO3, TIPOUCXOIUT

paccTpoiicTBO KPOBOOOPAIIEHNS B TKAHSIX, Pa3BUBAIOTCS

OUCTpopUICCKIe N3MEHEHHUSI B ITAPEHXUMATO3HBIX Op-

raHax ¢ HapylueHueM ux QyHKuuu. [lajnee MUKPOLIMPKY-

JISTOPHOE PYCJIO TIOJTHOCTBIO OJIOKMPYETCSI MUKPOTPOM-

0aMu, TTOSIBJISIETCS TeMOopparndeckasi ChIIlb Ha KOXe,

YCYTYOJISIFOTCS SIBJICHUSI HEIOCTAaTOUHOCTH XXU3HEHHO

BaXXHBIX OPTaHOB (TICYeHOTHAsI HEIOCTATOUHOCTh, ype-

MUsI, apUTMHs, KOMa | Ap.). B mocieayromieM MoxkeT

pa3BopauymBaThCs KapTuHa 1moka ¢ ITOH: Hapymaror-

cs OBIXaHME U CepalieOneHNe, IIPOrPecCupyIOT OCTpast

TMICYCHOYHO-MTOYCYHAsI, KUIICYHAsT HEAOCTaTOUHOCTh

1 METaO0OJMUECKNE CIBUTH, IIPUCOCTMHSICTCS TsKeIIast

aHeMMUS, Ha (pOHE Yero K CHIITN J00aBISIOTCS KPOBOM3-

JIUSTHUS BO BHYTPEHHUE OpTraHbl M1 MaCCUBHBIC KPOBO-

teueHus. [1pu cBoeBpeMEeHHO OKa3aHHOM KBTI~

POBAHHOM TTOMOIIM HACTYMAEeT CTaaus, IIPA KOTOPOit

MoKa3aTesIM CBEPThIBAHUS KPOBU U MeTa0OIM3Ma I10-

CTETIEHHO TIPUXOJIST B HOPMY.

MHorue uccienoBaHus MOKAa3bIBaIOT, YTO TSLKECTh

u ucxombl cenTruaeckoro 1 BC-cuHapoMa mpsiMo cBs3a-

HHI co creneHbio ITOH [78, 79]. BeipaxkenHocts [TOH

OOBIYHO OIIEHUWBAIOT C MCIIOJb30BAaHUEM DPsIa MHTE-

TrpajbHBIX ITOKa3aTeseil, Takux Kak IlIkama omeHKHu

opraHHoit HemoctatrouHocTu (Sequential Organ Failure

Assessment — SOFA) [80].
3amMeTHOe TToBbIIIeHNe YpoBHS PAI-1 mpuBOIUT K T10-

TABJICHIIO (PMOPMHOM3A M 3TO KITIOYEBOE COOBITUE TIPS~

cTaBligeT cobo0i TMNMMUHBIN npu3Hak JIBC-cunapoma

TPOMOOTUYECKOTO (DeHOTHUITA. Y CTAaHOBJICHO, YTO TTOBBI-

1meHHast Beipabotka PAI-1 1 poct ero ypoBHS B 1ia3me

KPOBH IT03BOJISIOT IIPOTHO3UPOBATD CTEIICHD TSKECTH

¥ CMEPTHOCTH Y IMAIIMEHTOB ¢ cericucoM (T1adm. 4) [81].
Takum o6pa3oM, BOSHUKHOBEHHE U TIPOrPECCUPO-

BaHue centuueckoro JIBC-cuHmpoma cBs3aHO ¢ T10-

Tabnuua 4. CBA3b MHMMOMTOPA aKTMBATOpa MasMMHoreHa 1-ro TMna
C BbIPAXKEHHOCTbIO OpraHHoW AUcdYHKLMM no wKane SOFA y 6onbHbIX
C Cencuc-nHayLMpPOBaHHBIM CUHAPOMOM ANUCCEMUHMPOBAHHOMO BHYTPK-
COCyAMCTOro CBepThIBaHUA [82]

PAITT v N BT ro
<30 33 46+08
30-60 33 66407
60-90 21 68+1,
>90 30 9,110

lMpuMeyanme: * — p < 0,01; PAI-1 — MHrM6UTOp aKTUBaTOpa NNa3MUHOreHa
1-ro Tuna; SOFA — LLkana oueHKw opraHHoi HegocTatouHocTy (Sequential Organ
Failure Assessment).

BpEXICHUEM SHIOTENIMS KPOBEHOCHBIX COCYIOB IO
IeficTBMEeM BHYTPEHHMX M BHEITHUX (PAKTOPOB, IKC-
npeccueit TF, «BcruteckoM» reHepany TpOMOMHA, T10-
TpeOJIeHNEM TPOMOOIIUTOB U (haKTOpaMU CBEPTHIBAHUS
KPOBH, pacXoaoM (pU3MOIOTMICCKIX AaHTUKOATYJISTHTOB,
COYETAaHHUEM C CUCTEMHOM BOCITAJIUTEIILHON peaKIIei,
YTO MOXET IIPUBOINTDL B UTOTE K T. H. KOATYJOIMaTUHN
rmotpebseHus. JInarHocTrka 3TOro CMHIApOMa JOJIKHA
OCHOBBIBAaTbCSI Ha COITOCTaBJICHUN KIMHUYECKUX IIPO-
SIBJICHUI ¢ JAaHHBIMU J1aO0OpaTOPHOTO OOCIeIOBaHUS
KpoBu [7].

I'oBOpST 0 MEXKITyHAPOTHBIX KPUTSPUSIX TMATHOCTUKI
JABC-cuHapoMa, HEOOXOOIUMO OTMETUTDH OTCYTCTBHE
«30JIOTOTO CTaHOAPTa» B 3TOM OTHOIIICHUM 10 HACTOSI-
mero BpemeHu. C 2001 T. WiIeHbI JIOKATbHBIX M MEXKIyHA-
POIHBIX COOOIIECTB MPEIIaraloT M 00CYKIatoT (C TOUKHN
3peHUsI ”HOOPMATUBHOCTH U TOCTYITHOCTH JIJIST KITMHU -
YeCKOM MPAaKTUKM) Pa3IMIHBIC CXeMbI B 3TOM HallpaB-
nenun. B ISTH nipemmoxuay moaxos K pacrio3HaBaHUIO
JABC-cunapoma Ha ocHOBe TTojcueTa 6amtoB. Hekoro-
pble yrouHeHust 0blu ipeanpuHaTel ISTH B 2018 rony,
KacarmoIecs: 3HAUMMOCTH Pa3IMYHOTO YPOBHS TTOBHI-
meHnst D-nmuMepa, KOTopbie ITPOIOKAIOT 00CYKIaThCs
IIPY UCTIOJIb30BaHUM PA3IMIHBIX TeCT-crcTeM [83].

I1pu sToM ObLIO 0003HAUEHO Ba BapuaHTa Auar-
Ho3a — «siBHBI (overt) JIBC» u «HesiBHBIM (non overt)
JABC». bblio BEIIBUHYTO MPEATIONOXEHNE, COTJIACHO KO-
TOPOMY TIEPBEIii SIBISIETCS TEKOMITIEHCUPOBAHHOM, KJTU -
HMYECKU BBIpAXKeHHOH (pa30ii cHHApOMa, B TO BpeMsI Kak
BTOPOI1 — SIBJISIET CO00i HEeSIBHYIO (KOMIICHCUPOBAHHYIO)
reMOCTaTUUCCKYI0 TUCHYHKIINIO, KOTOpasl CITIOCOOHA
TpaHchopmupoBaThed B JIBC, 4yTo MOXET OBITH yCTa-
HOBJIEHO B XOJI¢ IMHAMUYECKOT0 MccienoBanus [84—86].

IMpennoxennsie ISTH B 2001 r. kputepun npusee-
HbI B Ta0J1. 5. B COOTBETCTBUY C HUMM UISI AMATHOCTUKU
JABC-cuHapoMa yIUTBIBAIOTCS KOJIUYECTBO TPOMOO-
LIMTOB, YBEJIMUYCHUE IIPOTpOMOMHOBOTO BpeMeHH (I1B),
ypoBeHb D-gumMepa n pudbprHoreHa. O1eHKa OCyIIecT-
BJIICTCS 110 8-0a/UThHOM IITKaJIe, ¥ IoKa3aTeb 2> 5 yKa-
3pIBaeT Ha «sIBHBI» JIBC-cuHopom [87].

Junarnoctuyeckas posib pudpuHoOreHa oocyxKaaaach
OTHEIBbHO M3-3a €ro IBOMCTBEHHOTO ITOBEACHUS TIPU
TsKesoM 3aboneBannu [87, 88], yTo HaILIO CBOE TIPO-
SIBJICHUE B OTCYTCTBMU JaHHOTO IapaMeTpa B IIIKaje
JUTSI BBIsIBJIEHUST «HesiBHOTro» JIBC (Ta6:1. 6). MHTepecHo
OTMETHUThH, YTO B TAaHHOM BapHMaHTE IIIKaJla BKIIIOJaia
B ce0sI yU4eT ¥ aKTUBHOCTU (PU3MOJIOTUICCKIX aHTUKO-
aryJIsTHTOB — aHTUTpOMOMHA U TIpoTerHa C.

Crenyet oOpaTUTh BHUMaHHUE Ha TO, YTO KPUTCPUH
ISTH 6butn pazpaboTaHbl Ha OCHOBE ONpeleIeHUs
nousatus JIBC, 1 6bu11, B IEPBYIO OYepelb, CBI3aHbBI
C TSDKECTBIO 3a00JIeBaHUSI IIPU CETICUCE, UTO ITO3BOJISITIO
el XOpOIIIO COOTHOCUTBCS CO CTETICHBIO OPTaHHOI q1C-
GyHKIMK 1 28-THEBHOI JIETAIBHOCTHIO [89].

B mpoiiecce mpuHSATHSA pellieHNIT HAyYHBI KOMU-
teT o crangaptuzanuu ISTH mo usyuenuio JBC-
CHHApPOMAa MOAU(UIIMPOBAJI NCXOTHYIO KAy U IIpe-
JIOKWJT HOBYIO KaTeTOPHIO IO Ha3BaHMEM «CETICUC-MH-
IYLIMPOBaHHAs KOATyJIONAaTHsI» [IJIsT O0JIErYeHUsT paHHEH
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Paspen 20. 3aboneBaHuns nerknx coOCypuUcToro reHesa

Tabnuua 5. CcteMa OLEHKM NPU «ABHOM» CUHAPOME ANCCEMUHUPOBaH-
HOTO BHYTPUCOCYAMCTOrO CBEPTbIBAHMA

Tabnuua 6. CucTeMa OLIEHKM NPU «HEABHOM» CUHIPOME IMCCEMUHMPO-
BaHHOI0 BHYTPMCOCYAMCTOrO CBEPTLIBaHUA

3Tan oueHKU

WnTepnpeTauua

Kputepuu WnTepnpetauus

1. OueHKa pucKa: ecTb U
y 6onbHoro 3aboneBanue,
¢ 6onbLuoi BepOATHOCTbIO Be-
Aywee K 1BC-cungpomy?

Ecnwn pa — npogomkatb

2. nposep,euue 06I.I.IMX KoarynfauMoHHbIX I'Ip06 W UX OLeHKa

Konnuectso TpoM60LMTOB B Kpo-
By, x 10°/n

> 100 = 0 6annos;
<100="1 6ann;
<50=26anna

Yeennuenwe 1B, ¢

Ha < 3 =0 6annos;
Ha>3,Ho< 6=16ann;
Ha> 6 =2 6anna

YpoBeHb GpubpuHOreHa

<1,0-16ann

loBbILLEHHBIN YpOBEHb NPOU3BO-
IHbIX drbpwHa (D-amMepa, npo-
[LlyKTOB Aerpapaummn dpubpuHa,
pacTBopuMoro ¢pubpuHa)

Het yBenuyenusa = 0 6annos;
yMepeHHoe yBenyerve (no
D-punmepy 400-4 000 Hr/mn) =
2 banna;

BbIPaXKeHHOe yBenuyeHue (no
D-punmepy > 4 000 Hr/mn)* =
3 6anna

3. Moacuer cymmbl B 6annax > 5 6annos — «aBHbIN» [IBC

<5 6annoB — «HeaBHbI» [1BC,
PEKOMEH10BaHO NOBTOPUTL CO-
0TBETCTBYIOLLME MCCIe0BaHNA

yepes 1-2 gHa

lpvMeyaHme: * — onA MeToAoB C NPUMEHEHWEM ouuLLeHHoro D-auMepa B Kave-
cTBe Kanubpatopa; B — npoTpomMbuHoBoe Bpems; [IBC — aMcceMUHUpoBaHHoe
BHYTPUCOCYAUCTOE CBEPTLIBAHME.

nuarHoctnky JIBC u mpuHATHS OBICTPBIX pelIeHuit
0 HEOOXOIMMOCTH BMEIIIATEeIbCTBA Y KPUTUICCKH OOJTb-
HBIX TTaiieHToB [90]. B cooTBeTCTBUM ¢ HEll CUMITTOMBI
(YHKIIMOHAILHOI HEIOCTaTOYHOCTH OPTaHOB JOTIOTHH-
TeJIbHO olleHMBaroTCs 1o mKane SOFA, koTtopast BKITIo-
YaeT B ceOsI IbIXaTeIbHYIO, CEPACYHO-COCYINCTYIO, TIe-
YEHOYHYIO U [IOYEYHYIO HETOCTATOYHOCTh B COYETAHUU
¢ TpoMboLuToneHue u ypeamueHueMm I[1B (tabi. 7).
B 1ienomM cpaBHeHne mkansl olieHK ISTH «gBHOTO»
ABC-cunapoma co mkanoit onenkn CUK y manmmeHTOB
C CeTICHCOM IoKa3zaio, uto rmokasarenb CUK okazancs
OoJiee UyBCTBUTENBHBIM, YeM Kputepuu ISTH 11 BoI-
sBeHus Koaryiaonatud [91]. [Ipu 3ToM oTMedaeTcs, 4To
tepanust CUK Bkiiouaer B ce0s Kak JIeUeHUE CKPBITOM
WHOEKINH, TaK ¥ KOPPEKITUIO KOATryJI0TaTHH, IIPH 3TOM
OOJIBIIMTHCTBO TEPAIIEBTUICCKIUX TTOAXOI0B COCPEIOTO-
YeHBI Ha aHTUKOATYJISTHTHOM TepaIvy ¢ IPUMEHECHUEM
renapuHa [92].

IIpu mposenennu nuarHoctukn CUK un IBC-cunHa-
poMa HeoOXOOUMBI yUeT MIPUYMHHOTO (haKTopa 1 K-
HUYECKUX TIPOSIBICHUI TaHHOTO CUHAPOMaA, TTOACYET
KOJIMYECTBa TPOMOOIIMTOB B TMHAMUKE 3a00JIeBaHUS,
ompeneiaeHue ypoBHs D-gumepa (WIn IIpOAYKTOB Je-
rpagannu pubpuHa / GubpUHOreHa), olleHKa KaK MU-
HUMYM aKTUBHOCTU aHTUTPOMOWHA, HU3KUU YPOBEHB
KOTOPOTO MMEET He TOJIbKO TMAarHOCTUIECKOE 3HAUCHHE,
HO Y TIPEIOIIPeaeIIsieT CIa0bIil MUIN MapamoKCcaabHO OT-

[la=2 6anna;
HeT = 0 6annos

Hanuuue y 6onbHoro ocHoBHOro
3a60/1eBaHWs, BO3MOKHO CBA-
3aHHoro ¢ [1BC-cuHapoMoM

OcHOBHble KpUTepUM

> 100 x 10°/n = 0 6annos;
<100 x 10°/n=16ann

Konuyectso Tp0M60LlMTOB

Ha < 3 cek = 0 6annos;
Ha >3 cek=16ann

YBennyeHve npoTpoMbMHOBOrO
BpeMeHMU, C

YpoBeHb Npon3BoAHbIX G1bpUHa
(D-mmMMepa, NpoayKToB ferpa-
pauuu ¢pubpuHa, prbpuH-MoHo-
Mepa)

HopManbHeivi = 0 6annos;
MoBbILLEHHBIN = 1 6ann

[ononHutenbHo pekoMeHayeMble (cneuuduueckue) Kputepum

AKTUBHOCTbL aHTUTPOMBMHA HopManbHbIv = -1 6ann;

HU3KKM (< 70%) = 1 6ann

AxTBHOCTL NpoTenHa C HopManbHbIv = -1 6ann;

HU3KKI (< 70%) = 1 6ann

> 5 6annos — auarHo3s [1BC-
CMHApPOMA MOLTBEpPHKOALTCS

MoacueT cyMMbl 6annos

Mp1MeyaHue: AnA NPaBUIbHOTO pacyeTa He06X0AMMO Y4eT pesyNbTaToB Uccie-
[0BaHMA B WHaMUKe (Yepe3 24 u), B T. 4. Mcia TpoMboLmMToB (NoBbileHne = —1;
cTabunbHoe 3HauyeHue = 0; cHUKeHue = 1), IpoTpOMbMHOBOr0 BpeMeHM (yannHe-
Hue = —1; cTabunbHoe 3HaueHue = 0; yKopoueHue = 1), IPoayKTOB Aerpagauuu
dnbpuHa (noBbilweHWe = —1; cTabunbHoe 3HadeHwe = 0; cHuenue = 1); [BC —
[LMCCEMUHUPOBAHHOE BHYTPUCOCYAMCTOE CBEPTbIBAHME.

PUIIATEIBLHBIN MPOTPOMOOTUUECKUI OTBET Ha IIpUMe-
HEHIE OOBIYHOTO MJIM HU3KOMOJICKYJISIPHOTO TeTTaprHa.
ITo Bceit BUIMMOCTH, TSI paHHETO TIPOTHO3UPOBAHMS
KJIMHU4YecKoro (peHOoTUMNA ((PUOPMHOIUTUYECKOTO VTN
TPOMOOTHYECKOI'0 BapMaHTOB) 1 BHIOOpA MTOIXOIOB
K maroreHeTn4eckoii repanuu JIBC 0bu10 61 KpaiiHe
IIOJIE3HO ompenesiaTh ypoBeHb t-PA n PAI-1. OgHako
B HACTOSIIIIee BpeMs MX aHAIM3 HE TIPUHSIT B KIIMHU-
YeCKOM MPaKTUKE, CPEeIU TIPOUYETO B CBSI3U C IJTUTEIIb-
HOW W TPYIOEMKOU MPOLEIYPO OLIEHKU €AUHCTBEHHO
TOCTYITHBIM METOIOM — MMMYHO(MEpMEHTHBIM. Bripo-
YeM, OTpeaeICHHBIN MOTCHIIMA B 3TOM OTHOIIICHUN
MMEET OlIeHKa 00pa30BaHMS CTYCTKa (hMOpMHA 1 0CO-
OCHHOCTEI eT0 IN3Kca ¢ IIOMOIIIBIO TPOMOO3IacTOrpa-
buu (thromboelastometry — TEG) nnu poTalimoHHOMN
TpoMmbo3nacTomeTpuu (rotational thromboelastometry —
ROTEM).

HccnenoBaHne BI3KOYIIPYTHX CBOMCTB CI'yCTKa KPO-
BH, B XOZI¢ €T0 00pa30BaHMsI, OTHOCUTCS K TUArHOCTH-
YECKHMM MOIXOIaM, KOTOPBIC MOTYT OBITh BHITIOJTHEHBI
PSIIOM C ITallMeHTOM. Pe3ynbTaThl TAKOTO TeCTa JIETKO
IOCTYITHBI, YTO TTO3BOJISIET YJIYIIIUTH TAKTUKY Jieue-
HHS B OBICTPO MeHsItomeiica cutyanuu. CTaHmapTHBIC
JTabopaTOpHBIC TECTH 00JIATAIOT OIPeaeICHHBIMM HE-
IOCTaTKaMM, B T. 4. U3-3a HEBO3MOXHOCTH MOJIyJYaTh
JMIAHHBIC B PEXXMME PEaJTbHOTO BPEMEHHU M OIPEHCISTh
(PYHKIIMOHAIFHOCTH CUCTEMBI TEMOCTa3a IIeJIbHOI KPOBHU
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Tabnuua 7. CpaBHeHue LKaN OLEHKM «ABHOro» [IBC-cMHApOMa 1 cencuc-uHayLMpoBaHHoiA Koarynonatum

CUK [BC-cungpom (ISTH, 2001)
Mokasatenn OuenKa, 6annbi OuanasoH

Konmuectso TpoM6oLmTOB B Kposw, x 10°/n 2 <100 <100

1 100-150 100-150
MpoTpoM6KHOBOE BpeMS UNK ero OTHOLLEHWE 2 OtHoweHue B > 1,4 OtHoweHue MB > 1,4
(6onbHoit / KokTpone) 1 OtHoweHnwne B 1,2-1,4 OtHowenwe MNB 1,2-1,4
YpoBeHb ¢pnbpuHoreHa, r/n 1 - -
MoBbILLEHHBIN YpOBEHbL NMPOM3BOAHBIX pUbpUHA 3 - -

2 - -
LlIkana SOFA, 6annsl 2 >2 >2

1 1 1
06was ouenka ana CUK unu [1BC-cunapoma, 6annbi >4 >5

Mpumeyanme: CUK — cencuc-nHpyumpoBaHHan Koarynonatus; [1BC — aucceMuHmpoBaHHoe BHyTpUCOCyaUCToe cBepTbiBaHue; B — npoTpomMbuHoBoe Bpems; SOFA —

LLIkana oLeHKu opraHHoit HeocTatouHocT (Sequential Organ Failure Assessment).

(T. €. MPOYHOCTH CTYCTKA KPOBU M (DYHKIIMIO TPOMOO-
muToB). [lokazaHo, UTO TsTKeIbIe OOIBHBIC (TTOKA3aTeIh
o SOFA > 10 6annoB — «sI1BHBI» cenTrueckuii JIBC-
CHHIPOM) C TUTIOKOATYJISIITMOHHBIM CABUTOM ITPU TPOM-
003J1aCTOMETPUN UMEIOT HEOIAarONMpUSITHRIN ITPOTHO3
BepKMBaeMocTH [93]. OmHako OoJbllice 3HAUCHUE T10-
CJICTHIE METOIBI UMEIOT [is b depeHInaiy TpUIUH
KPOBOTCUCHMSI C BO3MOKHBIM pa3rpaHUIeHUEM T. H. KO-
aryJoraTUuIeCcKOro KpOBOTCUCHUSI C TIOTPEITHOCTIMU
XUPypruyeckoro remoctasa. OHM KpaifHe BaXKHBI TAKKe
IUIST ONTUMM3AINN 3aMECTUTEILHOM TpaHC()Y3NMOHHOM
Tepartmu.

MonutopupoBanue TeueHust JBC-cunapoma Mo-
XKeT ObITh 00ecreuYeHO B COBpeMEHHOI jJadbopaTopun
CPaBHUTEIILHO HEOOJBIITNM YMCIOM MH(MOPMATUBHBIX
TECTOB KOaryJIOrpaMMBbl, BKITIOUAIOIIUM B ce0sI OLICHKY
KOJIMYECTBA TPOMOOIIUTOB B KPOBH, XPOHOMETPUUICCKIE
meTonbl — [1B 1 akTMBMpOBaHHOE YaCTUUHOE TPOMOO-
wractuHoBoe BpeMst (AUTB), onpeneneHne KOHIICH-
Tpauuu (pUOpPMHOreHa, aKTUBHOCTH aHTUTPOMOMHA
U ypoBHs1 D-numepa. PaGoTbl, BEITOJHEHHBIE COBMECTHO
c ipod. 4. H. llotixemom, TI0OKa3ajii, 4YTO HEOOXOTUMO
MPUHSTH BO BHUMAaHUE TaKKe COTPSKEHNE TeMOCTa-
TUYECKUX U BOCTIAJUTEIBHBIX peaKIINil IIPU CETICuce,
TOTTOJTHUTEILHO MCITOJNIB3YsI XOPOIIIO U3BECTHBIM Map-
Kep BocnaneHus — ypoBeHb CPB. D10 moaTeepxkneHO
pSIOM padoT, MOCBAIICHHBIX aHAIU3Y (YHIAMEHTAJb-
HBIX peaKIInii 10 U'TOraM TMHAMWYECKOTO 00CIeIOBaAHS
267 GOJIbHBIX OCTPOII SMIIMEMOM IUIEBPbI, ITALIMEHTOB
C MEXaHMYECKOM XKeJITyXOl MpHu pake IMaHKpPeaToayo-
JNIeHAILHOM 30HBI U TSKeJIoi THeBMoHMe [94—102],
a Takke B CiIydassX MHPUIIUPOBAHUS BUPYCOM TPUII-
ma A(HINT) [103].

OnpIT pabOTHl ANTaliCKOTO TeMaTOJOTUIECCKOTO
neHTpa (bapHayi) cBUOETEIBCTBYET, UTO MJISI CBOCB-
pemeHHoi1 nnarHoctuku JIBC-cunapoma HeoOXxoau-
MO ¥ JOCTaTOYHO TMHAMHWUYECKOE HAOTIOICHNE YPOBHS
TPOMOOIIUTOB M aKTUBHOCTUA aHTUTpOoMOMHA. COOTBET-
CTBYyIOIIIAsI OTPUIIATEIbHAS IMHAMUKA B peaIbHOM Bpe-

MEHU (4Yachl, CYTKHM) 3THX ITOKa3aTeIeil, BKIIIOUArOIIasT
yeyryonsionyioca TpombounTonennio (< 100 x 10°/)
U MafieHre aKTUBHOCTU aHTUTpoMOuHa (< 70%), ycreli-
HO MCIIOJIb30BaJIach B AJITAaliCKOM T'eéMaTOJIOTHUYECKOM
LIEHTpe Ha MpOTsLKeHnM necsatuneTrii [104—107].

TpoMb6oTUUYeCcKMe MUKpOaHrMonaTuu,
accouMupoBaHHble C pecnMpaTopHbIMU
3aboneBaHuaMHU

K TMA otHocdT rpymiy opdaHHBIX 3a00JIeBaHUIA,
KOTOpPBIC MOTYT OBITh YHACJICAOBAHBI WJIM IIPHOOpETe-
HBI ¥ BO3HUKAIOT KaK BHE3AITHO, TaK 1 ITOCTECIICHHO
y AeTeil Win B3pOocCibiX. BaxkHelmii maToJoruyeckuii
MIPU3HAK — PACTIPOCTPaHEHHBIE TPOMOO3BI KATTUJUISIPOB
1 apTepUOJI, KITMHAYCCKU TTPOSIBIISIONINECS MUKPOAH-
TUOTNaTU4YeCcKOl reMouThudeckoit anemueit (MATA),
TPOMOOILIMTOIIEHUEN U TOpaKEHMEM OpraHoB (Haubosee
YacTO — OCTPBIM ITOBPEXICHNEM ITOYCK I HEBPOJIOTH-
yeckumu HapymeHusMu) [108, 109]. B peakux ciaydasix
TMA moxeT nposiBasIiTbcs pepaktepHoit Al', Hapy-
meHreM (GyHKIIMA TTOYeK U JICTKO# aHeMueil. B atux
ciyyasix 3a00JieBaHUE MOXHO OOHAPYXKUTh IIPU OUOTICUN
TTOYKMU.

B cootBercTBUM ¢ Kiaccudukamueir 7. H. Goodship
et al. BRIOCISIOT CIEAYIOIINE KIMHUICCKUE (POPMBI
TMA, cBsi3anHoI ¢ nHMekmei [110]:

e TPOMOOTHUYECKYIO TPOMOOIIMTOIICHUIECKYIO IyPITypPY
(TTID);

o TeMoJauTuKo-ypemudeckuit cuaapoM (I'YC), BbI-
3BaHHBIN MIUTAaTOKCUH-TIPOAYINPYIOIIUMHU IIITAM-
Mmamu Escherichia coli;

e ATUIINYHBIN TEMOJIMTUKO-YPEMUICCKUI CUHIPOM
(aryc).

TTII Bo3HUKAET B pe3y/ibTaTe TeHETUYECKU 00YCJIOB-
JIEHHOTO WJIH TIprobpeTeHHoro aecdumra ADAMTS13 —
METaJIIONIPOTEa3bl, KOTOpask TpaHC(HPMUPYET CBSI3AaHHBIC
C KJIETKaMHU CBEPXKPYITHBIC MyJIBTUMEPHI (DakTopa (hoH
Bute6panna (VWF) B tmpkymupyrormuit VWFE, uro crro-
COOCTBYET YCHJICHHUIO OTTOCPEAOBAHHOM 3THM (PaKTOPOM



518

Paspen 20. 3aboneBaHuns nerknx coCypuUcToro reHesa

aJire3uy U arrperalyuu TpoMOOILMTOB U TPOMOOOOpa30-
BaHUIO B cocynax. I1pu ypoBHe aktuBHOCTM ADAMTS13
< 10% moarBepxaaerca auarno3 TTII. Ognako aua-
rHoctuka TTII 3arpynHeHa, MOCKOJIbLKY TECTUPOBAHUE
ADAMTS13 cBsI3aHO ¢ orpaHMYeHUSIMU. XapaKTePHbBI-
MU KJIMHUYICCKUMU CUMIITOMaMM 3TOTO 3a00JIeBaHUS
SIBJISTIOTCS:

*  JIMXOpajKa;

* HapymeHune (GyHKIIMU Psia OPTaHOB B pe3yJIbTaTe
MHOXECTBEHHOM OKKITFO3UM MUKPOITNPKYJISITOPHOTO
pyclia MUKPOTpOMOaMK — B TIEPBYIO O4epenb, IO-
BpEXKICHUE TTOYCK, TTOPaXKeHUsI [ICHTPAIIbHOI HEPB-
HOI CHCTEMBI, peke HaOJTIOMal0TCST BOBJICUCHIE KOXU
¥ IUCTaJTbHBIX CETMECHTOB KOHEYHOCTEI;

* TpoMOoLUTOIEeHUsI O3 1abopaTOPHBIX MapKepOB
HABC-cunnpoma (ITB 1 AYTB He yminHeHBI, TU1a3-
MEHHOE conep:kaHue (HMOpMHOTeHa COOTBETCTBYET
HOpME);

* MATA BcllencTBue MeXaHUUeCKOoM (pparMeHTaluu
SPUTPOILIUTOB MPU MPOXOXKICHUU Yepe3 HUTHU (U-
OprHa Ha TPOMOOIIMTAPHBIX arperarax CocymnoB.
I1pusznakamu MAT'A gBs1I0TCS TOKa3aTe/ I BHYTPU-

COCYIMCTOTO MEXaHNYECKOTO TeMOJIM3a: TTOBBIIIICHNE

ypoBHs akTataeruaporeHassl (JIII') cBIBOpOTKM KpOBH,

TUTIEPOMIMPYOUHEMUS (3a cUeT HEempsIMOU (ppaKIumu

OmMpyorHa), TeMOTJIOOMHYPHS MJIH TeMOCUIEPUHEMUST,

PETUKYJIOIIUTO3 B TIepU(pepuIeCKOit KPOBU, CHUKCHHE

YPOBHSI TanTOTI00MHA (M3-3a CBSI3BIBAHUS CO CBOOOI-
HBIM TEMOTJIOOMHOM, TTOCJICTYIONIEeTO COSAMHEHMS KOM-
TuIeKca ranrtorioonHa—reMoroomnda ¢ CD163-penern-
TopaMu MakpoaroB, 9YTO HEOOXOAMMO IS 3aXBaTa €ro
KJIETKaMU 1 TIOCTIeayIoneii nerpaganun). I1pu Mukpo-
CKOTIUM Ma3Ka KpOBU BUIHBI ()parMeHTHI SPUTPOLIH -
TOB — IMCTOIUTHI (puc. 3). CBOOOIHBIN TeMOTJIOONH,
BBICBOOOKTaeMbIii B 9TOM TeMOJIUTHYECKOM TIpoliecce,
YCHJIMBACT COCTOSTHUAE TUIICPKOATYJISIIIUM 32 CYCT CO-

r ' :
a 06_000¢ ol B
Puc. 3. Lnctoumtsl B Maske nepudepryeckoit kpou. CHUMOK ¢ MacifiHoM
nuH3oiA; x 100 (no Boral B.M. et al., 2016 [5])
lpuMeyanue: cTpenkamu oTMeyeHbl > 10 LUMCTOLMTOB B None 3peHus;
KOMMYeCTBO A0 3 LUMCTOLMTOB B MONe 3peHUA Npy 60bLLOM YBENNYEHUM
ABNAETCA HOPMaJTbHbIM.

eIMHEHUS C OKCUIOM a30Ta (93HIOTEIUAIbHEBIN (haKTop
peakcaliy COCyIoB). YaaleHne BHYTPUCOCYINCTOTO
OKCHIIa a30Ta CBOOOTHBIM TeMOTJIOOMHOM MOXET BBI-
3BaTh CIa3M COCYIIOB M aKTUBAIINIO TPOMOOITUTOB. XOTS
stuonorust TTII usyyeHa HegoCTaTOYHO, YCTHOBJIEHA
BO3MOXHAas POJIb B €¢ Pa3BUTHU TaKMUX (PaKTOPOB, KakK
BUPYCHBIC 1 OaKTepralbHbIC MH(PEKIINH, PaK, CUCTEM-
Hasi KpacHast BomyaHka (CKB), TpaHcIianTamms comm-
HBIX OPTaHOB U TEMOITOATUYECKMX CTBOJIOBBIX KJIETOK,
HCITOJIb30BaHNE HEKOTOPBIX JICKAPCTBEHHBIX CPEICTB
(JIC) — xumMmoTepaneBTUUECKUX IS JICICHUST OHKOJIO-
IMYeCKNX 3a00JIeBaHM, TUKJIONMINHA, KJIOTTUIOTPea,
IIMKJIOCTIOPMHOB, XUHWHA U TIPETapaToB IJIsI TOPMO-
HaJIBHOI Tepamnuy, B YaCTHOCTH CTPOTCHOB.

I'VC (turmmunsiii I'YC; I'YC, BbI3BaHHBIHM IITATATOK-
cuHoM Escherichia coli [STEC-I'YC]) — octpoe 3a6ore-
BaHUE, aCCOIIMMPOBAHHOE C MH(MEKIIMOHHON aruapeei,
KOTOPYIO BBI3BIBAIOT 3HTeporeMopparudeckue E. coli,
pexe — poJCcTBeHHbIe bakTepuu. Bemyiiee MecTo B pa3-
Butun STEC-T'YC 3aH1MaeT ocTpoe oBpeKaeHUE 0~
YeK C OCTPOM MOYEYHOI HeIOCTaTOYHOCThI0. HenmMmyH-
Hasg MAT'A 1 TpoMOOLIMTOIIEHNSI BEIPaXKEHbI B MEHbIIIEH
crenenu, yeMm nipu TTII [112]. Hapsiny ¢ mopaxkeHnem
MOYEK B MATOJIOTUYECKUIA MPOLIECC MOTYT BOBJIEKATHCS
COCYIBI MO3Ta, TTOIIKETYTOTHOM KeJie3bl, HAAIIOYCUHN -
koB. STEC-T'YC gBnsercs ocHOBHOI TpnunHoit TMA
y nereit (> ! /, cnydaeB B OPUT), pexe Habmona0TCsa
cayyau al'YC, B T. 4. MUHIYIIMPOBAHHOTO CTPETITOKOKKO-
Boif mH(pekmeit [113, 114]. Y B3pocabix mpeodaamaroT
TTII n al'YC, accounnpoBaHHBIE ¢ UH(PEKIINEIA.

Yo kacaercs al'YC, To OH MOXXET UMETh TIePBUY-
HBII / HaCJIeACTBEHHBIN (DEHOTHUTI, KOTOPHIi 00YCIIOBICH
MYTaIsSIMU B TeHAX, PETYIMPYIONINX aTbTePHATUBHBIN
ITyTh KOMIUIEMEHTA, OJHAKO 00IbITMHCTBO (hopm al'YC
SIBIISIIOTCSI BTOPUIHBIMU / TIPMOOPETEHHBIMU TI0 OTHO-
IIEHUIO K TIPUYNHHO-CBSI3aHHOMY 3a0osieBaHmio [114,
115]. K mpuo6pereHHBIM popMaM oTHocaTcd al'YC
mpY MHGEKIIMOHHBIX 3a00JIEBAHMSIX, 3I0KAaYeCTBEH-
HBIX HOBOOOPa30BaHUSIX, ayTOMMMYHHBIX 3a00JI¢BaHM -
SIX, HapylIeHusX Metadbonm3ma Kodbanammaa, ANCA-
aCCOLIMMPOBAHHBIX BaCKyJIMTaX, IIPU OEpeMEHHOCTH,
MIprieMe HEKOTOPBIX JIEKAPCTB, TPAHCILIAHTAILINH KJIETOK
KOCTHOTO MO3Ta 1 IPYTMX OPTaHOB, PEAKUX MPUIMHAX
(IgA-nedponaruu u npyrux). MexaHu3Mbl maToreHes3a
BTOpnYHBIX (popM al'YC MHOTODaKTOpHEI. CunTaercd,
YTO BO MHOTHX CJIyJasiX TCHETUICCKI O0YCIOBICHHBIC
AHOMAaJIMU CUCTEMbI KOMITJIEMEHTA OCTAIOTCSI HEUICH -
TU(UINPOBAHHBIMU.

HeneHne Ha IEpBUYHYIO / HACIIEACTBEHHYIO 1 BTO-
puuHyto / mprobpetreHHYI0 TMA He SIBJIsIeTCST a0COIIOT-
HBIM, TTIOCKOJIbKY JIJIsl HacieacTBeHHou TMA TpeOyeTcst
TPUTTEPHBIN (pakTOp, a MpruodbpeTeHHass TMA Takke
MOXXET UMETh TeHeTHIecKuii (poH. B mmocimemHmre romast
TMA yaensitor 3HaYMTEIbHOS BHUMAHUE B CBSI3H C T10-
SIBIICHUEM COBPEMEHHBIX BO3MOXHOCTEI paHHEH IHra-
THOCTHKU U JieueHUs. PecriupaTopHbie 3a001¢BaHMS,
cBsi3b KOTOpbIX ¢ TMA ycTaHOBJIEHa, U MpeAroaarae-
MBIC MEXaHU3MBI UX Pa3BUTHUS IIPEICTABICHBI B Ta0JI. 8
[108—111].
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Ta6bnuua 8. 3TonoruA 1 natoreHeTUYECKME MeXaHU3Mbl TPOMOOTUHECKO MUKPOAHTMONATUM, CBA3AHHOM C PeCnUPaTopHbLIMK 3aboneBaHNAMM

3aboneBaHus Tun TMA MexaHu3Mbl naToreHesa
Bropuunas TMA
BUY-unndeKumn T/ ryc [lpAMoe noBpeaeHne 3HLOTENNA.
OTHocuTenbHbIN eduumt ADAMTS13 (2).
[pyrvie MexaHn3mbl (?)
lpunn Tvna A TIN/TYC/ | Wnrubutopsl ADAMTS13.
aryc [vcdyHKLMA cucTeMbl KoMMieMeHTa (KOMMOHeHTOB KoMnieMeHTa C3, C5)
LIMB-uHdpeKums T/ ryc [lpAMoe noBpeaeHne 3HL0TENNA.
loBpexaeHWe 3HOOTENMA, aKTUBMPOBAHHOE NPY «LUTOKUHOBOM LUTOPME»
AneHoBupycHaA MHpeKLMA T /ryc Mogynaumna sH[oTeNnanbHbIX BHYTPUKIETOUHBIX GaKTOPOB.
NK-uuTOTOKCMYHOCTD
CovID-19 TN /alryC | OtHocuTenbHbIn gedmumt ADAMTS13 (2).
WHrubutopsl ADAMTS13 (7).
loBpexaeHWe 3HOOTENNA, aKTUBMUPOBAHHOE NPY «LUTOKUHOBOM LUTOPME»
WHdekumu Streptococcus pneumoniae, npe- ryc OcBobopaeHue aHTUreHa Thomsen—Friedenreich (T-aHTUreHa) Ha MeMbpaHax
MMYLLIECTBEHHO Y fieTel (MHeBMOHMA, aMNneMa TPOMGOLIMTOB, 3pUTPOLIMTOB U 3HOTENMANBHBIX KNETOK NPV paspyLuaiolieM
MneBpbl, MEHUHIUT) BO3[EWCTBMM Ha CManoBble KUCNOTbI HEMpaMUHUAA3bI, NPOAYLIMPYEMOiA
S. pneumoniae; cBA3bIBaHUE T-aHTUreHa C LMPKyAMpytowmMm IgM.
[vcdyHKUMA 1 Heperynupyemas akTUBaLMA CUCTEMbI KOMMNIEMEHTA
Cencuc Tm/ryc Ype3mepHoe BbicBobOHAeHMEe MynbTMepoB VWF npu oTHOCKTENBbHOM HeAo-
ctatouHocT ADAMTS-13
3n0Ka4ecTBEHHbIE 0MyX0nM (paK Nerkux, pak TTN/alryC | 06cTpyKumA cocynoB OnyxoneBbiMY 3M6onaMu. AHOManbHbIN aHrMoTeHes.
¥enygaKa, 0cobeHHo MyLMHNpoayLMpyloLLmMe afe- BropuuHbI Muenodubpos
HOKapLMHOMbI)
CvicTeMHble 3aboneBaHuA coeanHUTENbHON TRaHu | TTM/alYC | Antutena k ADAMTS13.
AHTUTENA NPOTUB KOMM/IEMEHTa
Backynutbl (ANCA-accoummpoBaHHble) TIN/aryC | Aututena k ADAMTS13.
Hu3kue ypoBHM KoMNoHeHTa C3 KoMnneMeHTa.
AHTMTENa NPOTUB KOMMN/EMEHTa
Hednuut kobanammna (Butammna B, ) aryc MnepromouycTenHeMuA.
CHVXKeHWe cofiepKaHnA MEeTUOHMHA
TpaHcnnaHTauma conuaHblx opraHos 1 ctBonosblx | TTM/alYC | Aututena k ADAMTS13;
reMornoaTUYECKUX KNETOK Hu3kue ypoBHM KoMMoHeHTa C3 KoMnneMeHTa.
AHTMTENa NPOTUB KOMM/IEMEHTa
JlekapCTBeHHbIE M TOKCUYECKME NOPareHUS, aryc [vcdyHKLMA 1 Heperynupyemas akTUBaLMA CUCTEMbI KOMMNIEMEHTa
B T. Y. Npenapartbl Ha 0CHOBE NAaTUHbI, XUMUOTE-
panus; 0bny4eHve Bcero Tea nepeq TpaHCnaH-
Talmel reMono3TUYECKMX CTBOMIOBbIX KNETOK
MNepsuyHaa TMA
HacnepnctBeHHble / ceMeiiHble 3aboneBaHus TTMN/aryc | Myraumm B reve ADAMTS13.
leHeTUYeCKM 06YCNOBMEHHBIE HAPYLLIEHWUA PETYNALUM anbTePHATUBHOIO MyTH
KOMM/eMeHTa
Mavonatnyeckue 3abonesaHna TIN/aryC | Aututena k ADAMTS13.
AHTUTENA NPOTUB KOMM/IEMEHTaA

Mpumeyanme: TMA — TpoMboTMUECKME MUKpOaHTMonaTiy; [YC — reMonmuTUKo-ypeMmudeckuii cuHgpom; TTT — TpoMboTUYeckan TpoMboLuToneHuyeckas nypnypa; alyC —
aTUMUYHbIN FEMONUTUKO-YPeMUYeckuin cuiapoM; BUY — Bupyc uMmyHopeduumta Yenoseka; LIMB — untoMeranoBupycHas; g — uMmyHornobynus; ANCA — aHTuTtena
K uuTtonnasme Hentpodunos; VWF — daktop doH Bunnebpanpa.

IToMuMmo KTaccmyeckoro nmopaxkeHus moyek, MAT'A
¥ TPOMOOIIUTOIIeHNH (TabI. 9), KIMMHWYECKast KapTUHA
al'YC xapakrtepu3syeTcst IIMPOKWUM BOBJICYEHUEM Op-
ra"oB u cucrtem [110, 116, 117]. ¥ ~ 5% nanueHTos,
yaiie Bcero Ipu akymepckoM al'YC, pa3suBaercs [IOH,
0o0ycoBIeHHAs reHepann3oBaHHoil TMA ¢ mopaxkeHH-
€M COCYIO0B MUKPOLMPKYJISITOPHOTO pycia KU3HEHHO

BaxkHBIX opraHoB. Jlnarto3 al'YC cTaBsT ImaumeHTaM
¢ cuMnToMOKOMIUIeKCOM TMA TOJIbKO TTOCJI€ UCKITI0YE-
Hus STEC-T'YC u TTTI, a takxe BropnuHoii TMA. Tpu
UCKII0YeHUU BTopuuHO TMA HeoO0XoamuMo TakxKe yuu-
THIBaTh BOBMOXKHOCTbH pa3BUTHUS IIPU OCPEMEHHOCTH U e¢
OCJIOKHEHUSIX 0C00011 (hOpMBI 3a00JIeBaHMS, CBI3aHHOM
¢ noBpexaeHueM neyeHu, — HELLP-cunapoma. Eciu
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Tabnuua 9. Knunnueckue (I)eHOTVII'IbI Tp0M60TVI‘-IeCK017I MWKpOaHruonaTnumn / aTMnmyHoro reMOJTIUTUKO-YPEMUYECKOr0 CMHOPOMa

OpraH (cuctema)

CUMNTOMbI M KpUTEPUU

KpoBb

HenMMyHHas TpoMboumToneHuA BCleAcTBUE NOTPebNEHNA TPOMOOLIMTOB B NPOLLECCaX MUKPOLMPKYNATOPHOIO
TpoM6o06bpazoBaHua (< 150 000 KAETOK/MKI UMM CHUMEHWE KONIMYECTBA TPOMOOLIMTOB Ha > 25% OT MCXOOHOTO).

MATA (remorno6uH < 100 r/n) B pe3ynbrate MexaHUYecKow dparMeHTaLMy SpUTPOLIMTOB B MMKPOCOCYAAX Mpy nonafaHnax
B (MOpMHOBLIE BONIOKHA TPOMOOLMTAPHBIX arperaTos

Moykm

OMM ¢ pa3BuTHEM ONIUIO- UAM aHYpUM MO0 HE3 Hee, C BbIPaXKEHHOM NPOTEMHYPUENA. Y 60NbLLMHCTBA 60NbHBIX BO3HUKAET
HeobXoAMMOCTb reMofManu3a.

Mpy No[OCTPOM/XPOHUYECKOM TEYEHUM — HEPPOTUHYECKMIA CUHAPOM, BO3MOMKHa reMatypua. Pefiko — Hepponatva

C YMepeHHbIM MOYEBLIM CYHAPOMOM, HENPOrPEeCcCUpyloLLas NOYeYHaA HeA0CTAaTOYHOCTb

KpynHble cocynpl

AT": cuctonnyeckoe ALl = 140 MM pT. cT. unm guactonuyeckoe Afl = 90 MM pT. cT. AnA nuu B Bo3pacTe =18 ne;
> 99-ro npoueHTUNA AnA Bo3pacTa < 18 net

unm

M3MeHEHMe KOMMYECTBA aHTUrMNepTEH3MBHbIX NPenapaToB, He06X0AMUMBIX AnA KoHTpons Al

JII no paHHbIM 3xoKI™ nnm KateTepusaumm cepgua

Cepo3uTbl

lneBpanbHbIA, NepUKapamanbHbIi BEINOT UM acLuT, TpebyloLime MeJYKaMEHTO3HOI Tepanuu (HanpyuMep, LUYPETUKOB) UMK
ApeHvpoBaHuA. OCHOBHaA NpUYMHa NONMCEPO3MTOB M NEPUPEPUUECKMX OTEKOB — BO3LeNCTBME aHagunoTokcmHos C3a n Coa

LHC

COHJ'IVIBOCTb, Pa3apauTesNIbHOCTb, CYAOPOry, HapyLLeHWA 3peHna, reMmunapes unu reMunierus, ctynop, Koma

Jlerkune leMopparuyeckuin anbBeonuT.
OPAC.

2-CTOPOHHME VHGUALTPATHI B IETKMX.

MNHBAa3MBHON) B TeYeHue > 24 y

Mporpeccupyiowan [IH runokceMmuyeckoro TMna, notpebHocTs B UBJ1 ¢ nonomuTenbHLIM aBneHneM (HeMHBa3MBHOW Unu

Cepnue

BHe3anHan CMepTb

[nnataumoHHan KapanMoMMonaTiA ¢ NocTeneHHo HapacTaloLei unm octpoi CH.
OcTpblit MHDApKTa MUOKapLa, C TAMKENbIMU HapyLLIEHUA pUTMa U NPOBOAUMOCTH.

HKT
CMHApOMa.

OcTpoe pasBuTUe caxapHoro Auaberta.

I'Iopa)+<eHV|e KULLEeYHUKa, npoAsnaoLeeca ,uuapeeﬁ, TOLUHOTOM U pBOTOVI, BO3MOXHO passutne abpoMyHanbHoro 6oneBoro
OCprIVI NaHKpPeaTuT, BO3MOXHO C 0C/TOXKHEHMEM NMaHKPEOHEeKPO30M.

MweMunyeckume HEeKpPO3bl NeYeHn — HabntogatoTcA penko

Koa

[uruTanbHas ueMmnyeckan raHrpeHa, NpuBOaALLAA K aMnyTaLum NasnbLes pyK U Hor.
06LwMpHbIe 04arv Hekpo3a — Y B3pOC/bIX NaLMEHTOB BCTPEYAIOTCA PeaKo

IMpuMeyanmne: MATA — MUKpoaHronaTuyeckan reMonuTuyeckas aHemus; OMM — octpoe noBpexaeHue nodek; Al — aptepuanbHan runepteHsus; ALl — aptepuansHoe
nasnenue; JII — neroyHan runeptensus; 3xoKl — axokapamorpadua; OPLC — ocTpbIi pecnvpaTopHblii auctpecc-cuiapoM; [IH — abixatenbHas HepgoctatouHocTb; UBJT —
MCKYCCTBEHHaA BEHTUNALMA nerkux; CH — ceppeyHan HefocTatouHocTs; LIHC — LeHTpanbHaa HepBHaa cucteMa; KT — menynouHo-KULLEYHbIN TPaKT.

IUTSI TIALIMEHTOB ¢ KIMMHWYEeCKOoi KapTuHoi TMA 1 BBICO-
KM PUCKOM TSDKEJTBIX OCTIOKHEHU HETOCTYITHO OTIpe-
JIeJIeHNs] aKTUBHOCTU MeTajutorporenHassl ADAMTS13,
pOCCHUIICKIE KCIIEPTHI PEKOMEHAYIOT UCXOIUTD U3 KITH-
HUKO-J1a00paTOPHBIX XapaKTePUCTUK 3a00JIeBaHMS:
cyuTaTth MajoBeposITHBIM auarHo3 TTII ipu ypoBHe
KpeaTnHUHA KpoBH > 150 MxMoow/71 (1,7 Mr/mwr) B code-
TaHUHU C YPOBHEM TPOMOOIIUTOB B KpoBHu > 30 000/MKII.

AHTUdochonunuAHbINA CUHBPOM
u KatacTpopuyeckuin aHTupochonunuAHbIN
CUHAPOM

AntndochommuaHbiii cuaapoMm (ADPC) — cucreM-
HOE ayTOMMMYHHOE 3a00JIeBaHE C ITMPOKNM CIICKTPOM
COCYIMCTBIX M aKYIIEPCKUX ITPOSIBIICHUH, KOTOPHIE CBSI-
3aHBI C TPOMOOTUICCKUMM U BOCITAJIUTEILHBIMU MeXa-
HU3MaMU, YIIpaBIsIeMBIMU aHTUTEIaMU K dochorm-
mugaMm (ADJT). O6mme kmuanYeckre mpusHaku ADC
BKJTIOYAIOT BEHO3HYIO TPOMOO3IMOOJINIO, MHCYIIBT, T10-
BTOpHBIC PaHHME BHIKUIBIIIN U IIO3THUE TTIOTEpU Oepe-
MmeHHocTH [118]. B cuctemaTnyeckom 0030pe yacToTa

A®DJI y MOTOIBIX MAIIUEHTOB C 1IepeOPOBACKYJISIPHBI-
MM HapyLIEHUSIMU OLieHUBaNach B 17%, yBeIMUYMBAsICh
10 22% y nauueHToB ¢ uHCYabTOM [3]. UTo Kacaercs
3a00J1eBaeMOCTH OepeMeHHBIX, MH(MapKTa MUOKapaa
1 TpoM0O03a rIyooKux BeH, oomas yacrora ADJI one-
HuBanach B 6, 11 1 9,5% cOOTBETCTBEHHO.
Karacrpodpuueckuit ADC (KADC) omnpenensiercst
KaK peIKUil XKM3HEYTPOXKAIOIINI BApUaHT TCUCHUS 3a-
0oJIeBaHMS, XapaKTEPU3YIOLIUICS OCTPBIM Pa3BUTHEM
pacIpoCTpaHEHHBIX TPOMOO30B, KOTOPBIC TIPUBOIST
K HEJOCTaTOYHOCTH > 3 OopraHoB B TeueHUe < 1 Hen.
[119—122]. BTa ocobas kIuHUYEcKas hopMa 3adoJie-
BaHUsI, Bo3HUKalomas y ~ 1% 6oibHbIx ¢ ADC, MOXKET
pa3BUBATHCS KaK OCHOBHOE 3a00JIeBaHME MU OCJIOXK-
HATB TeueHue npeainectBoBasinero ADC. JleraabHOCTh
nanueHToB ¢ KADC nocturaer 30—50%, HecMOTps
Ha jeyeHre. OCHOBHBIMU TIPUIMHAMU CMEPTH SIBJISI-
I0TCS TsIKeJble MH(PEKIIUN: OaKTepraJbHBIA CeTIcuc,
WHBA3VMBHBIC MUKO3HI, B T. 4. THEBMOIIMCTHAS ITHEBMO-
HUS, THOMHBIE MH(MEKIMU. 3a00IeBaHNEe OOBIYHO MPO-
TeKaeT C MOPaKEHUEM ITOYEK, JISTKUX 1 Ceplla, OMHAKO
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B TTATOJIOTMYECKMUIA ITPOIIECC MOXKET BOBJICKATHCS JTF00AsT
cucrema opraHoB. XoTst nHoraa 1mpu KADC pa3suBaeTcst
TpOMO03 KPYITHBIX COCYIOB, B OOJIBIITMHCTBE CIIyJacB
BO3HHUKACT TPOMO00Opa30oBaHNE B MUKPOILIMPKYJISITOP-
HOM pYycCJie, ¢ pa3BUTHEM KIMHUIECKON KapTUHBI JUC-
CEeMUHHUPOBAHHOTO MUKPOAHTMOIIATHIECKOTO CHHAPO-
Ma, HartomuHaromero TTII wim npyrue ¢popmel TMA.
Y ~ 3% GoJIbHBIX OMKMCAHbI ITOBTOPHbIE 3113016l KADC
¢ uHTepBaiamMu ot 2,5 1o 48 mec. [119, 122]. OcHOBHBI-
MM (paKTOpamMu, TPOBOLIMPYIOITUMHU TTOBTOPHBIE CITyIamr
KA®DC, B Habm0maTeIbHBIX MCCICTOBAHMX U IIPY aHAa-
JIN3€ PETUCTPOB SIBIISIIOTCS MH(MEKIINH.

JlabopaTopHbIM Kputepusim ADC aBagioTCS MO-
JnoxurtenabHble TecThl Ha ADJI omHOTO U3 3 TUMOB:
BOJTYAHOYHBINM aHTUKOATYJISTHT, aHTUTEJAa K KapaOJI-
MYHY WM aHTUTeNa K B,-raukonporenHy 1. PaGouei
rpynnoit EBporeiickoii 1uru 1mo 6oprde ¢ peBMaTu3-
MoM (European League Against Rheumatism — EULAR)
B 2018 r. OBLIM OOHOBIIEHBI KPUTEPUN TUATHOCTUKU
ADC ¢ BBeieHEM POt BLICOKOTO Y CPEIHETO pU-
cka atoro cuHapoma [118, 119]. OcHOBBIBasICh Ha UMEIO-
IIUXCST TOKA3aTeIbCTBAX, SKCIIEPTH pabodeil TPpyIIIbI
EULAR 1o pa3paboTke peKoMeHIalUuii IUarHOCTUKU
u neyeHuss APC obpamaT BHUMaHWE Ha BIUSTHUC
npodunsg ADJI B OTHOLIEHUN PUCKA TPOMOOTUUECKUX
M aKyIIePCKUX OCIIOKHEHUM M HEOOXOMIUMOCTh pa3HO-
o Tmoaxona K jedeHnto. OtMedeHo, 4To Hammane ADJI
y 0€CCMMITTOMHBIX TTalieHTOB 1 601bHBIX CKB He Mo-
JKET OLICHMBAThCS KaK MmonTBepxkaeHue nuarnoza ADC,
HO MOXET OBITh CBSI3aHO C MOBBIIICHHBIMU PUCKAMU
TpoM003a 1 OCTIOKHEHMI OepeMEHHOCTH B 3aBUCMOCTHU
ot xapaktepuctuk ADJI n Hamuuus apyrux (pakTopos
pucka. Y 3HauuTenbHoM yactu (10 70%) nauueHTOB
¢ ADC nipucyTCTBYIOT TabopaTopHble pu3Hak MATA,
0COOCHHO TIpU KaTacTpopUIeCKOM BapruaHTe TCUCHUS
[122]. BeiaBuHYTa TUITOTE3a O BO3MOXKHOM BIUSTHUU
MATA na puck KADC u ero moBTOPHBIX TTU3010B.

ABC-cunapom, TMA n KAD®C Bo MHOTUX ClTydasx
UMEIOT COMOCTaBUMYIO KIIMHUYECKYIO CUMIITTOMATHKY,
00YCJIOBJIEHHYIO pa3BUTUEM MUKPOTPOMOOOOpa3oBa-
Hus 1 [TOH. OmHako 3TH MaTOIOTMIECKIe COCTOSTHUS
XapaKTepU3YIOTCS PA3IMIHBIMU TUITAMH KOATYJIOIIaTHH,
a MeToNa UX JICUCHUs IMIPUHIIUITNAIBHO pa3InJaroTcs,
4yTO TpeOyeT nudGepeHIINATLHON TMATHOCTUKY U TIPH-
MEHEHUSI CTICIIMATbHBIX aJITOPUTMOB OKa3aHUSI MEIM-
IUHCKOM momontu (tadma. 10) [120—123].

MpuobpeTeHHbIe TpoMbOLUTONEHUN
M accouMupoBaHHble KoarynonaTum

OCHOBHBIMU NTPUYMHAMU TPOMOOILIMTOIICHUI TIPU
peCIIMpPaTOPHBIX 3a00JICBAHUSX SIBJISIIOTCS ITepepacIipe-
IeJieHre TPOMOOILIMTOB B Pe3ysIbTaTe UX THIIeparpera-
1IMH, HapyIIeHne 00pa30BaHus U (WIM) YCKOPEHHOE pa3-
pyiuieHue TpoMboiToB. Hanbosee yacTo K HapylLIeHUIO
00pa3zoBaHUsI TPOMOOIIMTOB IIPUBOISIT MUCIONUCILIA3HSI,
OCTpBIi1 JICKO3 ¥ MUeIoNpoIndepaTUBHbIC 3a001¢-
BaHuA, neuuut ButaMuna B, u GponureBoii Kuciorsl,
MHQEKIIMOHHBIC 3a00JIeBaHUSI, XUMHOTEepaIusl, HEKO-
topeie JIC (3cTporeHsl, THa3UIHBIC TUypeTnku) [112].

[ToBrIIIEHHAsST CKOPOCTD pPa3pylIeHUS TPOMOOIIUTOB
Ha6monaercda nipu JIBC-cunnpome, TMA, BUPYCHBIX
MHOEKINIX, 6aKTepreMIH, 3JI0Ka4eCTBEHHBIX HOBOOO-
pPa30BaHMSIX, XMMUOTEPAIINH, BACKYJIUTaX, HEKOTOPBIX
ayTOMMMYHHBIX 3a00JIeBaHUSIX, B T. 4. JICKAPCTBEHHOM
ayroummyHHou TTII.

I[ToMUMO BBINIEONMMCAHHBIX KOATYJIOTIATHIA, B CBSI3U
C TIOBBIIIIEHHBIM PUCKOM TPOMOOOOpa3oBaHUs 0coboe
BHUMAaHUE ITPUBJICKAIOT TPOMOOLIMTOIICHUN ayTOMMMYH-
HOM 3TUOJIOTUH, CBSI3aHHBIC C 00pa30BaHMEM aHTUTEI
K TpoMOOIIUTaM. B HEKOTOPBIX CITydasix ypOBeHb TPOM-
6o1uToB B KpoBU cHIKaTcs mo < 20 000 KiIeTok/MKII,
YTO KpaifHe 3HaunTebHO. KimmHnyeckumMu mpu3HaKka-
MM SIBJISIIOTCS YBEJIMUCHUE KOJTNICCTBA PETUKYIISIPHBIX
(PHK-conmepxammx) TpoMOOIIUTOB B IepuepuIecKOmi
KPOBH 1 pOCT KOJIMIECTBA 1 TFIOMITHOCTU MeTaKapHOIIH-
TOB B KOCTHOM MO3T€.

JlekapcTBennas ayroummyHHasa TTII oGycioBieHa
CITOCOOHOCTBIO HEKOTOPHIX JICKAPCTBCHHBIX IIPEITapaToB
CTUMYJIHUPOBATh 00pa30BaHNE aHTUTEN K pelerTopaM
TPOMOOIIMTOB, UTO HE SIBIISICTCS] NX OOJTUTaTHBIMM CBO-
crBamu. K takum JIC oTHOCATCSI XUHUH, TUAPOKCUXIIO-
POXUH, O-METUJIIONA, CYTh(MaHMIaMUIbI, COJIN 30JI0Ta
[112, 124]. ITpu HeTsKETOM TPOMOOLIMTOIIEHUH 10CTa-
TOYHO OTMEHUTH ITpueM JIC, 4TOOBI B TEUCHNE HECKOJIb-
KUX THEH KOJIMYECTBO TPOMOOIIUTOB B Iepr(eprueCKOM
KPOBU BOCCTAaHOBMJIOCH 10 HOPMAJTBHOTO YpOBHsI. Takske
5TO CAYXKUT OMHUM W3 TIOATBEPKAAIOIINX TNArHOCTHYC-
CKHX KPUTEPHEB HeXKeaTeIbHOTO 3 (eKTa Teparum.

Y OONBIIMHCTBA MAIIMEHTOB B ITepBbie 1—3 MHS mmociie
HavaJia BBeJeHUs He(paKIIMOHMPOBAHHOTO TerlapruHa
(H®T'), a y MmeHbIIIe# YacTH O0IbHBIX — HU3KOMOJICKY -
nsgpHoro rermapuHa (HMI) mpoucxoauT ymepeHHOE CHU-
JKEeHUEe YPOBHS TpOMOOLIMTOB, 00brdHO > 100 000 Kite-
TOK/MKJI. Pa3BrBacTCS renapuHOMHIYIIMPOBAHHAS TPOM-
oomuronenus (I'MT) B pe3ynpraTe akTHBALIM 1 00pa30-
BaHMSI MUKPOATrperaToB TPOMOOLIMTOB MOCJI€ BBEACHUS,
KaK IIpaBWJIO, BBICOKUX 03 BHYTPMBEHHOTO IellaprHa.
Hopmanuzaius koamyecTBa TPOMOOIIUTOB OOBIYHO ITPO-
HMCXOIUT B TeueHUe 3—4 qHel, HeCMOTpPsI Ha TIPOIOJIKe-
HHe TIpueMa IIpernapara.

I'NT 2-ro tuna, wiau umyHHas (IT'MT-2) — pen-
KO€ M OITacHOE COCTOSTHME, KOTOPOE Pa3BUBACTCS
y 1—-3% mnanueHTOB, MOJYyYalOlINX relapuH, OObIYHO
Ha 5—10-1if IeHb TIOC/Ie Havasia Teparuu (PeIKo MOXKET
TTOSIBIISITBCST B CPOKM 110 3 HEll. OT Havasia jiedcHust). Te-
parus CHIUXKAET KOJIMYeCTBO TpomMOo1mToB Ha 30—50%
OT UCXOIHOTO YpoBHSL. [IprurHa cOCTOUT B 00pa30BaHUM
AHTUTEJ K KOMIUIEKCY TelaprHa U TPOMOOILIMTapHOTO
dakTopa 4, Ipu CBI3BIBAHUM aHTUTEII C PEIICIITOPAMU
TPOMOOIIMTOB 3aITyCKaeTCs aKTUBAIIMS W TIOCIICIyOIIIast
HeoOpaTuMast arperaust TpoMoouToB. [1pu 3ToM akTH-
BUPOBaHHBIC TPOMOOIIUTHI BEICBOOOXIAIOT B KPOBOTOK
KOMIUTIEKC TPOMOOIIMTapHOro (akTopa 4 M rermapuHa,
KOTOPHIiA, CBSI3BIBASICH C SHIOTENIEM, CTUMYJIMPYET TeHe-
paruio TpoMouHa. Y marmeHToB ¢ ['UT 2-ro tuma B ycio-
BUSIX ITPOIOJIKAIOIICICS TeTTapMHOTEPATTAN A0COTIOTHBIMN
puck TpomMbo03a coctapisieT 30—75%. [1peobianaoT TpoM-
60361 ITy0oKNX BeH, TOJIA, nHdapKkT MruoKapaa, HEKpo3
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Tabnuua 10. JuddepeHumanbHan AnarHocT1Ka cencuc-MHAYLMpOBaHHOM Koarynonatum, CUHAPOMa AMCCEMUHMPOBAHHOIO BHYTPUCOCYLMCTONO CBEp-
TbIBaHMA KPOBY NP TAXKENbIX PECTIUPATOPHBIX MHOEKLMAX, TPOMOOTUYECKON MUKPOAHTMOMATUM W KaTacTPOGMUYECKOro aHTUGOCHOIMNMOHOMO CMHOPOMA
M0 [laHHLIM N1a6opPaTOPHBIX UCCIEA0BaHMI

Knuuuveckuii cunapom BC uHdeKumoHHOM
il CUK RS, Octpas TMA KA®C
(nokasarenb KoarynonaTuu) 3TMONOrUm
Knunuyeckue cuHgpoMbl
OcTpoe noBpexaeHWe NoYeK Her Yacto npucytcteyet Yacto npucytcTeyet MpucytctByet
Llepe6panbHble cocyaucTble Her YacTo npucytcTByioT MpucytcTBytoT MpucytcTBytoT
rnopaeHuA
lMonuopranHas HegocTatouHocTb | MpucytcTByeT MpucytctByeT MpucytctByeT MpucytctByeT
(no SOFA)
Buonoruyeckue MapKepbl TpoM6oLUTONEHUM
Konnyectso TpoMboLnTOB, CHUKeHO CHUKeHO CHuKeHO HopmanbHoe unm
KNEeToK/MKN CHUMKEHO
AHTUTENA K TPOMbBOLMTAM Het Het Het MoryT onpegenatbca
Buonoruyeckue MapKepbl aHeMum
lemMornobuH HopManbHbii unm YacTo cHuKeH CHuKeH YacTo cHuKeH
HE3HAUNTESIbHO CHUMKEH
Busyanusupytowimeca B Maske OtcytcTBYIOT MoryT npucyTcTBOBaTH MpucytcTBytOT Yacto npucytcTByioT
KpOBU LLMCTOLMTDI
nar YacTo noBblLLEH YacTo noBblLLEH [MoBbiLLeH YacTo nosbILLEH
lanTornobumH Hopma MosKeT bbITb CHUMEH CHurKeH YacTo cHuKeH
MpAman peakuua Kymbea* OTpuuatenbHan OTpuuatenbHan OTpuuatenbHan MoskeT 6bITb NO3UTUBHOM
Buonoruyeckue MapKepbl Koarynonartum
nB YnnuHeHo YnnuHeHo Hopma MoxKeT yonuHATbCA***
AYTB Hopma YnnuHeHo Hopma MoxKeT yonuHATbCA***
OubpuHore MoBblLLeH MoBblLLeH HopManbHbiii unm HopManbHbIv nim
MOBbILLEH MoBbILLEH
AHTUTPOMOWH HopManbHbii CHUKeH HopManbHbilii Hopma
ADAMTS13 Hopma Hopma CHuskeH npun TTN Hopma
AOJI Het Het Het [MonoxutenbHble TeCTbl
[MaHenb nccnepnosanunin AMNK** He BhifBnAeT akTMBaUmMmM | He BhiABNAeT akTMBaUMKM | TeHeTUYecKue AedeKTbl, He BbIfBNAET aKTMBaLMK
ANK ANK BO3MOHO BblfBIEHNE ANK
aKTuBaumm AMNK

lpuMeyaHme: * — npaMas peakumsa Kymbea (NpAMoit aHTUMMOo6YNMHOBbIN TECT) IPUMEHSETCA ANIA BbIAB/IEHUA HaNMYMA Ha NOBEPXHOCTU MeMBpPaH 3pUTPOLIMTOB 3pUTPO-
UMT-cBA3bIBaOLMX aHTUTEN (IgG) MM KOMMNOHEHTOB cucTeMbl KoMneMeHTa (C3); ** — B KNMHUYECKOW NpaKTUKe peKoMeHayeTcA onpedeneHue B KpoBu dpakumin C3 u Ch
KOMM/IEMEHTa; CHUMeHe copepxkanua C3 npy HopManbHoM ypoBHe Ch, yKasbiBatoLyee Ha akTuBaLmio AlK, oTMeyaeTtcs y < 50% NaLMeHTOB ¢ aTUMUYHBIM FeMOSIMTUKO-
YPEMUYECKUM CUHLPOMOM; AMArHOCTUYeCKan 3HaYMMOCTb ONpeaeneHuns B KpoBU GparMeHTa KoMneMeHTa C5a 1 pacTBoprMoro MeMbpaHoaTaKyloLLero KOMMeKca,
OTparaloLLMX aKTUBALIMIO abTEPHATUBHOIO M TEPMUHANBHOTO MyTel KOMMIeMeHTa, TpebyeT fanbHerLLIero U3y4yeHuns; *** — B Tectax onpefeneHuns BoHaHOYHOro
aHTUKoarynaHTa (ogHoro 13 o AQJ1) npy fo6aBneHnn GpochonmMnmaos NPOUCXOAMT KOPPEKLMA YASIMHEHWA BPEMEHW CBEPTbIBaHUA B HOCHONMNMA03aBUCUMBIX
CKpMHUHIOBBIX TecTax 1B n AYTB; B TecTax cMeLUMBaHWA C AOHOPCKOM M1a3Moi KOPPeKLMM YANMHEHWUA BpEMEHU CBEPTbIBaHUA He MPOMUCXOAMT, YTO CBULETENbCTBYET

06 oTcyTCTBMM fedrLmMTa GaKTOPOB CBEPTHIBAHWA Kak BO3IMOMHOM NMPUUMHBI runokoarynaumnm; CUK — cencuc-uHayumpoBanHas Koarynonatus; [1IBC — aucceMuHmpo-
BaHHOe BHyTpucocyancToe cBepTbiBaHue; TMA — TpoMboTuyeckas Mukpoatruonatus; JIAI — naktataerupporeqasa; AQJ1 — aHtutena k docdponmnupam; AOC — aHTH-
dochonunupaHbii cuHapowm; MNB — npotpomMbuHoBoe Bpems; AYTB — akTMBMpOBaHHOE YacTU4Hoe TpoMbonnacTHoBoe BpeMs; AMNK — anbTepHaTUBHBINA NYyTb KOMM/IEMEHTa;
SOFA - LLIkana oueHKM opraHHoit HefocTaTtouHocTu (Sequential Organ Failure Assessment).

TOJIEHY M BeHO3Hast TaHTpeHa [ 112, 125]. B ciyuae, ecin rla'rocbusuongruqecme MeéxaHU3Mbl
MATOJIOTMSI HE Paclio3HaHA U TelapyH IpUMeHsIoT ro- ~ KOaryJjionatuu npu pecnmpaTopHbiX
BTOPHO B TeueHue 90 MOCTEMYIONIX Heil (ocobenno ~ 3a00/1@BaHMAX

Ha IMPOTSTKeHUH 1 Mec. TTociie TIepBUYHON HeXKeIaTeIbHOM B nocnenHue roabl Bce yalle NpyMBieKalOT BHUMA-
peakiuu B hopme [T 2-ro TrIra), BOSMOXHO pa3BUTHE  HUE CIIEIMAIMCTOB ITATOTCHETUICCKIE MEXaHN3MBI psiaa
TpOMOOLIMTOIIEHUU B 1-e CyTKU, a IpU OOJIFOCHOM BBE/IC- pacIipoCTpaHeHHbIX PeCIUPATOPHBIX 3a00JIeBaHUIA,
HUU TellaprHa, KaK IIPaBUJI0, BO3HUKACT aHAPWIAKTOUA-  TPeOyIolIre aKTUBHOTO M3YICHUS U OLIEHKH C TOUKH

Hasl peakiIdsl B TeueHHe IepBhIX 30 MIH. 3peHUs JIeueOHOI KOPPEKIINU.
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CvHApOM BbicBO60XXAEHUSA LUTOKUHOB

CuHapoM BeIcBOOOXIeHMUA UTOKNHOB (CBII),
npencTaBisieT cOO0M OCTPBIM BOCIANUTEIbHBINA CUH-
IPOM, BBI3BAHHBIM aKTUBAIlME MMMYHHBIX KJIETOK,
BBICBOOOXKICHNEM U TUTICPIIPOAYKIINEH TTPOBOCIIAIM -
TEJIbHBIX IUTOKUHOB [126]. B MeaummHckoii aurepa-
Type CBILI yacTo accoummpyercsl C MOHSTUEM «IIUTO-
KMHOBOTO ITOpMa». [1pu 3ToM TociienHee He UMEeT
oIpene/IeHHBIX TUarHOCTUIECKMX KPUTEPHUEB, a CKOpee
0003HavYaeT ONMpeAcIeHHYIO TCOPHUIO MaTOTeHe3a TH-
MEePBOCTAIMTEIILHOIO MMMYHHOTO OTBeTa. Ilmarso-
ctnaeckumu cumnTomamu CBII ssBisioTest Tuxopanka
B COYCTAaHUU C KAK MUHUMYM OJTHHUM IIPU3HAKOM Op-
TaHHOU AUC(HYHKIIMA: TUTIOTOHUEH, TUTIOKCEMUEH, He-
BPOJIOTMYECKUMU HAPYIICHUSIMU, TIOPAXKEHUEM JICTKHX,
cocynoB, KpoBu. s monreepxaenus CBLI ncmonb-
3YI0TCSI TaOOpaTOPHBIC KPUTEPUM: TIOBBIIIICHUE aKTUB-
Hoctu CPB, 1L-6, deppuruna, JIAI u np. M3HavanbHO
CBII OBl onrcaH y MalMeHTOB C OITYXOJISIMU, TTOJTy-
YaBIINX HEKOTOPBIC BUIBI UMMYHOTepanuu. B mmocie-
IOYIOIIEM 3TOT MATOJOTUICCKUIA IPOIIecC ObUT BBISIBICH
MIPY TIEPBUIYHOM reModaroluTapHOM JIUMGOTUCTHO-
mutose (IJIIN) u psne mHbEeKIIMOHHBIX 3a00JIeBaHNIA,
BKJII0YasT [IUTOMETAJIOBUPYCHYIO M XaHTaBUPYCHYIO
WHOEKIMH, TPUIIT 1 NHPEKIIMOHHBIC 3a00JIeBaHNUS,
BBI3BIBacMBI€ BEICOKOITATOTEHHBIMM KOPOHABUPYCAMM
(B T. 9. COVID-19). KpoMe mposiBIeHUIT CHCTEMHOTO
BocmajauTeabHOro otBeta, i CBIIL xapaktepHa re-
MAaTOJIOTMYeCKast TOKCUIYHOCTh, BKITIOYAs IIUTOTICHUIO,
9HIOTEINOIIATUIO C HAPYIICHUEM COCYIUCTO-TPOM-
OOILIMTapHOTO TeMOCTa3a, KOaryJIonaTHUio U YTHETCHUE
GubpuHOIMN3A.

CBII xapakTepu3yeTcs MOBBIIIICHUEM COICPKAHMS
B KPOBHM Pa3IMYHBIX IIUTOKUHOB, B IIEPBYIO OUEPEIb MH-
tepaeiikud (IL)-6 u -1, unrepdbepon-y, TNF-a. Ipyrue
HUTOKMHBI, BKIouas [L-8, IL-10, MoHOIIUTapHBII Xe-
MOATTPAKTAaHTHBIN 0€JI0K- | ¥ rpaHyIOLMTapHO-MaKpO-
arabHBIN KOJIOHNECTUMYIUPYIOIINI (DaKTOp, TaKKe
ITOCTOSIHHO TTOBBIIIIeHBL. PopMUpOBaHUE TPOMOO3a ITPO-
ncxonut B 2 atama [127, 128]:

1. IlepBUYHBII reMOCTa3 BKIIIOYACT B3aMMOICHICTBIE
MEXIY SHIOTEINATbHBIMU KICTKAMU W TPOMOOILIM -
TaMU.

2. BTopwyHBII1 reMocTa3 BKIIOUAeT aKTUBALIMIO Koa-
TYJISIIIAOHHBIX OCJIKOB, OIIOCPEIOBAHHO PETYINPY-
eMy10 (PYHKIIMOHATBHBIM COCTOSTHUEM 3HIIOTEIIHS
aKTUBHOCTH (PU3MOJIOTUICCKNX aHTUKOATYISTHTOB
1 GUOPMHOIUTUIECKON CUCTEMBI KPOBH.
Kimmanuyecknmvu nocnencrsusiMu CBL MmoryT ObITH

TSDKeIble Koarynomnatuu, Bkiodas JIBC-cuHapoM,

TpOMOO3BI BeH HIDKHUX KoHeuHocTeil 1 TDJIA, pexe —

B ¢opmMme, TTonooHoit TMA. OnHaKo NpU HETSKETIOM

teyeHUn CBLI MoryT HabMIOAATHCA CYOKITMHUYECKUE

MIPOSIBIICHUST KOAryJIOTIaTHH, HE COIMPOBOXKIAIOIINECS

TPOMOOTUICCKIMU COOBITUSIMH, HO aCCOITMUPYIOIINECS

¢ OMOJIOTMYECKIMH MapKepaMu, YKa3bIBalOIIMMU Ha T10-

BBIIIEHHBIN PUCK apTepualibHOro Tpomobo3a u BTHO:

MOBHIIICHUEM TUTAa3MEHHOTO coaepxXaHus D-nuMepa,

TPOMOOIIUTOIICHUEH 1 1.

F'MneproMouucTeMHEMUS U HapYLUeHUe
MeTabonusma Kob6anamMmHa

T'oMonmcTeH IpeACTaBIsIeT COO0M TIPOMEXKYTOUHBII
MIPOIYKT CUHTE3a He3aMCHUMOI aMIUHOKHUCIIOTBI METHO-
HHUHA B OMHOYIJICPOIHOM ITyTH MeTabonm3Ma (hojIaToB.
BuoTpanchopmaliiss roMOIICTenHA TIPOUCXOIUT C y4a-
cTreM psina hepMEHTOB, OCHOBHBIMU 13 KOTOPBIX SIBJISI-
10Tcs1 MeTiiieHTeTparuapodoarpenykraza (MTHFR),
IIMCTAaTUOH-[3-CUHTa3a, MeTHOHNHCHHTa3a (MTR),
MeTHOHMHCHHTa3a-peaykraza (MTRR). B kauecTse
KO(aKTOpOB M KOCYOCTPaTOB 3H3UMOB, YIACTBYIOIINX
B MeTa00IM3Me TOMOIIMCTEHA, BRICTYITAI0T BUTAMMUHEI:
bonuesas kuciora (ButamuH B,), kobanamuH (BuTa-
MuH B,)) n nupunokeun (ButamMuH By). debuuur otux
BUTAaMUHOB B TTHIIIC TOJITOC BPEMsI pacCMaTPpUBaJICS KaK
HauboJjiee pacIpoCcTpaHEHHAsI IPUYMHA JIETKOM (TIpu
ypoBHe romorctenHa 11,1—15,0 MKMoIb/7T) 1 yMepeH-
HOI (1Tpu ypoBHe TomonuctenHa 15,1—20,0 MKMOJIB/7T)
TMIIEPTOMOLIMCTEMHEMUH,, TIPUBOISIICH, OMHAKO, K 3Ha-
YUTEJILHOMY BO3pacTaHUIO pricka TpoM0030B [129—131].
YCTaHOBJICHO, YTO OMHOHYKJICOTUIHBIC TTOJTUMOPGhU3-
Mbl MTHFR 677C>T, MTRR 66A>G cBsI3aHHBI C T10-
BBIIIICHHBIM PHCKOM TPOMOOTHMYECKHMX OCIOXKHCHUM,
npudeM nouMopdusMm MTRR66GG — ¢ TTOBBIIIEHHBIM
PUCKOM HapylleHui MeTaboin3dMa KobanamuHa. Posb
OITMCAaHHBIX TCHETUIECKNX (DAKTOPOB PHCKA B pa3BUTUN
TMIIEPrOMOLIMCTEMHEMUM 3HAYMMO BO3pacTaeT IIpHU Jie-
(buuure BUTaMMHOB BUTaMuH By By, npu nHbekumu
1 BOCITAJICHUH.

[ToBBIIIIEHHOE OTHOIIIEHHE IIIAHCOB IT'eTEPO3UTOTHOTO
HOCUTEJICTBA MUHOPHOTO ayieast G OMHOHYKJICOTHI-
Horo nonuMopduszma rena MTRR66AG (O1I — 1,61,
95%-nblit W — 1,26—2,05) BbISBICHO Y TOCIIUTAINA3M -
poBaHHBIX 00bHBIX ¢ COVID-19-accoumnupoBaHHOM
IMTHeBMOHMeH B uiccinenoBannu M. 4. Ileimax u dp. [132].
BnustHue HapyiieHuit Mmetabonr3ma u neduiuTa BUTa-
muHa B, Ha ncxonst COVID-19 u peabunurannu na-
LIMEHTOB C TTOCJICACTBUSMU TIEPEeHECEHHOW MH(MEKIINU
TIOATBEPKIAETCA U B PALle APYTUX UccenoBanuii [133].

Koarynonatuu, nugyumupoBaHHble COVID-19

PesynbpraThl HAOMIOOATEIBHBIX KIMHUISCKUX MC-
caemoBaHuii mokasanu, 4to COVID-19 accommmupyercs
C TTOBBIIIIEHHBIMH YPOBHSIMU ITPOBOCIIATIUTEILHBIX ITUTO-
knHOB IL-6, TNF-a, IL-1, KoTOpBIE ITpU MOCTYIUIEHUN
B CTalIMOHAP KOPPEIMPOBAIH C TIOBBIIIIEHHBIM PUCKOM
Pa3BUTHS KOATYJIOMATUN, TPOMOOTHUYECKIX 1 TPOMOOIM-
OOMIECKMX OCTTOXKHEHUI, TOCITUTAIBHOM JIeTaTbHOCTH,
YTO MOATBEpKIaeT BaxxkHyio poib CBILI B matoreHese
3aboneBanus [134, 135] (puc. 4).

Bupyc SARS-CoV-2 ob6iagaet moBbIllIeHHOH TPOTI-
HOCTBIO K aJTbBEOJIOLIMTaM 1 SHIOTEJINIO cocynoB. B pe-
3yJbTaTe TMOBPEKICHUS SMUTEIINS U 1e3aTalITUBHOTO
MMMYHHOTO OTBeTa MOTyT pa3BuBaTbcss CBII n koary-
nomatusa. B penkux ciydasx BUpycHass WH(PEKIINS SIB-
JISIeTCSI TPUTTEPOM B IIPOTPECCUPOBAHUM TIEPBUIHOTO
I'JIT'. B pe3ynbrare pa3iuuyHbIX MEXaHM3MOB BO3HUKAET
«IIATOKMHOBBIM IIITOPM», UTO BEAET K IIOBPEXKICHUIO IH-
TOTEJINST, N30BITOYHOMY BEICBOOOKICHUIO M3 SHIOTEIIHS
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Puc. 4. MexaH13Mbl KoarynonaTuu, accoLMMpOBaHHON C CUHOPOMOM BbICBOHOMHKAEHUA LnUTOKMHOB npy COVID-19

MpuMeyanue: TN - reMogaroumTapHbii AMMpoructmoumTtos; CBL — cuHapoM BricBO60XAEHUA LUTOKMUHOB; IL — nHTepnekuH; IFN — uHtepdepoH;
TNF — darTop Hekpo3a onyxonu; NK — ectecteHHbIn kunnep; [IK — neHTpuTHaA KneTka; JIN — nerounsii uHtepctmumin; PAl-1 — uHrMbutop aktuBatopa
nnasmMuHoreHa 1-ro una; F VIl — dakTop cBeptbiBaHus Kpoeu VII; F Xa — daxtop Xa; vVWF — daktop doH Bunnebparpna; PAR-1 — akTuBMpyeMmbiii npo-

Teasamu peuenTop 1-ro Tvna.

u a-rpanyi TpombouutoB VWF, akTuBauuu Tpom060o-
LIUTApHOTO U TJITa3MEHHOTO TeMocTasa. Biencrue auc-
(GYHKIIUM SHIOTEIHS TTOBBIIIACTCS YPOBEHD SHIOTEIM -
anbHOTO nHruouropa PAI-1.

Yuaundunuupoanusle Kputepunn CBILL y 601bHBIX
¢ COVID-19 6b111 IpeuIoKEHBI B PSIIe MCCICIOBAHMIA.

Hanpumep, cornacHo kputepusim Kaiser Permanente

Southern California, CBLl iprcyTCTBYeT IIpu HATUYUHT

OIHOTO U3 2 rpu3Hakos [136]:

1) comepXaHue CHBOPOTOYHOTO (eppUTHHA
> 2 000 Hr/MJI ¥ TIOBBIIIICHUE COACPXKAHUS JTI000TO
JIPYroro Mapkepa BOCITaJICHMUS,
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2) TOBBIIICHNE YPOBHS > 4 TIOKa3aTeNIeil BOCTIAJICHMS,

BKJTIOYAsI CIIEIYIOIINE:

e CPB > 70 mr/m;

*  (epputun > 700 Hr/MI;

e D-mumep > 1 000 ar/mi,

*  TPUIIMLEPUIBI > 265 MI/II;

» acmapraramuHoTpaHcdepasa > 59 en/i;

o JIAT > 300 en/m;

» nmumponenus < 800 KI€TOK/MKII,

o ueiTpodmans > 8 000 KIeTOK/MKII.

B Hacrostiiee BpemMsi MI3BECTHBI HECKOJIBKO BHIOB
KoarynonaTuii, accouunpoBaHHbeix ¢ COVID-19 u ume-
JOIMX Pa3INYHbIC TATOTeHETUYECKIE MeXaHU3MBI [ 137,
138] (puc. 5).

K HIM OTHOCST clieayIonne TUMMMYHBIC KOaryIorna-
t™7an, nHaynuposaHueie COVID-19:

1. Koaeynronamus, onocpedosantas nospexcoeHuem
SHOOmeAus u Helmpo@PUAbHbIMU BHEKACIMOYHBIMU 10~
sywkamu (NET-mymom), a Tak:ke BRICBOOOXIEHUEM
WHOTO SIIEPHOTO MaTepuaja B pe3yIbTaTe YCKOPEHHOMN
rubenn KJIeTOK, YYacCTBYIOIIMX B BocmajeHU. B mo-

Tunuynas
CoVID-19-
accouMMpoBaHHas
Koarynionarus, cBfi-
3aHHas C 3H[0TeN0-
naTuein:

 BbICOKUN VWF;

» Bbicokuu F VIII

[le3apanTuBHbIN
VMMYHHbI 0TBET

BCETHEBHOI KIMHUYECKOU IMPAKTUKE e OMOIornde-
CKMMM MapKepaMH SIBIISIIOTCS MOBBIIIEHHBIN YPOBEHB
vWF, ¢akTopa VIII ripu oTCyTCTBUM 3HAYNMOI TPOM-
OOLIMTOIICHUH M KOATYJISIIUOHHBIX MapKePOB aKTUBA-
K1 o6pa3oBaHus TpoMOWHa 1 ¢pubpuHoreHesa [139,
140]. YcTaHOBIEHO, YTO IPUYNHAMM DTUX TUTIEPKOA-
TYISIIIMOHHBIX CABUTOB SIBJISICTCS HApYIICHUE CTPYK-
TYpBl U (OYHKIIMI TIMKOKAJIMKCA C TMOCICIYIOIINUM
IMOBPEXICHUEM SHIOTENINS COCYIO0B, BHI3BIBAIOIINM
ITOBBIIIICHHOE BHICBOOOXKICHUE U3 SHIOTEINS MYJIb-
tuMmepoB VWF, u momaBieHne MeTaNIONIPOTCMHA3HI
ADAMTSI13. B pe3ynbrare pa3BuBaeTcsl OTHOCUTENb-
Has HemocTtaTodHOCTh ADAMTS13, ocHOBHOI (hyHK-
LIE KOTOPOH SBJISICTCS pa3pylIeHUe MyJTbTUMEPHBIX
koMIIeKcoM VWF ¢ TOBBIIIIEHHOM ITPOKOATYISTHTHOMK
AKTUBHOCTBIO. [1p1 3TOM OTCYTCTBYIOT IUPKYIUPYIO-
II1e MTHTUOUTOPHI M KPUTUUECKOE CHIKCHUE aKTHUB-
Hoctu ADAMTS13. TpoMOOIIMTONIEHHUS W TEMOJIH -
THUYecKas aHeMUsI, KaK MIpaBUIO, He HAOIIOOAOTC,
nockojbkKy myabtumepsl UL vVWF, noTpebistoiiue
TPOMOOIIUTHI, OTCYTCTBYIOT.

CoviD-19 — > JlekapcTBeHHo-
MHAYLMpOBaHHanA
/ TpoMb6ouuToneHus
TUT 2-ro Tuna:

{ Ha 30-50% Kon-Ba
TpoMboumToB Ha 5—10-1 gHM

v v

HeitTpodunbHbie BHe- TpoMboTuueckan
KNeTo4Hble NIOBYLUKU: MUWKpOaHruonarusa:
e NET-nyn; * TPOMOGOLMTONEHNS;
 fAfepHble MaTepuansbl o MATA

(HyKneocombl 1 Iip.)

v
A®C u accouumupoBaH- *
Haf Koarynonarus:
e BbICOKMI TUTP ADJ]
(IgG/IgM);
« yBenuyenue AYTB

WUnpyumpoBaHHas rMAapoK-
CUXNIOPOXUHOM TpOMb60-
LUTONEHUSA:

K0/1-B0 TPOMBOLMTOB

< 100 000 knetok/Mn

\ 4

CBL|  accouumpoBaH-
HaA Koarynonarus:
TL-6 n -1, TNF-a

v

alryc:

aKTMBALWMA Knaccu-
YeCKoro JIEKTMHOBOTO
W anbTepHaTMBHOMO
nyTen KOMNeMeHTa

—>

v

Knaccuueckas TTII:
o ADAMTS13 < 10%;
o aHTuTena Kk ADAMTS13;

e TAXeNnaA TpOMﬁOU,VITOI'IE‘HVIH

v (€3, C5)

' !
CUK:
* MofMopraHHas HegocTatouHocTb (Mo SOFA);
 TpomboumToneHus (< 100 KneTok/MKn);
« yBenuyexne MHO > 1,5

OBC-cunpapom:

* TpoMboumTonerua (< 100 KneTok/MKn);
« yBenunuenue [B;

* MoBblLLeHVe D-anMepos;

* runo¢ubpuHoreHemms (< 1000 mr/n)

Puc. 5. Bugpl COVID-19-accoummpoBaHHoii Koarynonatum

TTM-nopo6Has Koarynonatus:
» ne3apantuBHana ocb VWF-ADAMTS13
13-3a runepnpogyKuum vWF

MpuMeyanme: VWF — dakTtop doH BunnebpaHaa; F — daktop; ADJ1 — aHTuTena K docdonunmaam; Ig — uMmyHornobynmnu; AYTB — akTMBMPOBaHHOE YacTUy-
Hoe TpoMbonnacTuHoBoe BpeMsa; MATA — MUKpoaHruonatuyeckasn reMonuTyeckan aHemus; AOC — aHTUGOCHONMNUAHBIN CUHOPOM; IL — MHTepRenKuH;
TNF-a — daktop Hekposa onyxonu-a; CBLL — cuHapoM BbicBoboXaeHWA UMTOKMHOB; al'YC — aTUMUYHBINA FreMONUTUKO-YpeMUYeckuit cuHapom; TTI —
TpoMboTHYecKan TpoMboumToneHnyeckan nypnypa; [T — renapuHonHayuvpoBaHHaa TpomMboumTonenns; CUK — cencuc-uHAyLMpoBaHHaA Koarynonarvs;
[BC — aucceMuHMpoBaHHoOe BHyTpucocyauctoe ceepTbiBaHue; SOFA — LUkana aMHaMuyecKoi oLeHKM opraHHom HegoctatouHocTu (Sequential Organ
Failure Assessment); [IBC — pucceMMHUPOBaHHOE BHYTPUCOCYAMCTOE CBEPTHIBAHME.
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2. Komnaemenm-3asucumas akmueayus ceepmol-
sanus kposu. OOyCIOBICHA TUIIEPIIPOIYKIINEI KOM-
TMOHCHTOB KOMIIJIEMEHTa W aKTHUBallMeil MHOXKEeCTBa
MyTel ero BO3ACHCTBUS Ha TeMOCTa3, YTO MHAYLIUPYET
arperamnuio TpOMOOIIMTOB, MOBBIIICHHYIO SKCIIpeC-
cuto TF, yruetenue ¢pudbpuHonmsa. MapkepoM Koa-
ryronatum KpoMe nosbiieHus VWF u pakTopa VIII
SIBJISICTCSI TAaK3Ke TTOBBIIICHNE COMCPKAHUS B TIa3Me
PAI-1. Ilpu nnporpeccupoBaHuu 3a00JieBaHUS B cllydyae
Pa3BUTHUS OCIOXHECHUN M KPUTUICCKUX COCTOSTHUI
BO3MOXHa TpaHcdopManusa TunuuyHoit COVID-19-
acconuupoBaHHOI Koaryinonatuu B JIBC-cuamgpom,
pexe — B TMA.

3. Pazeumue TMA — TTI1 n al'YC — oTHOCAT K pen-
KuM ciydasm kKoarynomnatuu mpu COVID-19. Crny-
yau Kiaaccuueckoit TMA, KoTopbie OTMeYaJluCh Ipu
COVID-19, mo MHeHHUIO OTIMCABIINX UX UCCICI0BA-
TeJlel, UMeJIU CMEIIaHHYIO 3THOJIOTHIO, KOTOpas ObliIa
CBsI3aHA KaK C HEKOTOPBIMU HOBBIMHU MEXaHM3MaMU,
TeHEePHUPYEMBIMU KOPOHABUPYCOM, TaK 1 CO CKPBITBIMU
MYTaILUSIMU, aCCOLIMMPOBAHHBIMHU C TCHETUYECKHU OTIOC-
penoBaHHoii TMA. TMA peuuauBUPOBaIN y OTAEb-
HBIX TTAIIMEHTOB, HAXOIWBIINXCS B CTAIUN PEMUCCHUH,
TOCJIe paHee TMarHOCTUPOBAHHOTO 3ITM30/a TOTO XKe
3a00JIeBaHUsI.

4. JlekapcmeerHO-UHOYYUPOBAHHAS MPoMOOyumone-
Hus. Y HeKoTopbIx manneHToB ¢ COVID-19 BenencTaue
IpreMa JIKapcTB, 0COOCHHO TMIPOKCHUXIIOPOXHHA, pa3-
BHUBaJIach TPOMOOILIMTOTICHUSI MMMYHHOTO TeHe3a. He-
00XOIMMO YYUTBIBATH BBICOKYIO BeposTHOCTL [ IT-2
Ha 5—10-e cyTKu mocJie Hayajia BBeICHMSI TerapuHa.

TpyaHOCTA TMATHOCTUKM U JICYCHUST KOATYJIOATH -
YeCKUX HApYIICHUM MOTYT OBITh CBSI3aHBI C ITATEIIb-
HOCTBIO TEUCHUS U Pa3BUTUEM HEOOPATUMBIX ITaTO-
JIOTUYECKUX U3MEHEHUI reMocTasa 1 (pruOpmHOIM3a.
BrIsiBIeHIEe MapKepoB BOCITAJICHUS, «IIATOKMHOBOTO
IITOPMa» M PaHHSS ITPOTUBOBOCTIATUTEIbHAS TepaTTus
npu COVID-19 ¢ pakTOpamMm prucka TpOMOOTHIECKIX
OCJIOXKHEHUI MOTYT OBITh CBSI3aHBI CO CHIDKCHUEM UX
YaCTOTHI M YIyYIICHUEM UCXOM0B 3a0oseBaHus. Cremyer
OTMETHTh, YTO OCTACTCSI HESICHOM 3HAYMMOCTh BKJIaaa
«IIUTOKMHOBOTO IITOPMa» B Pa3BUTHUE PA3TMIHBIX BUIOB
KkoaryiomnaTtuu y namueaToB ¢ COVID-19 u gpyrumn
MHQEKIIMOHHBIMA 3a00J1eBaHUSIMHA. JIpyrre MexaHu3-
MBI aKTHBAIlUU KOATyJIONATHi, BKJIF0Yass BHEKJIETOU-
Hble HelTpoduabHble JoBYmKY (NET), moBpexxneHmne
SHIOTENNS, OKUCIUTEIBHBIN CTpecc, MO-BUINMOMY,
WUTPAIOT CYIIECTBEHHYIO POJIb, a UX KOPPEKIIUS MOXKET
CTaTh Ba>KHBIM KOMITOHEHTOM JICUCHUS.

B 3aBucHMOCTH OT BUIa MU COUYCTAHUS HEKOTOPBIX
BUIOB Koarynoratnu y 601bHbIX COVID-19 MoxeT mpe-
obmagats cuaapoM ITOH ¢ reHepann3o0BaHHBIM MUKPO-
TpoMOooOpazoBaHueM B opraHax (mpu JIBC-cuampome,
TMA, KADC), a mpu MeHee TSKEJIOM TeUYSHNH HaOJTIo-
JMAIOTCST KOATyJIONAaTU, OTIOCPEIOBaHHBIC TIOBPEXKICHM -
€M SHIOTEJ NS U aKTUBAIIeil TPOMOOIIUTOB, C Pa3BUTH -
€M MIPOTPEeCCUPYIONICH aTepPOCKICPOTUUECKON 1 TPOM-
0OTHUYECKOI OKKITFO3WH apTepyil, BEHO3HBIX TPOMOO30B
u TOJIA.

Koarynonatus, accoumnpoBaHHas
C XpOHUYeCcKOol 06CTPYKTMBHOM 60/1€3HbIO
nerkux

MuUKpOIMPKYISITOPHBIC N3MECHEHUS B TKAHU JICTKUX,
xapakrtepHble 11t XOBJI, acconmumpyiorcs ¢ pa3BUTHEM
JIETOYHOM TUTIEPTEH3NH y YacTy TalreHToB [141]. Briep-
BBIC COCYIMCTAsl TUTIOTe3a IIPOUCXOXKICHUS SMDU3EMBI
JIETKUX Obl1a mmpenjioxeHa 9. Uzarxcornom B 1870 1. [142].
CornacHo 3TOM TeOpUH, IIPUIMHOMN SM(PU3EMBI SBIISICTCS
TPOMO03 MUKPOCOCYIIOB (apTePUOII) JIETOUHOM apTepuu
1 KaIMUISIPOB MEXXATbBEOISIPHBIX TIEPETOPOIOK, IIPUBO-
ISIINI K UIIEMUN CTEHOK aJTbBEOJI M PEIyKIIMHI Karui-
JsipHOTO pycia. CoBpeMeHHBIC 3HAHMST O MEXaHU3Max
BocraneHus y 6obHbIX XOBJI cBsI3aHbI ¢ TpUBIIcYeHIEM
BHUMAaHUS K KJIFOUEBOM POJIM SHIOTEIINSI COCYIOB B JIO-
KaJIbHBIX M CUCTEMHBIX MEXaHU3MaX ITPOTrPECCUPOBAHUS
oTuX 3aboneBanuii [143]. B ocHOBe maToreHe3a Koary-
snornatun 'y 60abHBIX XOBJI 1 6poHxnanbHOM acTMOM
JIeKaT TTOJIMATUOJIOTMYECKIEe MEXaHU3MBbI, CPeI KOTO-
PBIX OOJIBIIOE 3HAYCHUE TTPUIACTCST BBICBOOOXKIAIOIITIX-
CsI I3 DHIOTEINS COCYIOB B YCIOBUSIX €TI0 TUCHYHKIIAN
1 TIOBPEXKICHUSI TIPOBOCITAJIUTEIBHBIX IINTOKMHOB, CTH-
MYJISITOPOB arperauuu TpomoouuToB, TF u uHruouropon
pubprHOM3a. MHOrO(aKTOPHOE BIMSHUE HA CUCTEMY
reMocTa3a OKa3bIBaeT KypeHHe, IITMPOKO PacIpocTpa-
HeHHoe cpeny 60JbHBIX XOBJI [144]. [ToTeHLIMaabHbBIE
MEXaHM3MBI TTPOKOATyISTHTHOTO BO3ACCTBHS TAOAYHOTO
JTbIMa 00YCJIOBJICHBI: TIOBBIIIICHNEM YPOBHS (pOprHOTeHA
M3-3a YBeIMYEHUsI colepkaHus B KpoBu 1L-6, kaTexo-
JIAMUHOB, CBOOOTHBIX KMPHBIX KHUCIIOT; TTOBHIIIICHUEM
YPOBHE#1 (PAKTOPOB CBEPTHIBAHMS KPOBH, BKITIOUAST TPOM-
OrHeMMUI0; TToBbIlLIeHUueM ypoBHS TF; cCHIKeHreM ypoBHSI
TFPI; noBblllieHrEM KOHLIEHTPALIMU CHIBOPOTOYHOI'O
TOMOLIMCTENHA; CHIDKCHEM aKTUBHOCTH aHTUTPOMON -
Ha I1I; mogaBiaeHneM pubpUHOIN3A.

B nepuon o6octperuss XOBJI Bo3pacraer BiusiHIE
Ha CHCTEeMY CBEPThIBAaHUSI KPOBU MEITUATOPOB MHMEKIIN-
OHHOT'O BOCHIAJICHHUSI, B T. 4. TIpOTea3 MakpodaroB, MOHO-
LIMTOB ¥ HEHTPOUIIOB, M UX MHTUOUTOPOB, aKTUBHBIX
KHUCIIOPOTHBIX PATUKAJIOB, a TAKKE PECITMPATOPHOTO aIlH-
no3a [145, 146]. B nabmronareisHOoM rccinenoBanuy M. Liu
et al. y manmeHToB ¢ oboctpenneM XOBJI yposens CPb
KPOBH KOPPEIMPOBAJI C ITOKA3aTEISIMU THUTICPKOATYJISIIIAHN,
BKJTIOYAs IJIAa3MEHHOE COMep:KaHMe ITPOMYKTOB Ierpaia-
mn (pudprHoreHa (D-nmuMepsl, TPOMOMH-aHTUTPOMOU -
HOBBII KoMIuieKe u 1ip.) [145]. B uccnenoBanviu 4. 4. Lleii-
Max u dp. ObII0 IPOAEMOHCTPUPOBAHO BIMSIHIE AaHTHOK-
CUJIAHTHOM Teparmu ¢ IpruMeHeHneM N-alleTHIIUCTCHA
1 200 MT B CYyTKM, BBOZMMOTO BHYTPUBEHHO, Ha yBEJIH-
YeHHE B KPOBU IIPOTUBOBOCIIATIUTEIFHON MaTPUKCHOM
METaJUIONPOTENHA3BI-9 1 CHIKEHME KOHLeHTpauuu 1L-6,
YTO KOPPEIMPOBAJTIO CO CHIDKEHHUEM IIIa3MEHHOTO YPOBHS
D-mumepos [146]. ITonydeHHBIE Pe3y/IbTaThl YKA3LIBAIOT
Ha BO3MOXHBIC IIYTU KOPPEKIIMHU IIPOTPOMOOTHUIECCKOM
KoaryJjonaTtun y 60oibHbIX ¢ o6octpeHreM XOBJI, ormocpe-
JIOBaHHBIE TTPOTUBOBOCIIATIUTEIEHOM 1 aHTHOKCUIAHTHOM
Teparmei.

VY 6oabHBIX XOBJI B mepuon obocTpeHus U B cTa-
OMILHOI (hase 3a00JIeBaHMS HAOIIOJACTCS 3HAYNTETbHAS
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YacTOTa TUMIEPTOMOILIMCTEMHEMUM, OTMEUAETCST CBSI3b
YBEIMYCHUS YPOBHS TOMOIIMCTEHA KPOBU C KypeHUEM
W OKHMCJIUTEIBHBIM CTPECCOM, CO CTETICHBIO TSIKECTH
OrpaHUYEHMsT CKOPOCTH BO3IYIIHOTO noToKa [147, 148].
Y 31011 KaTeropuy NareHTOB OTMEUACTCS CBSI3b MEXITY
YBEJIMYEHUEM YPOBHS TOMOLUCTENMHA KPOBU U OoJiee
BBICOKOM YacCTOTOI HOCUTEJILCTBA MUHOPHOTO aJjIjie-
71 G OMHOHYKJICOTHIHOTO TToTMMopdur3mMa reHa dep-
MeHTa (POJIATHOTO MKJIA METUOHWMHCHUHTA3BIPEIYKTa3bI
MTRR66AG, 4TO MOXET OOYCIIOBINBATh HApylIeHUE
MeTabojM3Ma KobajjaMHa 1 B YCIOBUSX neduimra dho-
JIMEBOU KUCJIOTHI MOBKILIATH PUCK TPOoMO030B 1 TMA.

Koarynonatuu y 6onbHbIx
C MHTepCTULMaNbHbIMKU 3a6oneBaHMAMMU
nerkux

B mocnenHue roabl HAKOTUICH 3HAYUTEIIBHBIN 00b-
€M IaHHBIX TUCTOJOTUYECKNX MCCACIOBAaHUN TKAHU
Jerkoro y nmauueHToB ¢ MJI® 1 mopaxkeHUEM JETKUX
MIPY CUCTEMHOM CKJIEpOACPMUM, KOTOPHIC YKAa3bIBAIOT
Ha BaXHYIO pOJIb aKTUBAIIMU CBEPTHIBAIOIICI CHUCTE-
MBI KPOBHU B Pa3BUTHU U IIPOTPECCUPOBAHNM ITUX 3a-
ooneBanuii [149]. [ToBeImIeHHOE OT/IOXKEHNE (DUOPUHA
B JIbBEOJISIPHOM IPOCTPAHCTBE, TTOBHIIIICHHBIN YPOBEHD
TPOMOMH-aHTUTPOMOMHOBBIX KOMITLJIEKCOB B SKMIKO-
CTH OPOHXOATBBEOJISIPHOTO JIaBaXa, YBETMICHHAST 9KC-
Tpeccus TeHOB 0eIKOB (DaKTOPOB CBEPTHIBAHUS KPOBU
B MHTEePCTUIIMAIBHON TKaHM JIETKOTO SIBJISTIOTCS CTa-
OMJIBHBIMUA MOP(OJIOTUYECKUMH XapaKTePpUCTUKAMU
NJI®. AkTuBanus mpoueccoB TpoMO00Opa3oBaHU
B OTBET Ha IMOBPEXICHME aJIbBEOJSIPHOTO SITUTEIIMS
MpU3HAETCS BaXXHBIM (PaKTOPOM, BIMSIOIINM Ha Ta-
TOreHe3 (prUOpO3UPYIOIINX MPOIleccoB B Jerkux. [Ipu
3TOM HEKOTOpHIE (PaKTOPHI CBEPTHIBAHUSI KPOBHU, IIPO-
HUKas B TKAHU TIOBPEXXICHHBIX OPTaHOB U BO3ICICTBYS
Ha KJICTKW, YYaCTBYIOIINE B BOCTIAJICHNU, OKA3bIBAIOT
popruOpoTHUECKOE AeHCTBHE, KOTOPOE OITOCPEIOBAHO
PAR. M3BecTHO, 4TO aKTUBALIMSI TPOMOMHOM KJIETOUHBIX
peuentopoB PAR-1 mpuBoaIuT K MUTpallMK B oYar BOC-
najeHusI MUOGHUOPOOTIACTOB BCCICACTBUEC aKTUBAIINN
PE3UIEHTHBIX (DMOPOOIACTOB JIETKUX, CTUMYIMPOBAHUS
SIUTEINATBHO-ME3¢HXMMAJIBHOTO TIepeX0/1a SIUTEH -
aJbHBIX KJICTOK JICTKMX W/YUIM WHAYKIUU TruddepeH-
UPOBKU (DUOPOITUTOB.

Konmnentpamus D-auMepa n3ydanrach B HECKOJIBKHX
HaOJIIOMATETbHBIX KITMHUIYSCKUX UCCICIOBAHUSIX V T1a-
muenToB ¢ MJID [150]. YpoBenb D-nuMepa B cTabMIb-
HoI1 hase 3a00eBaHMs gocTuran 1,9—2,1 MKr/™MI (ipu
pedeperncHOM 3HaYeHNH < 0,5 MKT/MIT). Y IMallieHTOB
¢ NJI® npu netaqbHOM MCXOe OBIJIO OTMEUCH 3HAYM -
TeJIbHO OOBIINI pocT ypoBHSI D-gumepa: 3,3 £ 2,3 vs
0,9 £ 0,7 mxr/mi y 3mopoBbix (p < 0,0001).

MpodunakrTuka n neyeHme Tpom603a,
TpoM603MbBonumn n HapyLueHui
MUKPOLMUPKYNALUUN Y 6ONBHbIX

C pecnupaTopHbiMKU 3aboneBaHnUaAMHU

Tpom603 n Tpom60aMbonust, [IOH BciencTBue
TpoMO00Opa30BaHMI B MUKPOCOCYIaX M HAPYIICHUS

MUKPOIIMPKYJISIIUY B OpraHax sIBJISIIOTCS XK3HEYTpoXKa-
IOIIMHM OCIOKHEHUSIMU MHOTHX OCTPBIX M XPOHIMYECKIX
peCIIMpaTOpHBIX 3a00J1eBaHmuil. VX JTedeHre B yCIOBUSIX
COCTOSIBIIIETOCS TPOMOO3a CBSI3aHO C BBICOKMM PUCKOM
KPOBOTCUCHHUSI, OTPAaHNICHHOM 3(P(HEKTUBHOCTHIO aH-
TUKOATYJITHTHON ¥ TPOMOOJIUTHIECCKOM Tepallni, a B
3HAYUTETHPHOM YACTH CIIyJaeB — ¢ HEOOXOIMMOCTHIO CITe-
IUATM3UPOBAHHOTO XUPYPIUUECKOTO JICUCHUS 3a00J1e-
BaHUi cocynoB. [IpuHsTast MEXIyHAPOIHBIM MEIULIH-
CKMM COOOILIECTBOM CTpaTErusl BbISIBJIEHUSI T€HETUYE-
CKUX 1 TIPUOOPETECHHBIX (PaKTOPOB PUCKA, OTIPEICTICHUS
JT1abopaTOPHBIX MAapKEPOB KOATYIOMATUH A0 Pa3BUTHS
TPOMOOTUYECKUX, TPOMOOIMOOJIMYECKIX OCIIOXKHEHU
u Tskenoit ITOH mo3BossgeT BBIACISITh TPYIIIIH TaIlieH-
TOB, KOTOPBIE MOTYT ITOJYYUTh MAKCUMAJIBHYIO TIOJTb-
3y OT TIPeBEHTUBHO aHTUTPOMOOTUIECKOM TepaITum
1 YCTPaHEHUS TIPOBOIIUPYIOIINX (PAKTOPOB.

MpodunakTuka n neyeHue A BC-cuHppomMa,
aCcCoOLUMMPOBAHHOIO C CENCUCOM

OCHOBOITOIATAIOIINI TIPUHITUII JICICHUS 3TOTO CUH-
IpoMa — MaKCMMaJIbHO paHHEe YCTpaHECHUE TTOBPEXK-
JTafollero Wiy TpurrepHoro dakropa [7, 151]. B cBsa3u
C 9TMIM MOKHO BBIICIIUTD CIICAYIOIINE OCHOBHBIC 1 YHU-
BepcaJibHbIC BUIBI BO3ICUCTBUS:

* BTHUOTPOIMHOE, HAIIpaBJICHHOE Ha OBICTPOEC M BO3-
MOXHO OoJiee paHHee ycTpaHeHue npuunHbl JIBC-
CHHIPOMa ITOCPEICTBOM aJIeKBaTHOI aHTHOAKTEPH-
aBHOM Tepanuu, — 3(h(GEKTUBHOE U paHHEe JICUCHUE
OCHOBHOTO ((pOHOBOTO) MATOJIOTMYECKOTO TIPOIIEeCCa;

* IIPOTHBOIIOKOBYIO TEPAITHIO;

* paHHHE W IMOBTOPHBIC TPAHC(HY3UU CBEXKE3aMOPO-
>keHHoM Tu1a3Mbl (C3I1), mim Kproruia3mMel, He MeHee
800—1 000 M B CYTKM Ha MPOTSKEHUU 3—5 mHEN
(TIpu HEOOXOMMMOCTH — OOoJIee) IS 3aMEIeHUST YObI-
JIN KaK (haKTOpOB CBEPTHIBAHMS KPOBU, TaK U (pu-
3MOJIOTMYCCKNX aHTUKoaryIssHTOB. Teparmsa C3I1
SIBJISICTCSI OOIICTIPUHSATHIM Oa3MCHBIM METOIOM IT1aTO-
TeHETUICCKOU TepaItii CeTICUC-acCOIIMMPOBAHHOTO
JABC-cunnpoma. ITpn He0OXOTMMOCTH TIPUMEHSIET-
¢Sl KOHIIEHTPAT TPOMOOIIMTOB ¥ KPUOTIPEITUTIATAT
[7, 104];

*  TeMOIMAJIN3 I TeMOCOPOIIMIO 10 ITOKA3aHUSIM.
Kymuposanne JIBC-cunapoma riposonutcs B OPUT

U COTIPOBOKIAETCS TTOCTOSTHHBIM TMHAMUYECKUM KOH-

TPOJIeM JTa0OPaTOPHBIX ITOKA3aTeIeil CBEPThIBAHUS KPO-

BU, KMCJIOTHO-OCHOBHOTO OOMEHa, OIICHKN (hYHKIINU

KM3HECHHO BaXKHBIX OPTaHOB.

COBpeMEHHble nogxoAbl K UCMOJIb30BaHUIO Kpuonja3Mbl

C3I1 B KauecTBe mpermapaTa KPOBH UCITOJIB3YETCS
B MUPOBOM 3apaBooxpaHeHuu ¢ 1941 r. [151]. B mocnen-
Hue 10—15 et C3I1 cranu mpuMeEHSITh CYIIIECTBEHHO aK-
THUBHEE B Pa3IMYHBIX 001ACTSIX KITMHUIICCKON MEIUITNHBI
[152, 153]. Ho Tex mop, MoKa IpyIia KpOBU pelUIeHTa
He oIIpenesieHa, Iia3Ma rpymmsl AB canraercst «yHuBep-
CaJIbHO» B AMITMPUYECKOM HCIIOJIH30BaHUH.

C3I1 moy4yaroT U3 OTAEIbHBIX 03 CTAOMIM3UPO-
BaHHOI HUTpaTOM KpoBH (1 emmHUIIA, TTOJyICHHAS
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n3 500 M1 KpoBH, cocTaBisieT ~ 250 Mi1) mrbo U3 1ras-
MBI, COOpaHHOI myTeM adepesa (kak mpaswmio, 500 mi).
C3I1 3aMopaXnBalOT B TeYeHUE § U U XpaHSIT IIPU TEM-
nepatype —30 °C m1s IpOXOXXIAEHUS TIPOLIeIyPhl KapaH-
truHn3anun. C3I1 cogepxuT Bece (haKTOphI CBEPTHIBAHUS
KpoBH, GUOPUHOTEH, OEJIKM TIJIa3Mbl, BKJTIOYasT aJibOy-
MWH, 3JICKTPOJIUTHI, (PU3NOJIOTNIECKIE aHTUKOATYIISTH-
1Bl (aHTUTpOMOUH, TFPI, mporennsr C u S). Kak mpa-
BUWJIO, CTaHIapTHas no3a, v enuauna, C3I1 conepxur
~ 2,0 r/n1 pubpuHoreHa (sxBuBajaeHTHO 0,5—0,6 ).

Oo6nrunast no3a C3I1 coctaBmsieT 12—15 Mi1/KT 1 cpe-
IV TIPOYETO TI03BOJISIET IIOBBICUTH aKTUBHOCTD (PAKTOPOB
CBEPTBIBAHUS KpOBU 10 ypoBHS > 30% [154—156]. Tem
HE MeHee IPH TTPOIOJIKAIOIIEMCSI KPOBOTCUYCHUHN MOXET
notpeboBaThes yBeamdeHHbIH 00beM C3I1 > 30 mi/Kr
[157]. LleneBBIM 3HAYEHUEM SIBIISIETCS JOCTIKEHUE KOp-
pexkuuu nokazateneit [1B u AUTB Ttak, 4yToObl OHU
He MpeBbIIIany HopMy B 1,5 paza [157] (taba. 11).

K 1 equaune C3I1 (~ 250 M) menrecoobpasHo 10-
6aBsaTh 500—1 000 emuHMII TermaprHa (TIPU OTCYTCTBUN
MIPSIMOIT YTPO3bI BOSHUKHOBEHUS MJIU YCWICHUS KPOBO-
TeueHus) [7, 158].

OMBIT pOCCUIICKUX UCCIIeAOBaTe e TTOKA3bIBAET, YTO
ajeKBaTHasI KpHoIuTa3MeHHasI Tepanys (B T. 4. B coUyeTa-
HUU ¢ aHTU(DEPMEHTHBIMU IpeIrapaTaMi) CII0OCOOCTBYET
caHay MHOEKIIMOHHOIO oJyara U BOCCTAHOBJICHUIO
MUKPOLIMPKYJISILIMK Y GOJIBHBIX ¢ cericucoM [159] (puc. 6).

Jpyrve natoreHeTnyecky obycnoBneHHbie METOAbI TePANuu
cencuc-accoymmpoBaHHoro 1BC-cuHapoma

Ecnu mepenuBanne C3I1 HEBO3MOXHO B CUITY
OOJIBIINX 00BEMOB XKUIKOCTH, TO IUISI TIOBBIIIICHUSI KO-
aryJISIMMOHHOTO ITOTEHIIMAIa BO3MOXHO MCITOIb30BaTh
KOHIIEHTpAT (h)aKTOPOB IIPOTPOMOMHOBOTO KOMITLJIEKCA
(K®IIK). OH MOXeT 4aCTUIHO KOMITCHCHPOBATh Hapy-
1reHus reMokoarynsuny 1pu JBC-cunapome, TocKoJb-
KY COIEPIKUT JIUIITh 3aBUCSIIME OT BuTaMuHa K akTopbr
cepreiBanus Kposu (11, VII, IX u X), a Takke 10OaBKH
IJIST 0OeCIIeYeHUsI TeMOCTaTUUECKOro OajaHca — Terma-
puH, antutpoMOuH 1 niporenH C [160]. B pamkax ma-
TOTeHETUIECKOM Tepaliy B ITOCICIHIE TOIBI 00CYKIa-
eTCsI MPUMEHEHME Psiia TIpernapaToB aHTUKOATYISTHTHOM
HAIIPaBJICHHOCTA — TeMapuHOB M (PM3UOJIOTUMISCKUX
AHTUKOATYJISTHTOB (aHTUTpOoMOMHA, TIpoTenHa C, pe-
koMmbuHaHTHOro TM) [161].

enapuHbl

H®T 1 HMT npuBoagT K aHTUTPOMOWH-3aBUCUMOIA
nHakTuBamm daxkropa [Xa, Xa, Xla, XIIa), a HOT no-
CPEICTBOM TOTO XK€ MEXaHM3Ma CIIOCOOCH TakKe Hell-
Tpanmn3oBaTh TpoMOUH (¢axrop Ila). Hapsmy ¢ atum
rerapuH odamacT UMMYHOMOIYIUPYIOIINMH U TIPO-
THUBOBOCITAJINTCILHBIMUA CBOICTBAMHM, UTO BaxKHO JIJISI
perymsiiimun CUK [162]. B HacTosiee Bpems Tipu Jje-
yeHun cenrtudeckoro JIBC-cuHapomMa GOIBITMHCTBO

Ta6nuua 11. JlabopatopHble NpeanockikKU AnA npoBefeHns TpaHcdysuid C3M

3HayeHUA CKPUHUHIOBLIX TECTOB NPYU OLEHKe MB, c YBennyeHo B > 1,5 pasa 0T KOHTPONLHbIX HOPMasbHbIX
KoarynorpaMMmbl AYTB. ¢ 3HaYeHuM
OubpuHoreH <15/n

IMpuMeyaHme: NB — npotpoMbuHOBOE Bpems; AYTB — akTMBMPOBaHHOE YaCTUYHOE TPOMBONNACTUHOBOE BPEMS.
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Puc. 6. PaguounsotonHble CKaHorpaMMbl Nerknx nauneHTbl ¢ 0CTPbIM NOCTNHEBMOHUYECKUM abcueccom NpaBoro sierkoro, 0CN0OXHEHHbIM OCTPOI‘/'I aMnn-
emMon nneBspbl Crnpasa, Cencuc: A- npu nocTynneHnu; b- yepes 15 CYTOK nocJie Ha4ana nevyeHnA ¢ npUMeHeHneM KpMOI'IJ'Ia3MEHHO-aHTMdJepMEHTHOFO
KoMnneKca (13 apxuea Anraiickoro PernoHanbHOro nNyibMOHOOrM4YeCcKoro LI,EHTpa)
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CIICIIMAIMCTOB He MprOeraeT UCIIoIb3yeMOi paHee Mac-
CUPOBAHHON remapruHoOTepanuu (IMyTeM IIUTEITbHBIX
nHOy3uii ¢ KoaTpojeM AUTB).

B XpymHBIX paHIOMU3UPOBAHHBIX MCCICIOBAHUIX
IMOKAa3aHO, YTO relapuHU3AIMS MOXET IIPUBOIUTE K I10-
SIBJICHUIO WJIA YCWJICHUIO KPOBOTOUMBOCTHU, HE OKa3bIBast
CYIIIECTBEHHOTO BIMSHUS HAa TeYCHUE 1 MICXOIBI pacCcMa-
TpuBaecMoro cuHapoma. CorracHo MeTaaHamm3y 9 nccie-
MOBaHMIA, y OOJIBITMHCTBA MTALIMEHTOB C CETICICOM TeTa-
pUHOTEpaIys He yMEHbIIIaaa BRIPaXKeHHOCTb OPTaHHOM
IUCYHKIIMA U YPOBEeHb CMEPTHOCTH, HO ObLJIa CBsI3aHA
C MOBBILIEHHBIM pUCKOM KpoBoTeueHuii [160]. C npy-
roli CTOPOHBI, METaaHAJN3, IIPOBeAeHHBIN B KuTae,
MIPOAEMOHCTPUPOBAJT 0€30ITaCHOCTH U 3 (PEKTUBHOCTD
HMI': TxecTb cencuca CHMUXalach, BBIKMBAEMOCTb
pocia, XOTsI 4acTOTa BOSHUKHOBEHUSI KPOBOTCUCHU A
u nioBbIaiack [163]. C yaueToM MeXaHU3MOB Pa3BUTHS
HBC-cuHmpoma 1o TpoMOOTHIECKOMY (PEHOTHITY (CBSI-
3aHHBIX C CETICCOM) TeITapMHOTEPAITUIO B CYTOUHOM
no3e 15—20 TbIC. eAMHUII TOJKOXHO B 3—4 IpreMa Ui
~ 500 en/9 nH(DY30MaTOM, BEpOATHO, MOKXHO PaccCMO-
TPUBATh B LEISX KaK CHIDKCHUSI MTHTCHCUBHOCTH TPOM-
0000pa3oBaHUsI B COCyIaX MaJIOro Kajaubpa, Jexaiiero
B ocHoBe I1OH [7, 164], Tak u npodmraktnku BTOO
Yy peaHNMAaIMOHHBIX 00IbHBIX. HemaBHME KITMHIYECKIe
HCCIICA0BAHMS TTOKA3BIBAIOT OOJIBIIYIO 3(PHEKTUBHOCTD
HMT 1o cpaBHennio ¢ HOTI' y maimeHTOB B KpUTHYE-
CKOM COCTOSTHUM 0€3 YBEJIMYECHMS IMCia TeMOopparu-
yecKMX ocjiokHeHu [165]. CorimacHo eBponeicKnm
1 aMepUKaHCKIM PYKOBOJICTBAaM, ITaIllMEHTaM B KPUTH-
YECKOM COCTOSTHUU peKOMeHIyeTcs (hapmMakogoruye-
cKast TpomMOoIpodrIIakTUKa ¢ UcIojib3oBanueM HMT
Bmecto HOTI (crenens 1B) [166, 167].

Heobxomumo moMHUTB, uTo TeraprH (Kak HOTI', Tak
u HMI') cam o cebe He momaBiiseT CBepThIBAHNE KPOBH.
OH BBICTYITIACT JUIIb KODAKTOPOM, KOTOPBIi B KOM-
TUIEKCe C aHTUTPOMOMHOM peaiM3yeT CBOM aHTHKOATy-
JISHTHBIA TTOTeHLMA, a IIpu 3HaYuTeIbHOM (15—60%)
neduImTe aHTUTPOMOMHA TTPOTIOPIIMOHAIBHO YTpaur-
BacT CBOE IEMCTBUE O3 BO3MEIIICHMS 3TOTO Ae(UIInTA.
C y4eToM JaHHBIX 3aKOHOMEPHOCTEI IIPOBOISITCS UC-
caenmoBaHMs 3 (EeKTUBHOCTU HETEITAPMHOBOTO aHTUKO-
aryJISTHTHOTO M TIPO(HOPUHOIUTAYCCKOTO BO3ACTCTBIUS
pH cerncruc-acconuupoanHoMm J1BC-cuampome ¢ 11o-
MOIIIBIO TIpenapara aHTUTpoMbuHa, nporenHa C, TM
M CEJICKTUBHOTO MHITMOMTOPA 371aCTa3bl, ITOBLIIIAIOIICTO
YPOBEHb IIJITa3MUHOTEHA B IJIa3Me KPOBH.

AHTUTPOMOBMH

PexomeHmanmm mo MpMMEeHEHNIO aHTUTPOMOMHA
B HACTosIIIIee BpeMsT HCOTHO3HAYHBL. B MexXayHapoqHOM
PYKOBOJCTBE IO JICYCHUIO CETICHCa He PEKOMEHIYeTCsI
HCIIOJIB30BaTh AaHTUTPOMOMH, TTOCKOJIbKY OH, KaK CO00-
LIAETCs, YBEIMYMBAET PUCK KpoBoTeueHus | 168]. 1o 3a-
KJTIOUeHIE OCHOBAaHO Ha pe3ynbraTax KyberSept — KpyTi-
HoMAacITabHOTO ucciaenoBaHus 3-it ¢asbl (2 314 maun-
€HTOB), B KOTOPOM M3YyJajii BO3IEHCTBIC BBICOKOM TO3HI
nmanHoro antukoaryirsiHTa (30 000 ME Ha mipoTsskeHNT
4 cytoK). B mccinemoBaHMM yJ9acTBOBAJIM IMAallMEHTHI

C CETICICOM BHE 3aBMCHMOCTH OT HaJIWYUSI WA OTCYT-

ctBust JAIBC-cunapoma [169]. B 1o e Bpemst cyorpyi-

IOBOIT aHaM3 ucciaenoBaHust KyberSept mokasai, 4To

AHTUTPOMOWH ITO3BOJIIET 3HAYUTEIIBHO CHIKATh CMEPT-

HOCTB Y MAIIMEHTOB C CeIICUC-UHAYLMpoBaHHBIM I BC-

CHUHIPOMOM 0€3 YBeIIMYCHUS 9aCTOTHI TeMopparnye-

ckux ocnoxuHenuii [170]. C. Wiedermann orydoimkoBait

MeTaaHaJIM3 Pe3yIbTaTOB IIPUMEHEHUS JaHHOTO TIpe-

IapaTa y CeNnTUICCKUX MallMeHTOB B coueTaHuu ¢ [IBC-

CUHIPOMOM U1 COOOIIIII O OJIATOTIPUSTHOM BIMSIHUM

aHTUTpOMOMHA Ha BeKMBaeMocTh [171]. T. Yatabe et al.

IIPOBEJIA CETeBOI MeTaaHAIM3 TSI CpaBHEHMST 2 heK-

TOB ¥ IIOOOYHBIX SIBJICHU TIPUMEHEHUSI aHTUTPOMOMHA

B CpaBHEHUH c Tj1a1ebo. B 3Toil paboTe 1mokasaHo, 4To

KCIIOJIb30BaHUE aHTUTPOMOMHA CBSI3aHO B 5 pa3 OoJiee

JTOCTIDKUMOU BEPOSITHOCTBIO OJIATOIIOIYYHOTO pa3pelie-

Husg JIBC [172]. OcHOBaHHBIE B T. Y. HAa 3TUX JaHHBIX,

SITTOHCKME PEKOMEHIAINHN TT0 KITMHUIECKOM TTPAKTHUKE

IUTSL ISICHUS CETICHCa M CEIITUYECKOTO III0Ka TIpeaycMa-

TPUBAIOT HACTOMYMBYIO HEOOXOIMMOCTb TPUMEHEHUS

aHTUTPOMOMHA y TTanueHToB ¢ JIBC-cuHapoMoM 1ipu

cHXeHun ero aktuBHocTu < 70% [173]. I1pu aTOM

OIHOBpPEMEHHOE MPUMEHEHNE TelapruHa U Ipernapara

AHTUTPOMOMHA He PEKOMEH/IYeTCsI, TOCKOJIbKY MEePBBIi

3HAYUTEILHO OTPAaHNYMBACT BpeMsI TTOJTYKM3HU U aK-

TUBHOCTU BTOporo [174]. CnegoBaTesibHO, IMpenapar

AHTUTPOMOMHA CJIEAYeT BBOAUTDH 0€3 COMYTCTBYIOIIEH

renapMHU3aINN.

Taxum 06pa3oM, mareHTaM ¢ CEIICMCOM TIpU HU3-
KO aKTUBHOCTH aHTUTPOMOMHA TpeOyeTcsT BOCIION -
HEHHE 3TOT0 aHTMKOATYJISIHTA IUIST TIOTCHIIMAJIbHOTO
yIyqieHUsT ucxonoB. [1pu mo3upoBaHmMU IIperapaTa
AHTUTPOMOMHA HEOOXOAMMO YIUTHIBATh CICHYIOIINE
OCOOEHHOCTHU:

* B ¢usmonornyecknx ycIoBusX aKTUBHOCTb aHTH -
TpoMOMHa B I1a3Me KpoBu coctasiseT 80—120%,
BO3MeIleHNUE AedUIInTa aHTUTPOMOMHA 1IeJIeCO0-
6pa3Ho npu ero aktuBHoctu < 70%.

* BsegeHue 1 enuHULIBI Iperiapara Ha 1 KT Macchbl Tena
IOBBIILIAET aKTUBHOCTb aHTUTpoMOMHA Ha ~ 1%. Ta-
KM 00pa3oM, 103a Ipernapara aHTUTPOMOMHA pac-
cunThiBaeTcs Tak: EJl = xkemaeMblii poCT aKTUBHOCTH
anTutpomMbuHa (%) X macca Tena (Xr).

* B Hauaje neyeHMs XemateabHO gocTtmxkeHue 100—
120% aKTUBHOCTU JAHHOT'O aHTUKOATYJISIHTA, 3aTeM
cllelyeT MOAACPKUBATh €ro 3HAUYCHNE Ha YPOBHE
> 80%.

Hapsimy ¢ ommmcaHHOI BBIIIIe TAKTUKOM 3aMECTUTETh-
HOM Tepamnuy MpeACTaBISIeTCS TTePCIIEKTUBHBIM OPUTH-
HaJIBHBIN TTOAXO, 3aKJIFOYAIOIINIACS B UCTIOIb30BAHNN
C3I1 B kOMILIEKCE C ITpenapaToM aHTUTpoMOnHa. OTIBIT
AJNTaiicKOro reMaToJIOTUYECKOrO IIEHTPa CBUACTEIIb-
CTBYET, YTO BO MHOTHX CiIydasx npu Tsokeaom JIBC-
CHHIIPOME, CBSI3aHHOM C OOJIBIIIOI KPOBO- U TIJIA3MOIIO-
Tepeit (KpalI-CUHIPOM, CETICHC, aKYIIIepPCKHE OCIOXKHE-
HUS U JIp.), KOrJa O0JIbHBIM BBOJSITCS 0OJIbIINE OObEMBbI
xunkocteil, Tpancdy3us C3I1 B TOMyCTUMBIX Ipeaeiax
Masto3¢hGeKTUBHA ST BOCCTAHOBJICHUS YPOBHST aHTH -
TpoMbuHa, KynmupoBaHus JIBC-cuHapoma n o6paTHOTO
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pazsutust [IOH. B sTux ciayJasx mist CHUXXEHHST Bepo-
SITHOCTU Pa3BUTUSI UHTEPCTULUAIBHOTO OTEKA JIETKUX
TP 3HAYUTEIbHOI TpaHC(HY3MOHHOI HArpy3Ke U BHI-
COKOM IIEHTPAJIbHOM BEHO3HOM IIaBJICHUU IIEJIECOO-
Opa3HBIM IpeacTaBisieTcst ucronab3oBanue C3I1 (B mo3e
10—12 MJI/KT B CYyTKM) B KOMOMHAIINH C TTOJTYICHHBIM
W3 TIJ1a3MBI KPOBH IpeTiapaToM aHTUTpomMouHa (500—
1000 ex/cyr) [175].

B uwucie npyrux npernapaToB HerenmapuHOBOTO
psina, YCUJIWBAIOIINX aHTUKOATYJISTHTHBIA TTOTCHITHAT
npu JIBC-cuHmpome paccMaTpuBaeTcsl IIpUMEHEHHE
MIPUPOTHBIX AHTUKOATYJISTHTOB, BKJIoJast TpotenH C,
pekomoObuHaHTHBIE (popmMbl TM u TFPI. HenaBuue
MHOTOILICHTPOBBIC MCCIICIOBAHMUS TIOKA3aJI1, YTO aHTHU -
TpoMOUH B coueTaHuu ¢ TM cnocobeH yydiaTh BbI-
KMBAEMOCTb Y TTAIITMEHTOB C CeTICUC-MHIYITUPOBAHHBIM
HBC-cuanpoMoM 0e3 yBeTMICHUS STTM30I0B KPOBOTE-
yeHus [176].

TpoMboMopaynvH peKoMOUHAHTHbI

MexxmyHapoaHOe paHIOMU3MPOBAHHOE KOHTPOIIPY-
emoe uccaenosane SCARLET, B KoTropoM cpaBHUBAIN
addekT pekomonHaHTHOTO TM € M71a11€00, BKITIOYAIO
MMAIIEHTOB C CETICHCOM U1 CBSI3aHHOM ¢ HUM KOaryJoIra-
THelt Ha (DOHE CHIDKEHUS YMCiIa TPOMOOIINTOB B KPOBU
Ha > 30% B Teuenue 24y u MHO > 1,0 [177] noka3zajo
3¢ GeKTUBHOCTH TaHHOTO Mpenapara. [TomydeHHbIe pe-
3yJIbTaThl OB TTOATBEPXKICHBI B XOI¢ IPOBEICHHOTO
Bo PpaHIIMK PETPOCIIEKTUBHOTO aHAIN3a B KOTOPTE
nauueHToB [178]. Takum ob6pa3zomM, peKOMOMHAHTHBIN
TM ocraercs NOTEHUUATBHO MEPCIIEKTUBHBIM METOIOM
neyeHms JIBC-cuHmpoma, CBSI3aHHOTO C CEIITHYCCKUM
IIIOKOM.

Mnasmagepes

ITokazanussMu TSt TIpOBeIeHUS TuTa3Madepesa Mo-
TYT OBITH TsDKeJast SHIOTeHHAs] MHTOKCUKAIIWSI, OCTPBIi
BHYTPUCOCYIVCTHIN TeMOJIN3 C Pa3BUTHEM OCTPOIL T10-
YEYHOU HeAOCTAaTOYHOCTH, TeTIaTOPEHAIBHBIN CHHIPOM.
I1pu centuueckom 1Ioke miaazmMagdepes crocooCcTByeT
cTabMIM3aluy TeMOJMHAMUKY U BMECTE ¢ TeMo1ua-
JIN30M SIBIISICTCSI CPEICTBOM TTPOMDUIAKTUKI U TePATTI
OCTpOIT MOYEeUHOM HemocTaToyHOCTH. OH MOXKET IIPO-
BOIUTHCS €XETHEBHO ¢ yoaJeHueM 3a ceaHc 10 500 Mo
rwra3Mbl ipu 3amemeHun C3I1, mpu 3ToM prCK TeMo-
IMHAMWYICCKUX OCIOXHEHUM HU3Kui [7, 179]. Llenp
METOIMKM — BBIBEIEHHME MPOAYKTOB U METaOOJIMTOB,
CBSI3aHHBIX ¢ MH(MDEKIIMOHHO-BOCIIATUTEIbHBIMU PEaK-
UMM TIPU HEOTJIOXKHBIX COCTOSTHUSX. B 2 HegaBHUX
HCCJICIOBAaHMAX ITOKAa3aHO, YTO paHHUH T1a3Macdepes
MOXKET YMEHBIINUTh TUCOATAHC MEXXAY IIPO- 1 aHTUKOA-
TYJISTHTHBIMU (DAKTOPAMM, IIPUBOISIIIINI K CEITTUYECKOM
Kkoarynormatuu [180, 181].

MonuBaneHTHble MHFMGMTOpr CepUHOBbIX NPOTEeNHa3

ATIPOTMHWH — WHTUOUTOP CEPUHOBBIX IPOTEa3,
00JTamaroIIii CBOMCTBOM ITONABICHUS TPUIICUHA, XU-
MOTPUIICHHA, TUTAa3MUHA 1 KaJTukpernHa. OH ObLI UC-
MTOJIb30BaH JUTSI yMEHBIIEHUST KPOBOIIOTEPH, CBI3aHHOM

C YCHJIEHHBIM (PUOPUHOIN30M, B KAPIUOXUPYPTUYECKOMI
MpakTUKE — HAIIPUMED, IIPUA TPAaHCILIAHTALUH TeYe-
HU, T1e OBIIM ITOKa3aHbl OTPULIATEIbHBIE PE3YIBTATHI
B CBSI3M C BOBHMKHOBEHMEM aHA(DMIaKTHIECKOTO III0KA
¢ yactoreoiil : 200 1 BO3MOXHBIMU JIETAJIBHBIMU T10-
cnenctBusmu [182, 183].

MpenapaTbl TpoMbGoLMTOB

IMpu BBEIpakeHHOI TpoMbomToneHnH (< 50 X 10°/1)
1 runodudpuHOreHeMU N (comepkaHuy (GUOpUHOTEHA
< 1,0—1,5 r/m) ¢ ManudecTammeit reMopparn4ecKoro
CHMHIpPOMa HEOOXOIMMO pacCMaTPUBaTh IPUMEHEHNE
KOHIICHTpaTa TPOMOOITUTOB C TOCTUKEHHUEM IIEJIEBOTO
3HAYEHUS ITUX KJIETOK > 75 X 10°/1 nnm, B cOOTBET-
CTBYIOIIMX CIy4YasixX, KpUOIPEIIUIINTaTa (10 1IeJIeBO-
ro 3HaueHus1 pubpuHoreHa > 2,0 r/mn). OmHa enTuHU-
11a TPOMOOIIUTOB, TIOJIydeHHAsI adhepe3oM, COICPKUT
~ 6 x 10" TpOMOOLITOB M YBEINYMBAET KOJINIECTBO
TpoM6omToB Ha 30—60 X 10°/1 y maumenTa 6e3 Kpo-
BoTeueHMt u ¢ Maccoii Tena 70 xr [184]. I1pu ncnonb-
30BaHUM TPOMOOKOHIIEHTpATa IOIMMYCTUMO BBEICHUE
110 4—6 103 rpenapaTa TPOMOOLIUTOB, IIPU HEOOXOIUMO-
CTH MOJIYYEHHBIX OT HECKOJIBKUX TOHOPOB [ 185].

Kpuonpeuunurat

[IpuroraBiuBaeMblii U3 IJ1a3Mbl KPOBU JOHOPOB KPH-
OTIPELIUITATAT UCTIONB3YeTCs B MenuiimHe > S50 JIeT o psimy
KIMHUYECKUX ITOKA3aHUI, IPUYEM B IIOCJIEIHUE TOIbI
TIPU3HAETCSI, YTO TIOTEHIIMAIT IAHHOTO KOMITOHEHTA KPOBU
ocraeTcs HepooleHeHHBIM [ 186, 187]. Iy u3 10 equHumiy
KPUOTIPEIUTINTATA, TIOJTYYEHHBIX OT PA3IMYHBIX IOHOPOB
KPOBU, COOEPKUT ~ 2,5 I puOpUHOreHa, 4To IO3BOJISIET
YBEJIMYUTH KOHLIEHTPALIUIO 3TOro 0ejika B IUIa3Me KPOBH
Ha ~ 1,0 r/n. OmHAaKO 3TO He eAMHCTBCHHBIN BaXKHBIMN
KOMITOHEHT AaHHOrO IpernapaTa KpoBu. OH COOEPKUT
U IPYTUE aiTe3UBHbIC OEJTKU, HETTOCPEICTBEHHO YIaCTBY-
IOLIME B FeMOCTAaTUYECKUX U PerapaTUBHBIX IIPOLIECCax
(bakropsr VIII u XIII, pudbponektrH, VWF 1 Muxpo-
BE3UKYJIbl TPOMOOLIUTOB, 00JIaaioIe BEICOKOM PO~
KOATyJISIHTHOM aKTUBHOCTBI0). OObIUHAS PEKOMEHIyeMast
J103a IIpernapaTa, BBOAMMOTO BHYTPUBEHHO, COCTABJISIET
90—120 Mxr/KT Macchl Tena. I1py HeoOXOTMMOCTH TaK1e
BBEICHUSI IIOBTOPSIIOT C IEPUOIUYHOCTHIO B 3 4 [0 I1OJI-
HOI OCTAHOBKU KPOBOTEUEHHSI.

MpodunakTuka n neyeHme TpoMboTryeckom
MUKpPOaAHrMonaTum, accCoLMMpoBaHHOM
C pecnupaTopHbIMU 3aboneBaHUAMU

MeTtonpl nepBuyHoil mpodunaktuku al'YC u TTII
He pa3paboTaHbl.

Tepanml aTUMUYHOro reMoJINTUKO-ypeMn4ecKoro CHHgpoma

OcnoBHble MeToab! teueHust al' YC [110, 117, 188]:
VY nauumenToB ¢ BropuuHoit TMA crieumnduueckoe
JIeYeHE OCHOBHOTIO 3a00JIcBaHUS MMeEET IEePBOCTE-
TIeHHOE 3HaueHne. B KauecTBe Mep maTOreHETUIECKOM
Teparuy IPUMEHSIOT:
 TIIa3MOTepaImio (TpaHChy3UIO IIPEapaToB IIa3MFbl,
ra3madepes);
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e KOMIUIEMEHT-0JIOKUPYIOLLYIO TEPANUIO (MOHOKJIIO-
HaJbHBIC aHTUTEJIA TIPOTUB KOMITOHECHTA KOMILIC-
meHTa C5).

IMomnepxuBaromast (CMMITOMAaTUUECKAsT) Teparust
BKJIIOYAET B Ce0s:

o KOHTPOJIb aPTEPUATHLHOTO TaBICHUS;

o KOPPEKIHMI0 aHEMUH W TPOMOOIIUTOIICHUH,

e Tepamu. OCJIOXHEHUI OCTPOTO MOBPEXKICHUS IT0-
YeK, BKITIOUast 3aMECTUTEIIBHYIO TTOYCIHYIO Teparuio,
TPaHCIJIAHTAIIMIO TTOYCK.

I[Ima3moTrepanus, BKIOYasT MHPY3UIO IUIA3MBI
u nna3Macdepes, Oba 1-it auHueit neyenus al'yYC
IO TIOSIBJICHMST TIPUHIIMIINAIEHO HOBOTO KJ1acca Tperra-
paToB — 0JI0KaTOPOB KOMIUIeMeHTa. [IprMeHeHue 11a3-
MBI y 007bHBIX ¢ al'YC BeneT K IMOBBIIICHUIO KOHIICH-
TpaIU PEryaITOPHBIX OETKOB KOMITJIEMEHTA, a Ila3Ma-
depe3 crmocoOCTBYET YCTPaHSHMIO ayTOAHTUTE IIPOTHUB
0eIKOB crcTeMbl KoMIieMeHTa. OIHAKO B TIPOBEICHHBIX
HCCIIeIOBaHUSIX Ha (hOoHE TIa3MOTepanuy Habrona-
JINCh HU3KAasT YaCTOTa PEMUCCHUI 1 BBICOKHE TIOKa3aTes
CMEPTHOCTH, Y 3HAUMTEIIFHOI YaCTH MAllEHTOB ITOCTIE
KynupoBaHus octpoii ataku al'YC onpenensiiach Tep-
MUWHaJIbHAS CTamns TOYCYHOM HeIOCTaTOUYHOCTU. B co-
OTBETCTBUU C MEXIYHAPOIHOU MPAKTUKON POCCUNCKNE
9KCIIEPTHI PEKOMEHIYIOT HAYMHATD ITaTOTeHETUICCKOE
JIeYeHNe BIIepBbIe BO3HUKINNX cirydaeB al Y C ¢ mia3mo-
Teparuu. [Ipu 3TOM ameKBaTHBIM 00BEMOM 3KChY3UN
U 3aMelleHus I1a3Moit cuutaercs 40—60 mi/kr. B ciy-
yasx, Koraa IpoBeIeHa JadopaTopHast UACHTU(DUKALIS
npuurH al'YC wim y manmeHTa ¢ peliuIuBUPYIOITAM
al'YC, cpeactBoM 1-it TuHUM IBIIIeTCS 9KYIN3yMao.

B nmocenHme rogsr 6J10KaTOPHl KOMIUIEMEHTA CTaIn
3aHMMAaTh Bemyiiee MecTo B JiedeHnu al'YC, mo3BoauB
KapIWHAJIBHO YIYYIIUTh TCUCHUE U UCXOIbI 3a00IeBa-
HUS. DKYIM3yMad — TyMaHU3UPOBAHHOE MOHOKJIOHAIb-
HOE aHTHUTEIJIO, KOTOPOE MpeaoTBpalIiacT 00pa3oBaHMe
C5b-9 (MeMOpaHOATaKYIOIIETO KOMIUIEKCA) IyTeM CBSI-
3pIBaHUS ¢ OeIKamMu KoMIuieMeHTa C5 1 ocTaHaBIMBaeT
HEKOHTpompyemyto akTuBanmio C5. HegaBHue nccie-
JMOBaHMS TTOKA3aJI XOPOIIWIA OTBET Ha 9Ky IM3yMal y ma-
mueHToB ¢ al'YC, 4TO MO3BOIMIIO MIPEeaOTBPATUTD WIIN
BBUICYUTD PEIUINB 3a00JICBaHMS TTIOC/IEC TPAaHCIIIAaHTa-
iy movyek. Ha ocHoBaHMM McciemoBaHMIT B HACTOSIIIIEE
BpeMsI PEKOMEHIyeTCsT Ha3HAYaTh 3KYIM3yMad OOJTbHBIM
c al'YC B xauectBe Teparmu 1-it qunuu [117, 188, 189].
B teueHue nepBhix 7 mHEH eyeHUE IKYJIM3yMaOOM IO~
3BOJIET HE TOJIBKO KYITMPOBATh TEMATOJIOTUICCKUE TIPO-
SIBJICHUST, HO ¥ B 3HAYUTEILHOM CTETIEHN BOCCTAHOBUTD
(GYHKIINIO TOYEK, M30erast IMIOTPEOHOCTH B TUATU3HOMN
Tepanuu. DKyan3ymMad TakxKe 1e1ecooopa3Ho KoMOM-
HUPOBATh C CUCTEMHBIMU TNIIOKOKOPTUKOCTEPOUIAMH
(I'KC) u ummyHonmenpeccanThl y namueHToB ¢ al YC,
BBI3BAHHBIM aHTUTEIAMH K KOMITOHEHTaM KOMILIEMEHTa
I pa3BUBIIEMCs Ha (DOHE ayTOMMMYHHBIX 3200J1¢Ba-
HU, a Takke y maunreHToB ¢ [IOH. M3-3a oBBIIIEHHOTO
pUCcKa MEHMHTOKOKKOBOI MH(MEKIINY U IpYTUX MH(PEK-
Ui, BRI3BAHHBIX MHKATICYJIMPOBAHHBIMU OaKTePUSIMU,
y TIAIIMEHTOB, MOJYYAIOIINX KOMIUIEMEHT-ITOIABIISIIO-
IIYIO Tepalnio, HeoOXomMMa MEHUHTOKOKKOBAsT BaK-

LIMHAIMS 3a 2 Hell. O Havaja JICUCHUS SKyIU3yMadoM,
a TaKkKe MpoUIaKTUIECKOe Ha3HAYCHIEC aHTUOMOTUKOB
C LIEJIbI0 CHIDKEHUSI prCKa MEHMHTOKOKKOBOM MH(EK-
LIMY Y HEBAKIIMHUPOBAHHBIX OOJIBHBIX, HYKIAIOIIINXCS
B HEOTJIOKHOM JICUCHUH KYIM3yMaOOM KaK MUHUMYM
B IIepBBIC 2 HE. OT Havyayla TepaIum.

IToka He pa3paboTaHbl PEKOMEHIAIIUM I10 OITHU-
MaJIbHOH TTPOIOJKUTEIBHOCTH JICUCHMST SKYIU3yMa-
60oM 60abHBIX ¢ al'YC. OCHOBBIBasICh Ha pe3ybTaTax
IIPOBEICHHBIX NUCCICIOBAHMI, 9KCIIEPTHl PEKOMEHIY-
10T pacCMaTpUBaTh BOBMOKHOCTb OTMEHBI 2KyJIU3yMada
y mauueHToB ¢ al'YC ¢ n301mpoBaHHBIMU MyTallMSIMU
MCP, y KOTOPBIX PeIIMINUBBI OTCYTCTBYIOT B TeUCHUE
Kak MUHUMYM 12 Mec. CauTaeTrcsi, 9YTO B OOJBIITAH-
CTBE CJIyyaeB 3a00JI¢BaHNUS HEOOXOIMMO MOXKU3HEHHOE
IMPUMEHEHNE KOMIUIEMEHT-0I0OKUPYIOIIE TepaItnu.
I[TonoOHBI pexkuM JieueHUsT aOCOTITHO HEOOXOIUM
MMallMeHTaM ¢ UACHTU(PUIIMPOBAHHBIMU MYTaIlUSIMU
reHoB (akTopoB komruieMeHTa CFN, CFI, CFB u C3,
ITOCKOJIBKY OHU OTHOCSITCSI K KATETOPUM BBHICOKOTO PH-
cka peunauba al'YC. B nepuon oxxnmaHus OCTaBKU
BKyan3yMabda (IIpy HEBO3MOKHOCTH HEMEUICHHOTO €TO
BBEICHUST) peKOMEHIOBAHO IIPOBEICHME TUIA3MOOOMEHa.

Tepanus npnobpeTeHHO# TPOMBOTHYECKOH
TpoMbBoumMTONEHNYECKON Myprypbl

Pexomenmarmu ITSH 2020 . oCHOBBIBAIOTCST Ha M0~
Ka3aTeIbCTBaX HU3KOTO YPOBHSI, TIOJYIYCHHBIX B HAOJTIO-
JATeTbHBIX UCCICA0BAHMSIX HEOOIBIINX KOTOPT MaIleH-
TOB, B PSIIE CIy4aeB ¢ UCTOPUIECKUM KOoHTpojieM. [1pu
5TOM 2KCIIEPTHI YYUTHIBAIOT MOTCHIIMATBHYIO TTOJIb3Y
1 HexXelaTeJbHbIe 23(D(MEKThI BO3MOXHBIX JIEUEOHBIX
BMEIIIATEIIBCTB.

Hitkxe mpuBeneHBI OCHOBHBIC pEKOMEHIYEMBIC Me-
TonbI JeueHust mpuobpetrenHoit (m) TTII.

1. Tepaneemuueckuii naazmoodbmer 'y 60mbHBIX ¢ T TTI
Mo3BoJisieT ynanuTh nurnourop ADAMTS13, Bocnion-
HUTh nepuuut ADAMTSI13, a Takke 3 TMMUHUPOBATD
CBepKpyIHbIe MyIbTUMepbl VWF, cBOOOIHBII reMoTIIo-
O6uH u TpoMOuH. [Ipu npoBeaeHUN TepaneBTUUYECKOTO
IJ1a3MOOOMEHa BO3MOXKHO MCIIOJIb30BaHNE KPUOCYTIEP-
HataHTHOU TuTa3Mbl BMecto C3I1[190, 191]. Dkcriepram
ISTH He ynanoch ycTaHOBUTD MPEATIOUTUTETbHBIE PEKI-
MBI TepaTNeBTUUECKOTro I1a3MmoodMeHa. Ha ocHoBaHMM
OrPaHMYCHHOTO KOJWYECTBA PETPOCIICKTUBHBIX, Ha-
OrfomaTeIbHBIX UCCIICIOBAHUIM PSIT aBTOPOB IIPEIIaraloT
00BeM 11a3mMoooMeHa 1o 1,5—1,0 oobeMa LIMPKYJIUPYIO-
IIEH IJIA3MBI C IEJTBIO JOCTVKCHUS KOJTMIEeCTBA TPOMOO-
oUTOB KpoBu > 150 x 10°/11, ncue3sHOBeHNS TIPU3HAKOB
reMoJIn3a 1 OpraHHOTO TTopaxkeHus1. OmHaKo Mpy BEIOO-
pe o0beMa, YaCTOTHI M JTUTSIBHOCTH TEPANIeBTUIECKOTO
IJIa3MOOOMeHa HY>KHO YUUTHIBATh IIEPEHOCUMOCTB ITPO-
1eayp Ha (DOHE COIMYTCTBYIOIIMX 3a00JICBAaHMIA.

2. 'KC pekoMeHI0BaHbI KaK Ipernaparhb 1-if TMHuNI
Teparuy B COYCTAHUM C TEPAIIeBTUICCKUM IIJIa3MO00-
MeHoM. Ob6ocHOBaHMeM UX puMeHeHus npu n 1 TT1
siBisieTcst cmocooHocTh I'KC momaBisiTh TTpOAYKITAIO
antutell K ADAMTSI13. Beibop peXXMOB Tepanuu 3a-
BHCHT OT TSDKECTH 3a00JICBAaHMS M COCTOSTHUS OOJIBLHOTO.
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J11s1 HaYaJIbHOTO JIeueHUsI OOBIYHO MUCITOIB3YIOT 103y 1
MT/KT, KOTOPYIO YBEJIMYUBAIOT TIPU TSDKEJIOM TCYCHUH.
Y 6onbHbIX ¢ Tporpeccupytomum TeueHuem 1 TI1 Bo3-
MOXHO YJIYYIIICHUE TIPU ITYJIbC-TEPAITNU METUITIPESI -
HuzosoHoM (1 000 mr B cyTku B Teyenue 3 gaeir) [191].

3. Purykcumab — GMOJIOTMYECKUI TTpeTiapar, mpej-
CTaBJISIONINI MOHOKJIOHAJIBHBIC aHTUTEIA K PELICTITOPY
CD20 B-numdonutoB. OH peKOMEHIOBAH IS TJIH -
TeabHOU Tepanuu MTTII B Lessix Leabo JOCTUXEHUS
¥ IoaAepKaHus peMuccun. DPpdeKThl puTyKcuMada
CBSI3BIBAIOT CO CIIOCOOHOCTBIO IIMMUHHUPOBAThH 3pe-
Jipie B-muMmdonnTel 1 MX paHHUE TIPEAIIeCTBeHHUKH,
YTO BeIET K YMEHBIICHUIO MPOAYKIIMA MHTUOUTOPA
ADAMTS13. HeMHOTrOUMCIEHHBIC KIIMHUYECKIUE UCCIIe-
JMOBaHUSI TTO3BOJIMJIN ITOIYYUTh JOKA3aTEILCTBA HU3KOTO
YPOBHSI, CBUIETEIBCTBYIOIINE O TAKUX KITMHIYECKUX 3D~
dekTax IpUMEeHEHHUS pUTyKCMMaba, KaK BOCCTAaHOBJIC-
HHE KOJIMYECTBA TPOMOOIIMTOB KPOBU, POCT aKTUBHOCTH
ADAMTSI13, yBenuueHUM yISILHOTO Beca MallMeHTOB
C IOCTIDKCHMEM KIMHIYEeCKo# pemuccnu [191].

4. Karmanm3ymMab — ryMaHU3UPOBaHHBIN (hparMeHT
MMMYHOIJIOOYJIMHA, BO3MCHCTBYIOIINM Ha JoMeH Al
vWEF, uTo npenoTBpalliaeT B3auMoeACTBUE C peLieH-
TOPOM TPOMOOIIUTOB TIIMKonpoTenHoM Ib. Karranusy-
Mab MHruoupyeT B3aumoaeicteue TpoMoonToB ¢ VWF,
MpeIoTBpaIas aare3uio TPOMOOIIUTOB K SHIOTEIUIO
COCYIOB ¥ MUKPOTPOMOOOOpa3oBaHUE, MEXaHU3MBbI
IEUCTBUS TIperapaTta 00yCIOBIMBAIOT MEHBIINIA PUCK
KPOBOTEUCHUIA IO CPaBHEHUIO C IPYTUMU IIUPOKO HC-
MOJIb3yeMBIMHM JIe3arperaHTaMu. B cooTBeTcTBHMU C pe-
komeHmausamu ISTH (2020) karuraimm3ymad MOXeT
OBITh Ha3HAYCH YK€ 10 MCCICIOBAaHUS aKTUBHOCTH
ADAMTS13 y 60onbHBIX ¢ momo3penreM Ha TTTI. B Ha-
cTosIIee BpeMsl Karutalm3yMad He 3apeTrUCTpUpOBaH
B P® 1 MoxeT OBITh TOCTYIICH TSI TTAIIMEHTOB TOJBKO
B paMKax IporpaMmbl paHHero poctyna. .M. lTaicmsn
u dp. peKOMEHIYIOT HAUYMHATh TePaITNIO KaIlIallu3yMa-
OOM TOJILKO mocie moaTrBepxaeHust guarnosa nTTII

nmyTeM ucciienoBanus akTuBHocT ADAMTS13, mo-
CKOJIbKY UMEIOLIUIACS OIBIT CBUIETEIBCTBYET O TUIIEP-
nnarHoctuke [191].

Tepanus katacTpoguyeckoro aHTugpochonnnuaHoro
cMHApOMa

Haub6onee yacto paszputue KADPC mpoBoumpyeTt
Takoi (pakTop, KaK OTMEHA aHTUKOATYJITHTOB Y TTaIl-
€HTOB C TpealecTByomumM nuarnozom AQC, nubek-
LIMSIMUA Y XMPYPTMYECKUMHK BMeIIaTeIbcTBaMu. Pabouas
rpyrnma EULAR (2019) pekoMeHAyeT C LeIbl0 CHIDKE-
Hus puckoB KADC npoBoauTh paHHIO TUAaTHOCTUKY
1 JIeueHre MHGEKINH, 1 MUHAUMU3AIIUS IIPEeKPaIIeHUS
WJIN CHVDKCHMS MHTCHCUBHOCTH aHTUKOATYJISTHTHOM
Tepannu, OCOOCHHO B TIEPUOICPALIMOHHOM TIeproe
[118]. B kauectBe 1-i1 muaum tepanun KAD®C pekoMeH-
nyeTtcss komouHupoBanHas Tepanus ['KC, remapuHom
U TJIa3MOOOMEH WJIM BHYTpUBeHHOE BBeneHue Ig. [1pu
pedpakTepHOM K cTapToBoii Tepanuu KADC MoxHO
paccMOTpPETh MPUMEHEHNE PUTYKCUMaba ISl TIOJaBIIe-
HMST aKTUBHOCTH B-1TMMOOLIMTOB 111 KOMITIEMEHT-TI0-
JABIISIIONIYIO Teparuio (3Kyau3ymao).

lpogunaktuyeckoe npuMeHeHne aHTUTPoMboTHYECKOM
Tepanum y rocnuTaan3npoBaHHbIX NayMeHToB
C pecnupaTopHbIMy 3ab6oneBaHUAMU

OCHOBBI ITOAXO0B K TPOMOOIIPODUIAKTUKE Y TO-
CHOUTAIN3UPOBAHHBIX HEXUPYPIUYECKUX OOJIbHBIX
ObLIM 3aJI0KEHBI B KPYITHBIX IIPOCIIEKTUBHBIX KOTOPT-
HbIX MCCJIEAOBAHMSIX, ITOCBSIICHHBIX CTpAaTU(DUKALIMI
(hakTOpOB prCcKa TPOMOOIMOOINIECKHUX OCIOKHEHUI
y 3Toi Kateropuu mamueHToB [192, 193]. Ha ocHoBa-
HUU IIOJYYEHHBIX pe3yJIbTaTOB pa3pabOTaHbl IIKaIb
cTpaTuUKALIUU TOCIIUTAIU3UPOBAHHBIX HEXUPYP-
TMYeCKNX OOJBLHBIX 110 IpyniaM pucka BTD0. B PO
MoJIydusia paciipocTpaHeHue mkana Padua (tabn. 12).
B xpynHOM paHIOMMU3UPOBAHHOM KOHTPOJIHUPYEMOM
ucciaenoBanuu APEX (Acute medically 111 VTE Prevention

Tabnuua 12. LLIkana oLeHKM pucKa BEHO3HbIX TPOMBOIMBONMYECKMX OCTIOMKHEHMIA Y FOCMIUTANN3MPOBaHHLIX HEXMPYPruyeckux 6obHbix Padua (no Bar-

bar S. et al. [192])
Kpurepun bannbi
AKTMBHOE 3110Ka4ecTBeHHOE HOBOOGPa3oBaHme (MeTacTasbl U/UAW XMMUO- UNW pagMoTepanya B NpejLLecTByoLLMe 6 Mec.) 3
Mpenwectsyiowme BT30 (Mckniouan TpoM603bl NOAKOMKHBIX BEH) 3
Mpe6biBakve B moctenu > 3 gHent 3
TpoMmbodunusa (nedekTel AT-IIl, npotenHa C u S, partop V JlernaeH, MyTauma npotpoMbuHa G20210A, ADC) 3
HenaBHsAA (< 1 Mec.) TpaBMa MW Xvpypriyeckan onepawma 2

Bospact = 70 ner

Cep,qeqHaH U/Mnun abixatenbHas He[oCTaTO4HOCTb

OcTpbIft MHGAPKT MUOKapLa UK ULWIEMUYECKUIA MHCYNBT

OcTpan MHbeKLMA n/unu peBMaTosiormyeckue 3aboneBanuns

Owupeme (MMT = 30 Kr/m?)

TeKyLLan ropMoHanbHas Tepanus

>4 6annos — puck BT30 BbiCOKWIA, NOKa3aHa NpodMIaKTKa aHTUKoaryNAHTaMm

lpuMeyanme: BT30 — BeHo3Hble TpoMBo3MBonMueckue ocnoHeHns; AOC — aHTuhochonunuaHbiin cuHapom; UMT — uHAeKe Macchl Tena.
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with EXtended duration betrixaban study) ObUIO IOKa3aHO,
YTO MCITOJIb30BaHME TTOBBIIICHHOTO YpoBHS D-1muMepa
(KaKk MUHAMYM B 2 pa3a OT BEpXHEU TpaHUIIBl HOPMBI)
B KOMITJIEKCE C APYTUMU (paKTOpamMu pucKa MO3BOJISIET
BBIICTTUTH TPYIIIEI TOCTIMTATIM3UPOBAHHBIX OOJIBHBIX, KO-
TOPBIE ITOIYYaT ITOJIB3Y OT IIPOIJICHHOTO UCIIOJIb30BaHUS
AHTUKOATYJISTHTOB 1151 ipodmnakTuku BTDO ¢ Beico-
KOI1 IIPOTHOCTHYECKOM TOYHOCTHI0. Ha ocHOBaHMM 6a3bl
JNaHHbIX uccaenoBanust APEX Oblia nipemjioxkeHa Moau-
¢ummposanHas mkana IMPROVEDD, B kotopyio (110
CpaBHEHMUIO C IIpeanrecTBoBaBieii mkanoii IMPROVE)
ObLI m00aBjIeH ypoBeHb D-numepa B cTallmoHape Kak
IOITOTHUTENbHEIN (hakTop prucka BTHO (tabm. 13).

Dkcneptsl EBpomneiickoro o6I1ecTBa KapauoJioroB
(paboumx rpyI mo 3a00JIeBaHUSIM aOPTHI U TIepude-
PUYECKUX COCYIOB, IT0 MAJIOMY KPYT'Y KPOBOOOPAIIICHUS
1 (OYHKITUY TIPABOTO XKeJTYI0YKa) BO BTOPOM KOHCEHCYCe
110 AMArHOCTUKE 1 JICUCHUIO OCTPOTO TpoMOo3a Iirydo-
Kux BeH 2022 T. ornpene v B KauecTBe HOBOTO (haKTopa
pucka BTDO koponaBupycHyto 6one3ns (COVID-19)
[9]. HakormeHHBIE TaHHBIC HAOTIOMATEeIbHBIX UCCIIEI0-
BaHMI TTO3BOJISIIOT IIPEATIOIIOKUTH, YTO OOJBIIMHCTBO
OOJBHBIX COOTBETCTBYET KPUTCPUSIM MOBBIIIICHHOT'O
pucka BTDO u HyXnaetcst B TpoMOONpodriIaKTUKe.
Okcnepthl ISTH npenyaraior HaYMHATH TTpOBEACHUE
TpOMOOTIPODUIAKTUKI BCEM TOCTIUTAIM3UPOBAHHBIM
6ospHBIM ¢ COVID-19, B mTocaemyromieM KOHTPOIUPYS
1 KOPPEKTUPYS aCCOLIMUPOBAHHYIO KOATyJIOIATHIO. DTy
MO3UIINI0 OOOCHOBHIBAIOT HEAOCTATOUHOM M3YICHHO-
CTBIO 3a00JIeBaHUsI, BEICOKUMM PUCKAMU JIETAIBHOTO
HMCXO0Ja U OTHOCHUTEIBHOM 0€30IMaCHOCTHIO PEKUMOB
IPOPMIAKTUIECKOTO TPUMEHEHMS PEKOMEHIYEMBIX
aHTUTpOMOOTHYECKMX perapatos [194]. I1pu moabope
AHTUTPOMOOTHUUYCCKHUX TIperapaToB y TOCIIUTAIN3UPO-
BaHHBIX TTaneHToB ¢ COVID-19 u npyrumu 3abojeBa-
HUSIMU PEKOMEHIyeTcsl oTnaBaTh npeanoyreHue HOT
win HMT'.

Bormpocam BbIOOpa pexkrMa TpoPUIaKTHISCKIX WITN
TeparneBTUYCCKUX 103 TeIapUHOB B KOMILJICKCHOM JIe-
YEeHUW TOCTIUTATIN3UPOBAHHBIX 00JbHBIX ¢ COVID-19
OBLIM TTOCBSIIIICHBI HECKOJIBKO KPYITHBIX TTPOCITEKTUBHBIX
CpaBHUTEbHBIX NCCIICIOBaHUI. B OTKpBITOM paHIOMU-

3UPOBAHHOM MYJIBTUIUIAT(OPMEHHOM KIMHIYECKOM HC-
CJIeIOBaHNM ITAIIMEHTOB ¢ TspKesoi (popmoit COVID-19
(REMAP-CAP/ACTIV-4a/ATTACC), noxyJarommx
nedenue B OPUT (n =1 098), ObLIM OLEHEHBI UCXOMbI
B 3aBUCHMOCTH OT TepaIleBTUUCCKUX WM TTpodrIaK-
THUYECKUX 103 TermapuHoB [195]. Kputepuem kpuru-
YECKOTO COCTOSIHUSI ObLTa IMTOTPEOHOCTh B BHICOKOIIO-
TOYHOI Ha3ajabHOI okcureHorepanuu, HBJI u UBJI,
Ba3oIIpeccopax, 3KCTPaKOPIopaIbHOU MeMOpaHHOMK
okcureHauu. He ObIT0 BBISIBJICHO pa3Inimnii B KIIMHU-
4yecKoi 9((PEeKTUBHOCTU MEXIY TPYIIITAMU PA3TUIHOMN
WHTEHCUBHOCTH aHTUKOATYJISTHTHOM TepaIliu, BKITIOYasT
KOJIMYECTBO JHEH 03 peCcrIpaTopHOi ITOIIepKKH, TIPO-
LICHT BDKUBIIMX B TIEPUO TOCITATAIN3AIINY TTAIIMCHTOB
(62,7% GONBHBIX, ITOJIyYaBLINX TEPAIIEBTUYECKHIE 103bI
rerapuHa u 64,5% nauyeHTOB, HOIy4aBIIMX IpOopUIaK-
TUYECKUE T03bI IIperapata). MacCHuBHBIC KPOBOTCUCHMS
BO3HUKIIN Y 3,8% OOJIbHBIX, IIOJYYaBIINX TePAIeBTHYE -
CKUE J103bl AHTUKOATYJISIHTOB, U Y 2,3% IMallMeHTOB, KO-
TOPBIM ObITa Ha3HAUCHA TPOMOOIIPODMIAKTHKA, CBSI3aH-
Has ¢ yxonoMm 3a nauueHToM B OPUT. ABTOpHI caenanu
BBIBOJ 00 OTCYTCTBUU TIPEUMYIIIECCTB TePAIeBTUUECKIX
TI03 TTApEHTEPATbHBIX AHTUKOATYJISTHTOB IT0 CPAaBHEHUIO
¢ TPOMOOIIPOPUIAKTUICCKUMU PEXKUMaAMU. YIUTHIBAS
0oJice BHICOKYIO YaCTOTY MACCUBHBIX KPOBOTCUCHUIA,
HE To[IepXaHbl peKOMEHIAIINY TIPUMEHEHUS Tepa-
MMEBTUYCCKUX PEXKMMOB aHTUKOATYJITHTHOM TepaIruu
y TMTaIlMeHTOB B KPUTUUCCKHUX COCTOSTHUSIX.

B meTaananuse J. Ena et al. npoaHann3npoBaHbI JaH-
HBIC 5 OTKPBITBIX PAaHIOMU3UPOBAHHBIX MCCIICTOBAHUI
3(hGEKTUBHOCTY M 0€30ITaCHOCTH TTPUMEHEHUS Tera-
puHOB y 607bHBIX ¢ COVID-19 6e3 cMMIITOMOB KPUTH-
yecKux cocTostHuit (n = 3 320) [196]. B uccnenoBaHusix,
BKJTIOYCHHBIX B ME€TaaHAJIN3, HCITOJIb30BAIUCH HE(DPaKIIN-
OHUPOBAHHBII TeNapiH, HU3KOMOJICKYJISIPHBIC TeITAPIHBI
(?HOKCAINapuH, TUH3ANIAPUH, JaITeapuH, OeMUTIApUH)
1 (hOHTATIAPMHYKC — CUHTCTUYCCKUI CeJICKTUBHBIN MTH-
ruouTop aKTUBMpOBaHHOTO (pakTopa Xa. [IpoBeneHa
CpaBHUTEIbHAS OLICHKA BIVSHMS HAa UCXOIBI TepareB-
TUYECKUX 03 TeITapMHOB 1 (DOHIanaprHyKca (peKOMEH-
nmyembIx st nedeHus TT'B, TOJIA) u mpodumakTiaecKmx
JI03 TEMaprHOB (IPUMEHSIeMBIX 115 ipobriakTukl TT'B,

Tabnuua 13. LLkana oueHKM pucka BeHo3HbIX T30 y rocnuTanmsmnpoBaHHbIX Hexupypruyeckumx 6onbHelx IMPROVEDD (no Gibson C.M. et al., 2017 [193])

®akTopbl pucKa Bannbi
TrB/ T3/1A B aHaMHe3e 3
YpoBeHb D-fiMepa > 2 pa3a NpeBbILLIAeT BEPXHIOK MPaHNLY HOPMbI 2
M3BecTHan TpoMbodunusa (neduumt npotenHa C unm S, dpartop V JleiaeH, BOMHaHOUHbIA aHTUKOATYNAHT) 2
[lape3 nnmn napanuy HUKHNX KOHEYHOCTEN 2
3noKayecTBEHHOE HOBOO6GPa3oBaHMe (KpoMe MenaHoMbI KoHK) B Nioboe BpeMA nocnegHue 5 net 2

MpebbiBaHne B OPUT

MonHaa MMMobUNM3aLMA = 7 cyToK (HaxoXAEHWe B KPOBATW WM Ha CTyNe C BbIXOAOM B Tyanet uim 6es Hero) 1

Bospact > 60 net

> 2 6annoB — puck BT30 nosbiweH

MpuMeyanme: TI'B — TpoMb03 rmybokmx BeH; T3/1A — TpoMboambonusa nerouHoit aptepuu; BT30 — BeHosHble TpoMboambonuyeckue ocnoxHeHus; OPUT — otaenexmne

peaHnMaLmMm U MHTEHCUBHOM Tepaniu.
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Paspen 20. 3aboneBaHuns nerknx coCypuUcToro reHesa

TBJIA). TepareBTruecKasi aHTUKOATYJISTHTHAST TepaIst
HMT', 1o cpaBHEHUIO ¢ TIpUMEeHEHUEM MPO(PUIaKTH-
YeCcKMX 03 TOTO Xe IpelapaTa, He OKa3bIBasia CyIIe-
CTBEHHOTO BJIMSIHUSI HA CMEPTHOCTh OT BCEX IMPUINH
(OP — 0,85; 95%-nwb1it A — 0,67—1,07; p = 0,16) wiu
Tepexon Ha MHBAa3MBHYIO NCKYCCTBEHHYIO BEHTWIISIIIIIO
nerkux (OP — 0,89; 95%-ub1it IV — 0,73—1,08; p = 0,24).
AntukoarynstaTel (HOI', HMI', hormanaprHyKc) B Tepa-
TeBTUYCCKUX 103aX 3HAUYNTEIHbHO CHIDKAIN pruck BTDO
(OP —0,42; 95%-ub1ia 1N — 0,28—0,62; p = 0,0001), He-
00X0IMMOE YK CII0 OOTBHBIX IS TIPEIOTBPAILICHIS OHOTO
coonrtrst BTOO cocraBmito 37 yesmoBeK. ABTOPBI CHETaIN
BBIBOJI O IIeJIECOOOPA3HOCTY Ha3HAUCHMS TeparieBTHYC-
CKUX JI03 TAPEHTEPATIbHBIX AHTUKOATYJITHTOB TOCITUTAIIH -
3upoBaHHBLIM 00JIBHEIM ¢ COVID-19, He HyxKnalommnmcst
B iedenun B OPUT, mpu Hamuuy y HUX TTOBBIIIEHHOTO
pucka BTDO.

CorocTaBUMBIC pe3yIbTaThl ITOJIYICHBI B CCIICI0-
Banun REMAP-CAP/ACTIV-4a/ATTACC (ymepeHHO
Tsikenble manueHTol ¢ COVID-19, n = 2 219). [Ipu-
MEHEHME TeparleBTUIECKUX 103 TeIMapruHOB IIPUBOINIIO
K YBEITMYCHUIO KOJTMIECTBA THEH 6e3 ITOIIepKKHU Opra-
HOB T10 CPAaBHEHUIO C OOBITHBIM JICUCHUEM PO UIIaK-
THKA TPOMOO30B, HE3aBUCUMO OT MCXOIHOI'O YPOBHS
D-numepa (ckoppektupoBanHoe OLL — 1,27; 95%-Hbrit
A — 1,03—1,58) [195].

AHTUKOArynsaHTHas Tepanus
y rocnutann3npoBaHHbIX NAaLUNEHTOB
c obocTpeHuem XOBJ

Llenecoobpa3HOCTh TPUMEHEHNS aHTUKOATYJITHTHOM
Teparnuu y 601bHBIX ¢ 06ocTpeHreM XOBJI o6cy:kmaercs
B TIOCJICIHUE TOOBI MHOTUMU 3KcTiepTamu. KoroptHoe
nccnenoanue X. Shi et al., Bkimouasiiee 70 maneHTOB,
TOCTIMTAIM3UPOBAHHEIX 110 TTOBOIy obocTpeHuit XOBJI,
BBISIBIJIO OOJIee BRIPasKEHHOE YIyIIIIeHUE (DYHKITUH JIeT-
KHX ¥ TTapaMeTPOB Ta30aHaIN3a apTepUaIbHOM KPOBH,
CHIDXeHME YPOBHS D-1uMepoB, yaydIlieHUe IoKa3arte-
JIe KOaryJIoIaTUM B TPYIIIE OOJBHBIX C 000CTPEHUEM
XOBJI, nonyuaBmmx neyeHue remapuHoM [197]. Haszna-
YeHNE aHTUKOATYISTHTHOM TepaIliy He COITPOBOXKIATIOCH
3HAYUTEILHBIMH HEXeJIaTeJIbHBIMU SIBJICHUSIMU, YTO
MOATBEPANIO OE30ITaCHOCTh TelapuHOTEePAIINU Y Ta-
UeHTOB ¢ obocTpeHusmMu XOBJI.

B metaananuse FE. Aleva et al. (2017) coBoKymHast
pactipoctpaHeHHOCTh TOJIA 11pu HEOOBICHUMBIX 000-
crperusix XOBJI (mpu HeycTaHOBICHHON MU HE CO-
OTBETCBYIOIIEH TSDKECTH PECIMPATOPHOIN MHGMEKITNN)
coctaBuia 16,1% (95%-ubiii AN — 8,3—25.8%) y 880
nauneHToB. B 68% ciyyaeB oGHapyXKeHHbIe SMOOJIbI
OBLIN PACITOJIOXEHBI B OCHOBHBIX U JTOJICBBIX JISTOUHBIX
apTepusIX, YTO CBSI3aHO C JIyYIITMMU UCXOIAMMU TTPU aHTHU-
koarynsiHTHoU Teparnuu [198]. CxoncTBO MHOTUX KITH-
HU4ecKuX npogpiaeHnii oboctpennii XOBJI n TOJIA
JIAl0T OCHOBAaHUE HACTOSITEIBHO PEKOMEHIOBATh OIICH-
Ky KJIIMHN4eCKoi BeposiTHOCTH THOJIA ¢ mpuMeHeHNEM
CHIeMaIN3UPOBAHHBIX IITKaJI, TAKUX KakK Geneva u Wells,
Y 3TOIf KaTerOpyM IMaIlMEeHTOB IIJIST TTOBHITIICHUST 3(PheK-
THUBHOCTH M CBOEBPEeMEHHOI nrnarHocTuku BTDO.

B oTKpBITOM paHIOMU3UPOBAHHOM IIIalIc00-KOH-
TPOIMPYEMOM HCCAenoBaHNU 3(P(PEKTUBHOCTH U Oe3-
OITACHOCTH TTPO(PUIAKTUIECCKOTO BBEICHMS HU3KOMO-
JICKYJISIPHOTO TeTlaprHa IMOAKOXHO (HaapollapuHa)
y MAlIMEHTOB ¢ TsKenbiM obocTpenneM XOBJI n MBJI,
BKJIIOYaBIIeM 223 malnyeHTa, TepaleBTu4ecKoe BMe-
IIaTeIbCTBO COMPOBOKAAIOCH CHIKEHIUEM 9aCTOTHI
TPOMOO30B IJIyOOKUX BEH IO CpaBHEHUIO C mJjaledo
(cooTrBeTcTBeHHO 15,5 vs 28,2%; p = 0,045), ogHako
pa3IM4UMsI B YACTOTE JICTAJTBHBIX MCXOIOB B 3aBUCUMO-
CTHM OT IPUMEHEHUS HaapomapuHa He YCTAaHOBJICHBI.
B ob6eux rpynnax 6bl1a COMMOCTaBUMO BBICOKAST 4aCTOTA
KpoBoTteueHuit [199].

Texkymme pyKoBOACTBa, BKIII0O9ass peKOMEHIAIINN
I'mo6anbHO MHULIMATUBEI IO XPOHUYECKOI 0OCTPYK-
TuBHOM 60sie3HM JeTknXx (GOLD), momaep:xuBaroT uc-
TTOJTh30BaHNE AHTUKOATYJITHTHOM TepaIliy Y TOCIIATAIN-
3upoBaHHBIX 00JbHBIX XOBJI ¢ nekoMneHcaueit cep-
JIEIHO-COCYINCTHIX 3001 BaHI I, BRICOKIMU PUCKaMU
BT®0, uadexkuneit COVID-19 [200]. Bece ati hakTOpsI
HanboJIee BEpOSITHO TIPUBOIST K TSDKEJIOMY 000CTPEHUIO
XOBJI 1 TpeOyIOT COOTBETCTBYIOIINX TUATHOCTUUECKUX
MEPOITPUSITUI IJISI CBOCBPEMEHHOM quarHocTuku. [pu
HCIIOJIb30BAaHNM aHTUKOATYJITHTOB HOBOTO TTOKOJICHUS
OBLIM BBISIBICHBI 3HAUYUTEIBHBIC PUCKH TTOOOYHBIX (-
(bexToB, B T. 4. KPOBOTCUCHUS. Y TOCITUTAIIM3NPOBAHHBIX
MMAllMEHTOB MPEAITOYTUTSIBHON Tepanneii SBISTIOTCS
nHbeKnoHHbIe penapatbl (HOT mim HMI), a cpe-
IIA TIEPOPaIbHBIX IIPErapaToB OTIACTCS TIPEAIIOYTCHIE

BapgapuHy.

TpoMbonpodunakTuka y nauMeHToB
C pecnupaTtopHbiMK 3aboneBaHUsAMM Ha 3Tane
peabunutauum

TpamuimmoHHO peKOMeHayeMasl JUINTeTbHOCTh TIPO-
¢unaktnkn BTDO anTtukoaryJIssHTaMu y TOCTIUTAJIN-
3UPOBAHHBIX HEXUPYPTUICCKNX OOJTBHBIX COCTABIISICT
oT 6 10 21 CcyTOK, BILUIOTh IO BOCCTAHOBJIEHUSI JBUTA-
TebHOI aKTUBHOCTH WUIM BBITUCKU. [IpomieHue TpoMm-
060IPO(MUIAKTUKH BILIOTH A0 45 CYTOK ITOCJIC BHITIH-
CKM MpeIIaraloT pacCMOTPETh Y OOJIbHBIX B IIEPHUOIIE
peadmmranuy nocie COVID-19 mpu coxpaHSroImxces
dakropax pucka BTDO, B OTCYTCTBMYM BEICOKOTO PUCKA
kpoBoTteueHuit [201]. Joxa3aTenbcTBa 3 (HEKTUBHO-
CTH MIPOIJICHHON TPOMOOIIPpOGMIAKTUKI Y HEXUPYP-
ruyeckux 60oibHbIX (He ¢ COVID-19) nmerotr mecTo
IJI TIpO(IIAKTUISCKIX J03 SHOKCAIapruHa, a TaKXKe
MIPSIMBIX OPAJIPHBIX aHTUKOATYJISTHTOB — pHUBapoKcaba-
Ha u 6eTpukcabaHa (MocCJeIHUI He 3aperuCTpUpPOBaH
B P®), omHaKo HU OIMH M3 HUX HE 3apeTUCTPUPOBAH
B Poccunt mnst mpomnenHoit mpodunakruku TT'B n/mmm
TBJIA. Takas cTpaterust MOXeT IpUMEHSThCS off lable
(He TT0 MHCTPYKITUN).

OnutenbHasa aHTUKoArynsaHTHasA Tepanus y 60ibHbIX
C XpOHUYECKUMM pecnupaTopHbiMU 3aboneBaHNAMHU

B paHmoMu3mpoBaHHOM TUIAIE00-KOHTPOJIUPYEMOM
ucciaenoBaHum BapdapnHa, y naiuueHToB ¢ MJID 6b110
BKJITOYEHO 145 U3 3aruraHnpoOBaHHBIX 256 MalleHTOB
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[202]. ITpu cpenHeM cpoKe HaOIOIeHUS OOTLHBIX B MC-
cienoBaHMM 28 Hell. pUCK KOMOMHNPOBAHHOTO MCXOa
B BHIIE CMEPTH OT BCEX TIPUYMH W TOCTTUTAIM3AINI OBLT
BBIIIIC B TPYIIIIC TTAIIMEHTOB, IIPUHUMAaBIINX BapdapuH,
10 CPAaBHEHUIO C TPYIIION IIanebo — 6e3 aHTUTPOM-
6oTnueckoi Tepanum (KosddunueHTt pucka — 4,85;
95%-nwr1ii I — 1,38—16,99). B Gosiee mo3mHUX KOrOpT-
HBIX UCCIICIOBAHMSX MIPOBEACHO CPAaBHEHHE Tepariuu
BaphapuHOM U IPSIMBIMU OPaJIbHBIMU aHTUKOATYJISTH-
TamMu (amuKcabaHoOM, pUBapoKcabaHOM WJIU Ja0ura-
TpaHOM) y 00JbHBIX MJI®, MMEBIITNX COMYTCTBYIOIIIE
CepPIEeIHO-COCYINCThIC 3a00JIEBaHMS, B CBSI3U C UYeM
Ha3HavalIach JUIUTEIbHASI aHTUKOATYJISTHTHAST Tepartus
[203, 204]. B uccnenmoBanum S.F Nagvi et al. ipoBe-
JleHa pEeTPOCIIEKTUBHAS OLIEHKA OJHOTOAUYHON BbI-
KUBaeMoCcTH 001bHBIX MJID B 3aBUCMMOCTH OT BUIA
AHTUKOATYJITHTHOM Teparmu. Puck cMepTu Ha Moaenmn
MHOTO(haKTOPHOTO PETPECCHOHHOTO aHAIN3a OB BBIIIIE
y OOJIBHBIX TepaIlluy HETIPSIMBIM OpaJIbHBIM aHTUKOA-
ryinssHtoM BapdapuHoMm (O — 77,4; 95%-ubiit AU —
5,94—409,3; p = 0,007) [203]. B uccnenoBanuu King
et al., OCHOBaHHOM Ha aHAJIN3¢ PEerUCTpa OOJBHBIX, PUCK
CMEPTHU WJIY TPpaHCIUIAHTAIIUM JIETKUX OBLI B ~ 2 pasa
BBIIIIE Y MTAIIMCHTOB, TOJIYYaBIINX aHTUKOATYISTHTHYIO
Teparuio, Mpyu 3TOM TOJIbKO IS BapdapuHa ObL10 ycTa-
HOBJICHO TOBBIIIICHUE PUCKA CMEPTHU TIOCIE TTOMPaBOK
Ha CONMYTCTBYIOIINE 3a00JIcBaHUS U IpyTHUe (PaKTOPHI
[204]. OcHoOBBIBasICh Ha pe3yiabTaTax MUCCICIOBaHUM,
poccuiickue 1 3apy0eskKHbBIE SKCIIEPTHI HE PEKOMEHIYIOT
PUMeHSTH BapdapuH y 00abHBIX ¢ IO,

B ncciemoBanny, o0CHOBaHHOM Ha aHaim3e JlaTcko-
IO peTUCTpa MalMeHTOB, BKIoyasiieM 5 991 00JbHBIX
XOBJI XxpoHUYECKNM JIETOUHBIM CEpALIEM, JIeUeHHE TIe-
POpPaTbHBIMM AHTUKOATYJISTHTAMU TIPUBOIIIIO K CHITKE-
Hu1o cMepTHocTHU. [Tocae mepuona HabmogeHus 2,2 +
2,8 roga (0—19,6 roga) ymepso 5% GOJIbHBIX 110 CpaB-
HEHMIO C TPYIIION He MOJyYaBIINX aHTUKOATYISTHTHYIO
tepanuio (ckoppektupoBanHoe OP — 0,87; 95%-Hb1it
AN — 0,79—0,95). ABTOpHI IPUIILIN K BBIBOMY, UYTO
XOTSI IUIST IOATBEPKIACHMS 3TUX TaHHBIX HEOOXOIMMBI
KOHTPOJMPYEMBIC TTPOCIIEKTUBHBIC KITMHUYECKUE HC-
clIeMOBaHUSI, CYIIECTBYIOT MPEAMOCHIIKHI IJIST TIePO-
paibHOI AaHTUKOATYJITHTHOM Tepanuu y MallMeHTOB
¢ XOBJI u mpaBoKeTyI0YKOBO HEAOCTATOUHOCTHIO
[199]. docTymHBIe B HACTOSIIIEEe BpEMSI pe3yIbTaThl UC-
CJIeIOBaHUI TTO3BOJISTIOT PEKOMEHIOBATh IJTUTEIIHBHYIO
AHTUKOATYJISTHTHYIO TepaIuio IPSIMBIMU OPaTbHBIMU
aHTUKoaryiagHTtaMu y 6onbHbIX XOBJI B coueTanumn
C XpPOHUYECKUM JIETOYHBIM cepaueM. B cooTBeTcTBUU
C IPUHSITHIMU KIIMHUYCCKUMU PEKOMEHIAITUSIMU TAKOE
JledueHUe nokaszaHo u nanueHTam ¢ XOBJI, nmepenec-
M TOJIA n nMeromuM conyTCTBYIONIYIO (hruopuII-
JISILIAIO TIPEICePINiA.
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