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Pe3rome

JuccemunupoBaHHOe BHyTpucocyauctoe cBeptThiBanue ([ABC-cunmpom) — 310
CJIOKHOE U CEPbE3HOE COCTOSIHUE, XapaKTEPU3YIOLIEECs TIOBCEMECTHON aKTUBALMEN
KOAryJsillMOHHOTO Kackaja, 4YTO TMPUBOAUT Kak K TpomOO3y, Tak H K
KpoBoTeueHusiM. Llenp  3TOro o0030pa — MPeAOCTaBUTh HCUEPIIBIBAIOILYIO
uHpopmarmio o JIBC-cunapome, NOJYEPKHYB €ro KIMHHYECKYIO0 3HAYUMOCThH U
HEOOXOJMMOCTh COBEPILICHCTBOBAHUS CTpaTeruil JiedeHus. Mbl paccMarpuBaeM
ocHOBHbIe TmpuuuHbl JIBC-cuHApOMa, B TOM 4YHCII€ CEICUC, TPaBMBbl,
3JI0KQU€CTBEHHBIE HOBOOOpPA30BaHMSI UM AKYLIEPCKHUE OCJIOXKHEHHUS, KOTOphIC
BBI3bIBAIOT  YPE3MEPHYK)  pPEAKIMI0 CHUCTEMbl  CBEPThIBaHWS  KpoBU. Ha
MosiekyJsipHoM ypoBHe [IBC-cunapom xapakrepusyercs n30bITOYHON BRIPAaOOTKOM
TpOMOWHA, YTO NPHUBOJUT K AKTUBALMM TPOMOOLUTOB W (UOpPHHOreHa Npu
OJTHOBPEMEHHOM  HUCTOIICHUU  (AaKTOPOB  CBEPTHIBAHUS  KPOBHU, CO3/1aBas
MapajioKCajbHYl0 TEHJCHIMIO K KpoBoTeueHusM. /(narHoctuka JIBC-cunapoma
ABJISCTCS  CIIOKHOM 3aJa4€ll M 3aBUCUT OT COYETAHUS CYIIECTBYIOIIUX
JIMarHOCTUYECKUX KpPUTEpPUEB U JabopaTopHbIX TecToB. CTpaTeruu JieueHUs
HAlpaBJI€Hbl HA YCTPAaHCHUE OCHOBHBIX TMPUYMH M MOTYT BKJIOYATh
MOAJCPKUBAIOLIYIO  TEPANMUI0, AHTUKOATYJISHTHYIO TEpanuil0 W  JApPYrue
Mepbl. HemaBuue noctwkenuss B moHuManuu mnarodusuonorun JBC-cunnpoma
MPOKJIANBIBAIOT TyTh K  Oojee  IeJCHANpPaBICHHBIM  TEPANeBTHUYECCKUM
noJxonaM. ITOT 0030p MOJYEPKUBAET OCTPYI0 HEOOXOAMMOCTh B MPOBEICHUU
MOCTOSAHHBIX MCCIICIOBAHWUN 711 TMOBBIIIEHUS TOYHOCTH JHUATHOCTUKU U
3 (PEKTUBHOCTH JIEYEHHS, UYTO B KOHEUHOM UTOTE YIYUIIUT COCTOSIHUE MAIlUEHTOB,

crpagaronux JIBC-cunapomom.

1 BBEJAEHHUE
JucceMuHupoBaHHOe BHyTpucocyauctoe cBeprtbiBaHue (IBC-cunapom) — 3T0
pUOOPETEHHBIN CHUHJIPOM, XapaKTePU3YIOLIUICS pacnpoCTpaHEHHbIM
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MUKPOCOCYIUCTHIM TPOMOO30M M  OIHOBPEMEHHBIM HCTOIIECHHEM 3aracoB
TPOMOOLIUTOB U (PAKTOPOB CBEPTHIBAHHUSA. ITO MPHUBOAUT K NUCHYHKIIUU MHOTHX
OPTraHOB M HEKOHTPOJIMPYEMBIM KPOBOTEUCHHMSIM, YTO B 3HAUYUTEIIBHOW CTENIECHU
MOBBIMIAET 3a00JIEBAEMOCTh U CMEPTHOCTH MPHU CEINCUCE U JAPYTUX KPUTHUECKUX
cocrostusx.' JIBC-CHHAPOM CO3a€T 3HAYMTENILHOE DKOHOMHYECKOE OpeMs: y
naIeHToB HabIronaeTcs 0osiee BRICOKUN ypOBEHb CMEPTHOCTH, OoJiee JITUTENbHOE
npeObiBaHre B OOJIbHUIIE W TOBBIIICHHBIE METUIIMHCKUE PACXOAbl. DTU (HaKTOPHI
MOYEPKUBAIOT OCTPYIO0 HEOOXOANMMOCTD B 3()()EKTUBHBIX CTPATErHsIX JUATHOCTHKHU
U JICUCHHUSI, KOTOPbIE TO3BOJIAT CHU3UThH Y€JIOBEUECKUE U (DPUHAHCOBBIEC MOTEPHU OT
JBC-cungpoma.”*

Knuanueckas 3HaunmocTts JIBC-cunapoma 3akirodaeTcss B €ro CIOCOOHOCTH
BBI3bIBAaTh OOLIMPHOE MOBPEKACHUE OPTAaHOB U3-32 MUKPOCOCYAUCTOrO TpoMO03a 1
MOCJIEYIOIEro KPOBOTEUEHUS BCIEACTBUE KOAryJlIonaTHUH MOTPeONeHHUs U
¢ubpunonuza. B srom o0030pe paccmarpuBaloTCAd  MATOPHU3UOIOTUUECKUE
mexaHu3Mbl JIBC-cuHzipoMa ¢ 0coObIM aKIEHTOM Ha POJIM MUKPOTPOMOOB B
KOHTEKCTE OCHOBHBIX 3a00JI€BaHU.

Kpome Toro, Mbl paccCMOTpUM MOJIEKYJISIpHbIE MexaHu3Mbl JIBC-cunapoma, yaenus
0co00€e BHUMaHUE B3aUMOJICHCTBHIO UIMMYHHOM CHCTEMBI U CUCTEMBI KOATYJISLIUH,
AHTUKOATyJITHTHOW aKTUBHOCTH, MIOTPEOICHUIO (PAKTOPOB KOATYIISILIUY Ha KOHEUHOM
cTaauu u cucreme pudpuHonusa. Hapyienus koaryasinuu siBIsSIFOTCSI BTOPUYHBIMU
[0 OTHOLICHHID KO MHOTMM KIMHUYECKHM COCTOSIHUSIM, M CBOEBpPEMEHHAas
nuarHoctrka u Jjiedenue JIBC-cuHapoma KpaliHE BaKHBI JUISl MPEIOTBPALCHUS
IIPOrPECCUPOBAHMS 3a00JIEBAHUSI W CHIDKEHUST CMEPTHOCTU. MBI paccMOTpuUM
COBpEMEHHBbIE TuarHoctuueckue kpurepun IBC-cunapoma u CBA3aHHBIE C HUMU
TPYAHOCTH, KOTOPBIE BO3HUKAIOT IIPH PAHHEM BBISIBICHUM TMIEPKOATYISILTUIOHHOTO
COCTOSIHUS, YTO KpailHE Ba)KHO JJI1 Hadaja CBOEBPEMEHHOTO U 3(()EKTUBHOTO
JICYCHMUS.

B o0030pe Takxke paccMmarpuBaroTcs MpoOJIEeMbl, CBA3aHHBIE C COBPEMEHHBIMU
crparerusiMu  jedenuss JIBC-cuHapoma, KOTOpbIE CHJIBHO —pa3jIMyarOTCs B
3aBHCHUMOCTHM OT OCHOBHOTO 3a0o0jieBaHMs, BbI3BaBIIEro ero. KinumHunucram
HEOOXOaUMO JIydllle TOHMMAaTh BaxkHOCTh JIBC-cunapoma, ocoOeHHO s
pacro3HaBaHMs PaHHHUX IMPU3HAKOB TMIIEPKOAryISIHHUOHHOIO COCTOSIHUS M Hadala

COOTBETCTBYIOLIUX TEpareBTUYECKUX MEPONPUATUNA. DTOT 0030p,
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IPEIOCTABIAIOMNN HcueprbIBaronlyo nHdopmaiuio o JIBC-cunapome, npusBaH

IIOMOYb B KIIMHUYCCKOM BCACHUU MAIMUCHTOB U YIIYUIIHUTL PC3YJIbTAThI JICUHCHUS.

2. AIMMUIAEMUNOJIOI U, ITHNOJIOT'UA n INPUYHNHbI
JNCCEMUHHUPOBAHHOI'O BHYTPUCOCYAUCTOI'O
CBEPTBIBAHUSA KPOBH

N3yuas snunemuonoruto JIBC-cuHapoma, He CIeAyeT WrHOPUPOBATH €T0
reTeporeHHocTh. [IBC-cuHaApoM SBISIETCS OCIO)KHEHHEM MHOTHX 3a00JICBaHHM,
TaKUX KakK TSKEJIble CUCTEMHbIE MH(MEKIUHU, TPABMbI, 3JI0KAY€CTBEHHBIE OITYXOJIH,
MOPOKU pPa3BUTHUS COCYIIOB, TSDKEIIbIE HMMYHHBIE PEaKIUU, TETUIOBOM ydap U Tak
nanee (Tabmuia 1).

HecmoTpst Ha pazHooOpasue KIMHUYECKUX MposBiIeHUH, B ocHOBe [IBC-cunapoma
JIekKaT HApyIIEHUS CBEPTHIBAEMOCTH KPOBHU, BEI3BAaHHBIE UCOATAHCOM SHJIOTC€HHBIX
AHTUKOATYJSTHTHBIX U (PUOPUHOIUTHUECKUX MEXaHU3MOB. UpesMepHas akTHUBaIUs
TpOMOWHA NPUBOAUT K MPOTECOJUTUYECKOMY pacileryieHuto ¢GuOpUHOreHa U
oOpazoBanuto (pudpuHa B cocyauctoM pycie. Ecnu mnorpebienue ¢dakTtopos
CBEpTBHIBAHUS KPOBHU MPEBBINIACT UX CHUHTE3 B TEUYEHH, BO3HUKACT JAePULIUTHAS
KOaryJyomnarusi, COMPOBOXKIAIOIIASACS TPOMOOIIUTONIEHUEH, KOTOpasi CUTHAIU3UPYET
O TIOBBIIIEHHOM pPHUCKE KpoBOoTeueHHIl. CTaTUCTHYECKHE HAHHBIE O YacToTe U
ucxonax JIBC-cunipoma pa3innyaanch, MOCKOJIbKY MAIUEHTHI C 9TUM 3a00JI€BaHUEM
4acTO UMEIOT OCHOBHBIC 3a00JIEBaHUS U JIONIOJIHUTEIbHBIC PUYKHBI, YTO IPUBOJIUT
K 3aJep)KKe IUArHOCTHMKM M €€ HeTOYHOCTH.' Kpome Toro, ObUIO yCTaHOBIEHO
pasiauyue B HCHOJIB30BAHUU  IIIKAJI JABC-cuHpoma MOXKET MPHUBECTH K
CTaTUCTHYECKUM pPa3IU4usIM B TEUCHUM 3a00JieBaHUS B PAa3HBIX CTpaHaX W
OOJBHUIIAX, B 3aBUCHUMOCTH OT HUCIOJIb3yeMOU OayuibHOW cucTeMbl. Pazmuums u
CBS3b MEX]y Pa3JUYHBIMU CHUCTEMAaMH OILICHKM OyayT OOCYXKIEHBI B pazjese
"JlmarHoctuka'.

Yacrora passutus [IBC-cuHapoMa y ManyMeHTOB B OTICJICHUM HWHTEHCUBHOUN
tepanuu (OUT) coctaBnsier oT 18 10 32% B COOTBETCTBUM C AMArHOCTUYECKUMU
kputepusimu ISTH (MexnyHnaponHoe o6miecTBo TpomOo3a M Tremocrasa), B TO
BpeMsi Kak yactorta pa3Butus [IBC-cunapoma no kpurepusim JAAM (SnoHckas
accoIMalys HEOTJIOKHON MEIUITUHBI) COCTABIISIET 8,5%.%7 28-nHeBHas CMEpPTHOCTh

ot JIBC-cunapoma cocrabisieT okoiio 20—50%. Cencuc u CeNTU4ECKUM 10K MOTYT
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npuBecTH K pa3zsutuio JIBC-cunapoma 3a cuet Takux (akTopoB, KaK IATOKWHOBBIN
HITOPM U MOBPEXJICHHUE 3HIIO0TENN, a nporpeccupoBanue /IBC-cuHapoma MoxeT
emie Oonpire ycyryouth AuChYHKIMIO opraHoB. Cerncuc sBIsSeTCS HauOosee
pacnpoctpanerHHoi npuunHou JIBC-cunapoma. Yacrora passurus IBC-cuanpoma
y TMalMeHTOB ¢  cencucom coctabisger 46,8% mno gaHHeiMm  JAAM
DIC.? PactpocTpaneHHOCTh Konebnercs or 56,1 mo 60,8% mno mammeim ISTH
SIC.>**B Espome pacmpocrpanenocts SIC (Cencue-uH Iy IMPOBAHHOM
koanityornaruun) cocrasuia 22,1% no nqanuaeim uccnenosanus HYPRESS, B kotopom
OllEHMBAaCh IUArHOCTHKa cercrca no kpurepusm SEPSIS-3.° CmepTHOCTH OT
JABC-cungpoma, cBsizZaHHOTO C cerncucoMm, coctaBigaeT 30%, HE3aBUCHUMO OT
UCIOJIb3YEMbIX JUAarHOCTHYECKUX CTAHJAPTOB. TpaBMbl, OCOOEHHO TSXKENbIE,
CBSI3aHHBIEC CO 3HAYUTEJBHBIM MOBPEKICHUEM TKAaHEW U IIIOKOM, MOTYT COCTABIISATh
3HAYUTEIbHYIO 4acTh ciaydaeB [IBC-cuaapoma. Y nanueHToB ¢ 4EPEMHO-MO3TOBOM
TpaBMo# 4actora passutus JIBC-cunapoma moxer gocrurarts 30-40%.'% ' JIBC-
CUHAPOM Habmomaercss mnpuMepHO Yy 7%  TMalMEeHTOB €  COJIUTHBIMHU
3JI0KQYE€CTBEHHBIMM HOBOOOPA30BaHUSIMH, U 3TOT IOKA3aTeNlb YBEIUYMBAECTCS IO
Mepe MPOrpeccUpoBaHus 3a00J€BaHUS U y NAUEHTOB, MOJIBEPKEHHBIX PHUCKY
TpoMboTHYeCKUX ocnoxHenuid. © Kpome toro, JIBC-cumapom HaOmomaercs y
3HAQYUTEJIbHOW YacTH MAlMEHTOB C Te€MaTOJOTMYECKUMH 3JI0KaY€CTBEHHBIMU
HOBOOOpPA30BaHUSIMU, MPUYEM YaCTOTA €r0 BO3SHUKHOBEHHUS BBIIIE MPH OCTPOM
neiikoze (15-17%). '° Takue OCIOKHEHMS, KaKk OTCIONWKA IUIALEHTHI, SMOOJIHS
OKOJIOIUIOAHBIMM ~ BOAAMHM M OJKJIAMIICHS, SIBISIIOTCA  PACIpPOCTPAaHEHHBIMU
npuunnamu JIBC-cunapoMa y GepeMeHHbIX keHiuH.'* JIpyrue npuunnsr JIBC-
CUHApPOMA CBSI3aHBl C COCYIMCTBHIMU HapyIICHUSIMHU, 3a00JIEBaHUSIMHU TICUCHHU,
UMMYHHBIMH PEAKIUSIMU, TOKCUHAMH U TPaHC(Y3MOHHBIMH PEAKIIUAMU, KK Ias U3
KOTOPBIX UMEET CBOIO MaTO(U3UOIOTHIO.

[Iporuo3 npu JIBC-cuHapOME TECHO CBSI3aH C OCHOBHOM NPUYMHON U CKOPOCTBIO
MOCTAHOBKM JUArHo3a U Hadaja JIeYeHHs. YPOBEHb CMEPTHOCTH BBICOK, OCOOCHHO
B CJIy4asix, BbI3BAHHBIX CEIMCHCOM, PAKOM WJIM CEPbE3HBIMH TpaBMaMH. PaHHss
JMAarHOCTHKA W JICYCHHE OCHOBHOTO 3a00JIEBaHUS, a TaKKe IO KUBAIOIIAS

Tepanusi MOryT YJIy4IIUTh NPOTHO3 (Tabnuua 1).
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Ta6auua 1. ITnonorusa JABC-cunapoma.

ITHOoN0rHYecKas IIpuunHbI ITpumepHan IIpornos
KaTeropust 4acrora
Wudexunn Cercuc, 30-50% CumeptHOCTS 40%); CBOEBpEMEHHOE
OakTepuanbHas Je4eHUe aHTUOMOTHKAMH U
ITHEBMOHUSI MOJIJICP KU BAFOLIAsE TEPAITHS HIMCIOT
pelnaroniee 3HaYCHHE.
Tpasma Tsoxenas 10-50%, UYMT | CmepTtHOCTH 25-34%); CBsI3aHa C
TpaBMa, 36-41% TSOKECTHIO TPABMBI M CBOEBPEMEHHBIM
JOPOXKHO- MEIUITUHCKUM BMEIATEIbCTBOM; MOXKET
TPaHCIIOPTHBIC MPOTPECCUPOBATH JI0 MOTHOPTaHHOM
MPOUCILICCTBHS HEJI0CTaTOYHOCTU
ComuaHbie Pax 5-15% CBs13aHO C THIIOM paka, CTamuel u
omyxomu'® TOKETYI09HO neyennem. Ilo cpaBHEHUIO ©
M JKeJIe3kl, narertamu 6e3 [IBC, y manueHTos ¢
JKeIIyaKa, PaHHHUMU U IO3JHUMHU CTaAUAMUN
JIETKHX 37I0KaYECTBEHHBIX OMyXO0JeH, Y KOTOPBIX
pasBuics JIBC, 6pumi Oonee HU3KHE
IIOKa3aTeJIn BBIDKMBACMOCTH.
I'emaromornyeckue OJUI 15-20%
pakoBEIE OMIJI 70-80% CwmeprHocTs 20% (30 mueit) CMepTHOCTD
3aboneanus ® 8 OIlJ1 20% 42.5% (30 nneit)
Axymiepckue Ortcroiika 1% CwmeptHOCTH 1% upe3BbIYaiiHbIC
OCJIOKHEHHS " TUTAICHTEI, CHUTYaIIlUH, TpeOyIolIre ObICTPOi
TSDKeNas 0.2% TUATHOCTHKH U JICUCHHUS; TPOTHO3
MIPEIKITAMITCHSI CBSI3aH C COCTOSIHHEM MaTepH | TUI0JIa.
Temnosoii ynap?®>?? | Temnosoii ynap | 9.6-28.4% CmepTHOCTH 26%
M3-32 BBICOKHX
TEMIIEPATyp
Vkyc 3men’>? VKyc 3Men
25-50%, B
3aBHCUMOCTH
ot reorpaduu
BueOospHUYHAS 10-30% CmeptHOCTH 83%
OCTaHOBKa cepana
Cocynucrsle MaJIeHbKast
aHOMAJTUH HPOIIOPIIUS
NmmynoonocpenoBa | CuctemHas MaJIeHbKast CBS13aHO C KOHTPOJIEM 3a00JICBAHUS U
HHbIE 3a00JICBaHUS KpacHas MPOTOPIUS HMMYHOCYTIPECCUBHOM Tepanuei; MoxeT
BOJIYaHKa, BJIUATH Ha IlOJ]FOCpO‘IHBII\/'I IIPOTrHO3
anTudochormn
UIHBIH
CHHPOM

OJUI — octpeiii muMpoobracTHbIi neiiko3, OMJI — octpeiii Muenouansiid seiiko3, OIJI — octpsrit

MIPOMHUETIOLMTAPHBIH JIEHKO3
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3 MATOPU3NOJIOT'UA

3.1 Teopust BogOnmaga v KJIETOYHAS TEOPUS

JABC-cunapom xapakrepusyeTcs HapylIeHUEM OajaHCca MEXKIY CBEPTHIBAEMOCTHIO
KpOBU W KpPOBOTOUMBOCTbIO B opraHusme. UToObl  MOHATH  €rO
naTo(pU3NOIOTUUECKUE MEXaHU3MbI, HEO0OXOIMMO pacCMOTPETh JBE TEOPHUHU:
TEOPHIO KAaCKaJla U KJIETOYHYIO TEOPHIO.

B nauane 1960-x romoB Maxkdapneitn, [[3Bu u PatHodd BRIIBUHYIN «KaCKaTHYIO
TEOPHIO»  CBEPTHIBaHUA  KpoBH.’®?’ OHM  NPEANONOKHIM, 4YTO  (DAKTOPBI
CBEPTHIBAaHUS KpPOBU CYIIECTBYIOT B HEaKTUBHOW (opme MpoPEepMEHTOB, H
aKTUBAIUs OJHOIrO (haKTopa 3alyCKaeT MOCIEA0BaTEIbHOCTh MPOTEOIUTUYECKUX
peakumii. DTOT KackajJ aKTUBUPYET MOCIEAYHOUIMEe (EpMEHTHI, YTO MPHUBOIUT K
o0pa3oBaHUIO TpPOMOMHA, KOTOpBIA pacwemisier (uOpuHOreH, o00paszys
(UOPHUHOBBIN CTyCTOK, BBI3BIBAIOIIMI CBEPThIBAHUE KpoBH. HecmMoTps Ha mumpokoe
IpU3HAHUE, ATa TEOPUsS HE MOXKET OOBSICHUTH HEKOTOpBIE SBJICHUS, TAKUE Kak
OTCYTCTBHE KPOBOTEUEHHUH y MAUEHTOB C AepUIUTOM (pakropa xoarymsauuu XII
(FXII), npexammkpenna (PK) 1 BBICOKOMOJEKYJISIPHOTO KHHUHOT€HA, HECMOTPS Ha
YVUIMHEHHOE BPEMSI aKTUBUPOBAHHOIO YaCTUYHOTO TPOMOOIIJIACTUHOBOTO BPEMEHHU
(AYTB). ** V manmentoB ¢ remodumueini ¢ peduumrom VIII u FI dakropos
KOAryJsIuy  Takke 3HauutelnbHO yaiuHeHo AUTB, Ho HabmomaeTcs sBHas
CKJIOHHOCTb K KPOBOTEUECHMSIM.

KinerouHo-o60cHOBaHHasi MOJENb, pa3padOTaHHAs B TMOCIEAHEE JECITHIIETHUE,
MOXET Jy4lle OOBSICHUTh MPOLECC TIeMOCTa3a U IMOCTENEHHO IOJy4YaeT
npusHanue”’ (puc. 1). ComacHO 3TOM MOIENnH, KOAryJslusi IIPOMCXOAWT HE Kak
KACKa/IHBIN rpolrecc, a perynupyercs CBOMCTBaMU KJICTOYHBIX
noBepxHocTel. [Ipouecc nenurcs Ha TpU B3aMMOCBSI3aHHBIX 3Tala: MHUIMALMA,
YCHUIICHHUE U pacrpocTpaHenue’’

Ha srane mHUImManuu paszinyHble (GaKTOpbl, TAKUE KAK MOBPEKACHUE YHAOTEIUS
WM BOCTIAJIUTENbHBIE CTUMYJIbI, BBI3BIBAIOT 3KCIpeccuio TkaHeBoro (axrtopa (TF)
Ha KJIETKAaX, KOTopble ero coaepxar. Koarymamus HaumHaercsa, korga TF
cBs3biBaeTcst ¢ (akrtopom VII, oOpasys BHEmHMI TEHA3HBIH KOMIUIEKC. DTOT
komiuiekc akrtupupyer FIX wum FX B wmecre mnospexaenus.’' FXa ObicTpo
HelTpanuzyercss uaruoutopom nytu TF (TFPI), uro npuBoguT k oOpa3zoBaHUIO

HEOOJBIIOTO0  KOJIMYecTBa TpoMOWHA. TpOMOMHOBAsE ~ BCHBIIIKA  CTAHOBUTCSA
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HEHTPaJbHBIM COOBITHEM Ha JTale YCWIEHUS M pacupocTpaHeHus. TpomMOuH
aKTUBUPYET TPOMOOLMTHI uepe3 mpoTea3-akTuBupyembie peuentopsl (PAR), B
JaCTHOCTH PAR-4.*> Ota  akTuBanus OPUBOIUT K  BBICBOOOXKICHHIO
MPOKOATYASHTHBIX  (ochonmunuaoB, Takux Kak  (Qocdaruguicepun U
dbocdaruauniTaHOTaAMIH, HA TIOBEPXHOCTU TPOMOOLIUTOB JIJIs1 aKTUBAIIMH (DaKTOPOB
CBEPTBHIBAHMSA.>® DTa aKTUBAIMSA NPUBOAUT K BBHICBOOOXKIEHHMIO MPOKOAIYJISHTHBIX
dbochonmumumoB, Takux Kak (ocharmmuncepud U GochaTUAMIAITAHOIAMAH, HA
MOBEPXHOCTH TPOMOOLIUTOB, UTO JIOMOJHHUTEIHHO AaKTHBHPYET  (PAKTOPHI
cBepreiBanus.’ Tpombun Ttakke axtusupyer FXI, FVIII u FV, cBsasbiBasich
peuentopamu GP1b Ha moBepXHOCTH TPOMOOLIMTOB U TEM CaMbIM 3amyckas ¢a3zy
ammmpukanun. FXJla ycunuBaer npespamenue FIX B FIXa kak ocCHOBHOTO
KOMIIOHEHTa TEHAa3HOro KoMIulekca. TpomMOuH B3aumoneictsyer ¢ PAR-1 Ha
SHAOTEINANBHBIX KJIETKaX, aKTUBHUPYS CUTHAJIbHBIE IMYyTH BOCMAJIEHUS, KOTOPHIE
MPUBOJIAT K BBICBOOOXKACHUIO (hakTopa o Bunedbpanna (VWF), anruonostuna-2
u P-cenexktuHa, TeM caMblM YCWIMBAs BOCHAJIUTEIBHYIO PEaKUUIO U BbI3bIBas
oOpasoBanre MHUKpPOTpoMOOB. > Ha orame pacnpocrpanenus FVIIla u FIXa
00pa3yroT BHYTPEHHUI T€HA3HbI KOMILIEKC, TeHEPUPYS 3HAYUTEIBHOE KOJIMYECTBO
FXa. FXa n FVa o0pa3yer npoTpoMOMHAa3HBIN KOMILJIEKC, KOTOPBIA MpeoOpasyer
IpOTPOMOMH B TPOMOMH B 0OIBIIMX KojuuecTBax.’® TpoMOUH Takxke mpeobdpasyer
¢bubpunoren B ¢GuOpuH, cBA3bIBacT TpomOoiuThl uepe3 perentop GPIIb/IIa,
co3naBasi CTaOWIBHBIA CTryCTOK. TpOMOOLMTHI OOECIEUMBAIOT PEAKLHUOHHYIO
aThopMmy sl BRIPAOOTKU OOJBIIOrO KOJIMYECTBA TPOMOMHA, KOTOPHIM, B CBOIO
o4yepellb, IPUBJICKAET U aKTUBUPYET OOJbIle TPOMOOUUTOB, MOITOMY aKTHUBALIUS
TPOMOOLIUTOB TPOMOMHOM SIBJISIETCS] BAKHBIM 3TAllOM KOATYJISILIUH.

[Ipekpamienue KOAryJIsILiH peryinupyercs ($U3HOIOTUYECKUMHU
AHTUKOATYJISTHTHBIMU MEXaHU3MaMu, BKJIFOYASI aHTUTPOMOUH (AT),
aktuBupoBaHHbIl TiporenH C (APC) u TFPI. ®ubpun B KpOBEHOCHBIX COCYAAX
3alyCKAaeT OMNOCPENOBaHHBIM IMJIa3MUHOM  (UOpUHOIU3. PUOPUHOIUTHYECKAS
CUCTEMA, KOTOPasi UTPAET KIFOYEBYIO POJIb B 3TOM IPOLECCE, B OCHOBHOM COCTOUT
U3 TJIa3MHUHA, aKTUBATOpOB TutazmMuHoreHa (PA) m wHTHOWTOPOB aKTUBATOPOB
mnasmunorena (PAI).’

B coBokynmHOCTH TeopHsi KacKaJHOro TpoMOOoOpa3oBaHUsS M KIETOYHAs TEOPHS

naroT 0osiee MOJHOE MPEACTABICHUE O CIOKHBIX Ipolieccax, cBa3aHHbIX ¢ J[BC-
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cuHApoMoM. Teopusi KackaaHOro TpomOooOpazoBaHUsS oOOecIeYnBacT 0a30BYIO
OCHOBY Il TIOCJIEIOBATEIIBHOCTH COOBITHIA, CBSI3aHHBIX C KOaryjsiued, a
KJICTOYHAsl TEOPHsS JOMOJHSET €€, YYHUTHhIBas KJICTOYHBIC B3aUMOJCUCTBUS H
PETYISATOPHBIE MEXaHHM3MBI, KOTOpPHIE HMEIOT pElIalIiee 3HAYeHHe IS
MOJICp)KaHUsST TeMOCTa3a W TPEAOTBPAIEHUS TaTOJOTHYECKOro TpomoOo3a. B
koHeuHoM cuere JIBC-cunmpom mpexactaBisieT co00i  MPOTPOMOOTHYECKOE
COCTOSIHHE, XapaKTepU3YIOIIeecss aKTUBAIMEH TPOMOOIMTOB TIOA JICUCTBUEM
TpOMOMHA,  YCHUJICHHEM  Koarymsiuuu W oOpa3zoBaHHeM  (UOPHUHOBBIX
cryctkoB. OgHako 1o Mepe mnporpeccupoBanus JIBC-curmpoma mnorpebieHme
(bakTOpOB CBEPTHIBAHUS KPOBH M TPOMOOIIMTOB MIPUBOAUT K TUTIOKOATYIISIIUH, YTO,

B CBOIO O4CPCAb, ITOBLIIIACT CKIIOHHOCTHh K KPOBOTCUCHHAM.

UHunumaumn Prothrombi
e FX fesronan FVII FVilla
Extrinsic tenase complex TFPI—— ‘ HeGonuitles REMSes ' Amnnudoukaums
1
i FVila  FVila FXa FXi
1
ETissue factor | - -
! , %
TF bearing cells )
(Endothelial cells, =% h Platelet Activation FXla
VWF GPlb
FIX
FVila FV *—-
\
FX MpoTpomMBUHa3HLIN KOMNNEeKC
PacnpoctpaHeHne Y

BHYTPEHHWIA TeHa3bli komnnekc / %

FIX

PucyHok 1. KnemouHas modenb Koazynayuu. KnemoyHas modens [BC nodyepKusaem posb KaAemovHbix 83aumodelicmauli 8
Koaeynayuu. MHuyuayus npoucxooum Ha Kaemkax, Hecyujux T®, yepe3 sHewHul rnyms, Yymo npusooum K 06pa3080HUIO
mpombuHa. 3mom mpombuH akmusupyem 6oabwe akmopos Koazynayuu u mpomboyumos, ycunusaa omeem. Pasza
pacnpocmpaHeHus, 8 0CHOBHOM Ha MosepxHocmu mpombouumos, eeHepupyem bosbuwioli 8bi16poc mpombuHa, Heobxodumsili
0417 06pa308aHUA hUOPUHOBO20 C2YCMKA, KMAOHE8020 3MAna 8 npoyecce Koaz2yaayuu.

3.2 ®enotunsl JIBC-cunapoma

Cytp narodusuonoruun [IBC-cunnpoma 3akiarodaeTcss B HapyIICHUU PaBHOBECHS
MEXJy TPOKOATYJASHTHBIMHU W aAHTHUKOAryJISHTHBIMM CHJIaMHU. DTOT JucOaliaHc
MPUBOIUT K HEPABHOMEPHOMY IMOTPEOJICHHUIO PA3TMYHBIX KOMIIOHEHTOB, KOTOPOE

TPYAHO MPEACKA3aTh U KOTOPOE KOJIEOIETCS HAa MPOTSKEHUH BCETO 3a00IeBaHus, B



%‘gﬁ

KOHEYHOM UTOTE BIIMSISI HA JOMUHUPYIOUNH KiinHnueckuit penorun. JABC-cunapom
Kiaccuumupyercss Ha TPOMOOTHUECKUH W (puOpMHOIUTHYECKUN (EHOTUITBI B
3aBHCHUMOCTHU OT CTENEHH TPOMOO3a U KPOBOTEUECHHUS, MPU 3TOM KaXKIblil (heHOTHUIT
XapaKkTEPU3yETCs TPOMOO30M M KPOBOTEYEHUEM COOTBETCTBEHHO® (pHC. 2).

TpomboTtuueckuii JIBC-cunapom XxapakTepusyeTcsi aKTHUBallM€W CBEPTHIBAHUS
KPOBHM, HEJOCTATOYHOW aHTUKOATYNIAlMEH, TOBPEXKACHUEM OHHAOTENUA U
uHTHOUpoBanueM QuobpuHonusa c¢ nomoilsio PAI-1. Ot daxtopsl nmpuBomar k
00pa3oBaHUIO MHUKPOCOCYIHUCTHIX (PUOPHHOBBIX TPOMOOB U TOCIETyIOIEH
nuchyHkuuu opraHoB. Kpome Toro, n30sITouHas BIpaboTKa TPOMOUHA MPUBOIUT K
UCTOUICHMIO 3a11aCOB TPOMOOLIUTOB U (PAKTOPOB CBEPTHIBAHUS KPOBH, UTO TPUBOAUT
K COCTOSHHIO, W3BECTHOMY Kak Koaryimomarusi morpebneHus. O6 stom
CBUJICTENLCTBYET MEUJICHHOE MPOCAYMBAHUE KPOBH, YACTO B O0JACTH CIM3HUCTHIX
00o05ioueK, B MeCTax MPOKOJia KPOBEHOCHBIX COCYIOB M B MECTax TpPaBM WIHU
XUPYPrHYECKOr0 BMEIIATENLCTBA.” BaKHO MOHUMATH, 9TO TpoMOOTHYECKas popma
JIBC-cunapoma Takke CBA3aHa C ONPEICICHHBIM IeMOPParuueckoro CHUHApPOMa

noTpeOIeHMS.

TpombGoTuyeckumn cheHoTMN
AKTUBaUuA Koarynsuum

HepoctaTtouyHas aHTUMKoarynsuus

fmnocunbpuHonus

PucyHok 2. TeyeHue []BC: ducbanaHc caepmeisatoujeli cucmemsl, GHMUKoa2yAAHMHOU GKMusHoOcCmMu u cucmembl pubpuHoOU3a.
Jea peHomuna [JBC: mpombomuyeckuli u pubpuHonumuyeckuli. Toombomuyeckuli peHomMun 8KAOYAEM AKMUBAYUIO
Koaeynayuu, HeAoCMAamMOoYHy AHMUKOARYAAYUIO U 2unogubpuHOU3, YMO yKa3bieaem HA CKAOHHOCMb K 06pa308aHUIO
mpombos. Hanpomus, pubpuHonumuyveckuli peHomun xapakmepusyemcs aunep@dubpuHoau3om, Ymo npednosazaem
nosbiweHHbIl PUCK KpoBomMeveHus U3-3a YpeamepHo20 pacrnada mpomba.
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JABC-cunapom ¢ puOpHHOMUTUYECKUM (PEHOTUIIOM XapaKTepU3yeTCs Ype3MepHON
BEIPAOOTKONW TPOMOMHA M CHUCTEMHBIM TATOJIOTHYSCKUM THUIEPHUOPHUHOIU3OM,
BBI3BAHHBIM OCHOBHBIM 3200JIEBAHHEM, YTO MPUBOAMUT K CUIIBHBIM KPOBOTEUEHUSIM
B pesyibrare upe3MepHol Bepaborku miasmuna.’ [Ipu  JIBC-cunmpome,
BBI3BAHHOM  CEIICHCOM, THUIIMYHBIM IIaTOJIOTUYECKUM CIEHApUEM  SBIISIETCS
Ype3MEpHOE  CBEPTHIBAHME  KPOBH,  CONPOBOXKIAIOIIEECS  IOJABJIECHUEM
¢ubpuHoONM3a, YTO  MPUBOAUT K  TPOMOOTHUECKHUM  TMOBPEKICHHIM
opraHoB. HanpotuB, JIBC-cuHIpoM, BbI3BaHHBIM TpPaBMOM, XapaKTepU3yeTCs
CWJIbHBIM MOTpeOIeHnEeM (PAKTOPOB CBEPTHIBAHHUS KPOBU B COYETAHUU C BHE3AITHBIM
runeppuopunonm3om. *’

KpailHe BaXHO TIOHMMarb  MOJIEKYJSIPHbIE  MEXaHWU3Mbl,  CBSI3bIBAIOLIUE
¢dbuszunonornyeckue mnpoueccel mpu JBC-cuHapoMe, TOCKOJIBKY OSTU 3HAHUS
HE00XOIUMBI JIJ1s1 pa3pa0d0TKH 3((HEKTUBHBIX TUATHOCTUYECKUX U TEPANIEBTUYECKHUX

CTpATETUH.

4 MOJIEKYJISAIPHBIA MEXAHU3M

4.1 UauuuupoBaHue HAPYLICHUI CBEPTHIBAIOLIEH CHCTEMbI KPOBH

4.1.1 IloBblIeHHASI AKTUBHOCTH TKaHeBOTO (akTopa (TF)

Kommnekc  TF-FVIIa  gBmgercss  OCHOBHBIM  HWHHUIIMATOPOM  AKTHUBAILIUU
xkoarymsauuu. TF, cmyxamuii  BeicOKOAQ(UHHBIM pELEnTOpoM U KO(paKTOpoM
¢dakropa FVII/VIla, noBceMecTHO 3KCIPECCUPYETCs HA PA3IMYHBIX TUIAX KIIETOK,
BKJIIOYass MOHOLIMTBI, SHIOTEIHAIbHBIE KJIETKH, TPOMOOLMTHI, JUMQPOLMUTH U
pakoBble KiIeTKH.'' ™ Bo BpeMs OCTPOro BOCHAIEHHS WM CEICHCA PELENTOPHI
pacnio3HaBanus 00pa3oB (PRR) cBs3bpiBatoTCs Kak ¢ MOJIEKY/ISIPHBIMU MTATTEpHAMH,
accolMMpoBaHHbIMU ¢ TaroreHoM (PAMPs), Tak u ¢ MONEKyIIpHBIMHU aTTEpHAMM,
accollMMpoBaHHbIMU ¢ mnoBpexaeHueM (DAMPs), unnyuupys skcopeccuto TF
NPEeUMYIIECTBEHHO  HAa  MOHOUMTAaX W  WHUIUUPYS  IPOKOATYJSHTHBIE
peakiun.** > AKTUBMPOBAHHBIE MOHOLUTEI TAKXKE BBICBOOOMIAIOT BHEKJIETOUHEIE
BE3UKYJIbI, SKCIIPECCUPYIONIHE Ha cBoei moBepxHocTH TF u docdaruauncepun,
AKTMBUPYIOLIME  BHYTPEHHHE M  BHEIIHHE MyTH  CBepThiBaHMA.'® D1H
MUKpPOBE3UKYJbl, Oorarbie TF, MOryT mNpUKpemasiThcs K aKTUBUPOBAHHBIM

TpoMOOIIMTaM, HEWTpopuiIaM U DSHAOTEIUATbHBIM KJeTkaM. BocnanurenbHas
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peakuusi, Bbi3BaHHass PAMP, rtaxxke wuHaynupyer okcnpeccutro TF B
SHIOTEIMAIBHBIX  KJIETKaX, 4YTO eIlle OoJybllie  CIOCOOCTBYeT  KackKamy
Koaryysun.’** AKTUBMPOBaHHBIE SHAOTETHAIBHBIE KJIETKH COCYI0B, TPOMOOIMTHI
Y BHEKJIETOYHBIE BE3UKYJIbl YCHIMBAIOT peakuuto TF, yckopssi mpokoaryiassHTHOE
cocrosiuue.”’ BHYTPUKIIETOYHBIE HMMYHHBIE CEHCOPBHI, Takue Kak DAMP-
UHAYIUPOBAHHBIE HH(PIAMMACOMBI, TaKXe CTHUMYIUPYIOT BbICBOOOKIeHue TF
nocpeacTBoM muponTosa.’’ [ToMuMo MHUIMANKMU Koarysiuu, TF Takke mrpaer
BOXHYIO pOJIb B BOCHAJEHUHW, BBICTyNas CBS3YIOIIMM 3BEHOM  MEXKIY
BOCIAJIUTEIBHBIMU U KOATYJIALMOHHBIMU Tipouieccamu. TF oOnanaer curHanbHOU
aKTUBHOCTBIO, KOTOpas CIIOCOOCTBYET PAa3BUTUIO psiia  BOCHAJIMTEIbHBIX
peaknui. JTa nepeaada CUrHajgoB mpoucxoaut yepes3 PAR B couetannu ¢ npyrumu
(akTopamMu CBEPTHIBAHMS KPOBHU, UTO IPUBOAUT K SKCIIPECCUU IMPOBOCHATUTEIBHBIX
IUTOKUHOB YW W3MEHEHHIO (eHoTuna sanorenus.’' HemaBHee wucciemoBaHme
nokasano, uro TF cBsi3bIBaeTCs ¢ peuentopoM uHTeppepoHa-anbpa 1 u 61okupyer
€ro mepeady CUTHajoB, MPENOTBpAIasl CIIOHTAHHOE CTEPUIIBHOE BOCHAJIECHUE H
NOIEPKKBAas MMMYHHBIH TOMeOocCTa3.”” B Mojmensx cemncuca Ha HKUBOTHBIX
reHeTH4ecKoe yaaieHue ¢gakropa (pon BuineOpanna minv ero MHrMOMpPOBaHUE C
NOMOIIBIO HEUTPATU3YIOIUX AHTUTEN MOXET NPEIOTBPATUTh WHULIUALINIO
KOAryJIsUM W CHH3UTH YyPOBEHb CMEPTHOCTH. ' OmHAKO M3-3a BaXXHOU
dbusmnonornyeckoit ponu dakropa pon Bumnebpanga npu cerncuce KIMHUYECKHE
UCCIICJIOBAHUS  CHUCTEMHBIX  MHrubutopoB  (akropa ¢on  BumieOpanna
3arpynHeHbl. B koHTekcte paka TF mMOBBIIAET CKIOHHOCTH OMyXOJIEH K
TpoMOOOOPa30BaHUIO U CITIOCOOCTBYET B3aMMOJICUCTBUIO MEXIY TPOMOOLIMTAMU U
PAKOBBIMH KJIETKAMHM, UIpas BaXHEHUIIYIO POJIb B PACIPOCTPAHEHUM OIYXOJH I10
kpoBoToKy.”* Besukynnsl TF, oOpasyroimuecs Ipy pake, HIPAKOT KIIOUEBYIO POJIb B
MPOLIECCE KOATYISIUKU. DTH BE3UKYJbl AKTUBUPYIOT BHEIIHUIA KacKaJ KOaryJsluu,
YTO MPUBOIUT K OTIOXKEHUIO (hubpuHa u oOpazoBanuto TpoMOoB. Besukynbl TF,
oOpa3zytouecs npu pake, UTparoT BaXXHYIO pOJib B aKTHBAL[MM BHEILIHErO Kackaja
KOAryJsiliid, 4YTO TPUBOAUT K OTIOXKeHWI0 (ubpuHa u  00pa30BaHUIO
TpoM60B.>> Kpome Toro, Besukyinbl TF, BblmenseMble HEPAKOBHIMU KIETKAMU U
HUPKYIUPYIOIUMU OITYXOJIEBBIMU KJIETKaMH, CIOCOOCTBYIOT
koarynsiuuu. PactBopumeiii TF, B KOTOpOM OTCYTCTBYIOT TpaHCMEeMOpaHHbIE U

OUTOINIa3MAaTUYCCKHUEC OJOMCHBI, TAKKEC MOXKET OBITh CBSI3aH C BHEKJICTOYHBIMH
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BE3UMKYJIaMU HaA IIOBEPXHOCTHM PAKOBBIX KIJETOK, IMOTEHIIMAJIBHO YCWIMBAs
IPOKOATyISIHTHYIO akTUBHOCTD. [logaBnenue TF B omyxomnsax moxeT 3pPexTHBHO
CAEPKUBATh METACTa3UPOBAHUE W CHUKATh TUIIEPKOATYIIALNI0, ACCOLMUPOBAHHYIO

C PaKOM, Ha MOJEIIAX MBIIIEH.

Cencuc

Pathogens Neutrophil
- o o
PAMPs -- sie
> -y C3a 4 | Coa
DAMPs =" - +

NETs?ws. 2 g / \Q‘rperauuﬂ TpomGouuToB
Myt Kkoarynsuvu

\, - rosry e L

Monocyte \ __— —_— :'( o \

Jp , % / B

Pathogens L1 8 : e . -
PAMPs S ’ ; 7

Pyroptosis | ‘ -@- ° ,:' Tpom6i
@@ @ @ 2@

DAMPs

PucyHok 3. lepeKkpecmHsie nomexu mexcdy gocrianeHuem u [BC-cuHdpomom. Cxemamu4eckoe u3obpaxceHue 83aumodelicmaus
mexcdy mpasmoli, namozeH-accoyuupo8aHHbIMU MOAEKYAAPHbIMU nammepHamu (PAMP), nammepHamu, accoyuuposaHHbIMU
¢ nospexdeHuem (DAMP), uMMyHHbIM omeemom U MymAMU KoaaynAayuu, eeoyuumu K obpasosaHuto mpomba. Tpasema u
namoeeHsl 3arMycKkarom akmusayuto Helimpogusaos, ymo npusodum K evicgoboxdeHuo NET u akmusayuu MOHOUUMOS.
AKmMu8uposaHHble MOHOYUMbI 3Kkcrpeccupyrom TF, ewe 6oabwe ycunueas Kackad Koazynayuu. BHympuKkaemoyHsie UMMYHHble
ceHcopbl, makue Kak DAMP-uHOyyuposaHHble UHGAAMMACOMbI, MAKX#e Cmumyaupytom ebiceoboxcdeHue TF yepe3 nuponmos.
KomnoHeHmo! Komnaemedma C3a u C5a makxe cnocobcmeyom aepezayuu mpomboyumos, Ymo emecme C KACKaooMm
Koazynayuu npusodum K 06pa3zosaHu0 mpomoa.

4.1.2 TpomOOUUTHI

AKTHBaIUsl U arperamusi TpOMOOIIMTOB UTPAIOT KITFOUEBYIO POJb B 00Opa30BaHUU
tpomMO0B mpu  [ABC-cunapome. TpoMOOIIMTEI  MEPBBIMU  pearupyroT  Ha
MTOBPEXIEHNE KPOBEHOCHBIX COCYINOB, M OCHOBHbIE mNpuuuHbl J[BC-cuHmpowma,
TaKue Kak MOBPEXKJCHUE DHAOTEINUS, KOHTAKT C MATOI€HOM WJIM BOCIHAJIUTEIIbHBIC
(haKkTOPEI, 3aIyCKAIOT arperamuo TpomoonuTos.’’ Baeknerounas JJHK u rucToHEI,
Oaktepuanbupie  nunononucaxapunsl  (JIIIC) w  BHEKIETOYHBIC  JIOBYIIKH
vedtpopmwioB (NET) mpu cencuce MOTyT HampsMyl0  aKTHBUPOBATH
TPpOMOOIIMTHI. AKTUBalMS Kackaga koarynsinuu ¢daxtopom ¢oH Bunebpanna u
nocieaymomnias BbIpaOOTKa TPOMOMHA CHOCOOCTBYIOT HE TOJIBKO OOpa3OBaHUIO
¢bubpurHa, HO ¥ CHJIBHOM aKTUBAIMHU TPOMOOIUTOB. [loce akTuBauu TpOMOOIIUTHI
MIPEIOCTABIISAIOT OOJIBINIE YYACTKOB CBSI3bIBAHUS C OoJyiee BBHICOKOW ah(OUHHOCTHIO

IJIsl aKTMBUPOBAHHBIX (PAKTOPOB CBEPTBHIBAHUA. S AKTHMBUPOBAHHBIE TPOMOOLUTHI
13



MOTYT JOMOJIHUTEIHLHO CTUMYIUPOBATh dKCIpeccuto (aktopa Gon Bumimebpanma
MOHOIIUTAMH U oO0pa3oBaHue puOpUHA, FIKCIpeccupys P-cenekTuH u crnocoOCTBys
aAre3uy TPOMOOIIMTOB K JIEUKOIIUTAM U coCyaucTou ctenke. Kpome Toro, Gosnbiiioe
KonmyecTBO (paktopa Gon BumneOpanaa, BHICBOOOKAAEMOTO M3-32 TOBPEXKICHUS
HHAOTENMS, BHI3BAHHOTO BOCHAJICHUEM, CIIOCOOCTBYET YCUIICHUIO B3aUMOACHCTBUS
TpoMOOIIMTOB CcOo cTeHKoW cocynoB mnpu JIBC-cunmpome. @aktop ¢oH
Bunnebpanna, dhaktop ocTpoid a3k, KOTOPHIA MOBHIIIACTCS ¥ BBICBOOOKIAETCS BO
BpEeMs CUCTEMHOT'O BOCTIAJICHUS, YCUJIMBACT aJr€3UI0 U arperannio TpPOMOOIIUTOB B
mMukpouupkyisinun.’’ YV manuentoB ¢ JIBC-cungpomom HaOmomaercs  Goee
BBICOKAsl aKTUBAIUS TPOMOOIUTOB, ueM y Tanuentos 0e3 JIBC-cunapoma.®’ Xors
KOJIMYECTBO TPOMOOLIUTOB CUMTAETCsl KpuTepuem s auarHoctuku JBC-
CUHApOMa, HcClenoBaHue (PYHKIHUA TPOMOOIIMTOB TAK)KE Ba)KHO JUISI BBIABIICHHUS

MTALIMEHTOB C BBICOKMM pUCKOoM pa3utus [IBC-cuanpoma.

4.2 IlepexpecTHbIe MyTH MexKAy BocnajgeHuem u JIBC-cunapomom

B3auMocBsa3p Mexay BocnanurtenbHOM peakuuerd u JIBC-cuHapomom ciiokHa U
BKJIIOYaeT B C€€0sS MHOXECTBO MOJEKYIAPHBIX MexaHu3MoB (puc. 3). Korna
MMMYHHAasl CUCTEMa CTAJIKUBAETCA C pa3IpaXUTEIIMH, TAKUMU KaK MH(PEKIUU WU
TpaBMbl, = OHa  3alyCKaeT  KacKaJ  pEeakUui, AaKTUBHPYIOIIMX  IYTHU
Koaryasuud. MoHOIIMTEI U Makpo(aru, OCHAIlEHHbIE MAaTOreH Paclo3HAIOIIMMU
peuentopamu, TakumMu Kak Toll-momobnsle peuentopel, Fcy-penentopsl u
peuentopel, comnpsbkeHHble ¢ G-Oenmkom, pacno3HaroT PAMP. Dtor mporecc
pacno3HaBaHUs NPUBOJUT K OOBEAMHEHUI0O HMMMYHHOIO OTBETa W IyTel
cBepThiBaHus. [I[poBOCTIaIMTENIbHBIE ITUTOKUHBI, B TOM uHcie (hakTop HEKpo3a
omyxomu (TNF)-o, wntepneiikun-1B (IL-1B) u IL-6, moryT neiicTBoBaTh Kak
IPOKOATYJISHTBI, XOTS TOYHBIE MEXaHU3Mbl MX JEWCTBHS JO KOHIA He
u3ydennl.’' Hanpumep, BosmeiictBue TNF-o Ha HeENbHYIO KPOBb IPHBOIUT K
arperauuv ¥ aktupauu TpoMmOouuToB. OnHako TNF-o Takke MOXET CHUXKaTh
aKTUBAIIMIO TPOMOOIIMTOB, MOAABISIsI 00pa3oBaHWE TPOMOOB 3a CUET BHIPAOOTKHU
NO.%* % IIpemnonaraercsa, 4ro IL-6 MNOTEHIMANILHO MOXKET MIpaTh pOIb B
AKTUBALUU CBEPTBHIBAHUS KpOBH, BBI3bIBas TF, 3aIyCKacMblIi
sHAOTOKCMHAaMU. OnHako, mo-BuAuUMOMY, IL-6 He cnocoOCTByeT akTHMBalUU

CBEPTHIBAHUS KPOBH, BBI3BAHHOM JIMIIONOJUCAXAPUIAMH Y moneir.’* B clokHOM
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cpeac opraHn3ma B3aI/IMOI[eI\/'ICTBI/Ie MCKAY BOCHAJIUTCIbHBIMU LIUTOKHMHAMH H

APYIrUMH MOJICKYJIAMH MOKCT BbI3bIBATH PA3JIMIHBIC 3(1)CI)CKTLI KoaryJsinuu.

4.2.1 DAMP u ABC

ITosiBsteTcss Bce Oounblle noka3areiabcTB Toro, yro DAMP, takume kak NET,
BHekseTouHas JIHK, 6enok BeicokononBmwxkHoi rpynmnsl 1 (HMGB1), 6enku S100 u
UUPKYJIUPYIOIIME THCTOHBI, WIPAIOT KIIOUYEBYI0 poib B pas3sutuu JBC-
curapoma.”” DAMP Moryr HanpsMyro BiIMAT, Ha Tmpouecc koaryisiuu. NET
CHOCOOCTBYIOT 00pa30BaHUI0 TPOMOOB, TIPEJOCTABIsAsA IMOBEPXHOCTh IS
B3aMMOJICUCTBUS KJIETOK KPOBHM U TMPOKOArYJISHTHBIX (PAaKTOPOB, TEM CAMbBIM
YCKOPsisi BRIPAOOTKY TPOMOUMHA U CBepThiBaHUE PuOprHa. B3auMopaeiicTBre Mexy
NET u TpoMOomuTamMu sIBJISI€TCA B3aWMHBIM: TPOMOOLMUTHI MOTYT aKTHBHUPOBATH
HedTpouibl, a komnoHeHTsl NET, B cBow oyepenb, aKTHBUPYIOT
TpoMOouuThl. [Ipn o6pasoBanun Tpomba TpomOOLUTHl npucoequHsoTcs K NET
HOCPEACTBOM B3aUMOJCHCTBUS € OTIIOKeHUsIMU C3b 1 THCTOHaMU, KOTOpPBIE CITyXkKat
Kapkacom mig obopazoBanust TpomOa. NET Takxke MoryT nepeHocutb gpakrtop GpoH
BunneOpanja, nomydeHHbIH U3 HEUTPO(UIOB, BO BHEKJIETOYHOE MPOCTPAHCTBO U
aktuBHpoBaTh (paxTop XII, ycunusas oOpazoBaHue TPOMOMHA KaK 110 BHYTPEHHEMY,
TaKk U 1o BHemHeMmy nyth koaryisiuuu. Kpome toro, NET, cocrosmue n3 JIHK,
TMCTOHOB M TPaHYIMPOBAHHBIX OEJKOB, BBICBOOOXKIAEMBIX AaKTHUBHPOBAHHBIMU
HEUTpoQHUIaMH, MOTYT BbI3bIBaTh BOCHAIUTEIbHBIE PEAKIUH W MPUBOIUTH K
MHKDPOCOCYAMCTOMY TPOMOO3y M HIIEMHUH TKaHew.

HMGBI1, HerucTtoHOBBIN AepHBIA O€JI0K, UTPAET BaXHYIO POJb B KOATyJALMH, B
YaCTHOCTM B aKTUBAlMM TpoMOouMTOB. BoO BpeMs 3SKCrepUMEHTaJbHOU
TPaBMbI/TEMOPPArHYECKOTO IIOKAa MPU HATUYUU  TPOMOOIUTOB C JAEPHUIIUTOM
HMGBI1 nauTtenbHOCTh KPOBOTEUEHHS YBETUUMBAETCS, a arperaiusi TpOMOOLIMTOB,
oOpa3zoBaHue TpPOMOOB, BOCHAJIEHUE U TMOBPEKICHUE OPraHOB CHHXKAKOTCS.
" HMGBI raxxe criocoben akrupuposarh npouecc NET-OKUCIeH s U 3aIyCKaTh
skenpeccuio TF B mononutax.”® Ilpu  cencuce yposenb HMGB1 B kpoBu
koppenupyer co 1mkaigoi JIBC wu olneHkoil mnocineaoBaTelbHOM OpraHHON
HEJOCTATOYHOCTH, KOTOPbIE€ HMEIOT pEIIaoIlee 3HAYeHHE JJii MOHHUTOPHUHIA

TSOKECTH CETICHCA B OTAEICHUY HHTEHCUBHOM Tepanuu.®’
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S100A9, mpencraButens cemeiictBa S100, o00pa3yeT KalnbOPOTEKTUH C
S100A8. OtoT TerepoauMep peryaupyer (QyHKUIHUIO MHETOUIHBIX KIETOK H
MOJYTHPYET BHYTPUKJICTOUHYIO TMepeAady CHTHAJOB KajbIUs, MOBBIIIAS
TPOMOOTEHHOCTh TPOMOOITUTOB 3a CYET BBICBOOOXKIEHMS (ocharuanicepua u
Mukpodactull.’ AKTUBMPOBaHHBIE  HEUTPOQMILI  MEPENAIOT  KalbIIPOTEKTHH
TpOMOOLIUTAM, YTO IIOBBIIIAET KX aIAr€3UBHOCTH M arperanuio.’ HemasHee
uccienoanue mnokaszano, 4ro S100A8/S100A9, B3auMomeicTBysl ¢ peLenTopoM
GPIbo Ha TpoMOouHMTax, MHAYIHPYET HKCIpeccuio P-cenekTnHa, akTUBHpYET
GPIIb/I1la u cnocoOcTBYEeT BHICBOOOKACHUIO MUKPOBE3UKYI U3 TPOMOOIIUTOB JJIsI
00pa3oBaHus  MPOKOAryJISAHTHBIX  TpoMOoimToB.”” HemaBHee — McclenoBaHue
nokazano, 4ro S100A8/S100A9, BzaumopeiictByss ¢ peuentopom GPlbo Ha
TpoMOoOLMTax, UHAYIUpPYET skcnpeccuto P-cenextuna, aktuBupyer GPIIb/Ila u
CIIOCOOCTBYET BHICBOOOXKICHUIO MUKPOBE3UKYJT U3 TPOMOOIIMTOB /JIsi 00pa30BaHMUs
IPOKOATYJISIHTHBIX TPOMOOIIMTOB. CBSI3bIBAHUE KAJIBIIPOTEKTHHA C INIMKOTIPOTENHOM
Ib Ha TpomMOOLMTaX MOXET yCHJIMBATh arperanuio, OoloCpeloBaHHYI0 (PaKkTopoM

¢oH BunneOpanaa, 4To MOAYEPKUBAET €I0 POJIb B KOATYIISUU.

4.2.2 IIuponTo3 u JIBC-cunapom

[TuponTo3, BocmanurenpHas ¢opMa TUOENIM  KIETOK, XapaKTepu3yeTcs
BBICBOOOXKICHUEM MEIMAaTOpOB BOCHAJCHUS NMPHU T'MOENU KIETOK, YTO 3allyCKaeT
BOCIAJIUTENBHYIO PEAKIMI0. DTOT MPOLECC SIBISETCS BAXKHEUIIMM KOMIIOHEHTOM
BPOKJIEHHON MMMYHHOW CHCTEMbl U B 3HAYUTENIBHOM CTENEHU CIOCOOCTBYET
akTMBaLMKM  cBepThiBanMs  KpoBu.'* Korma  kacmasa-11  oGHapyxuBaeT
BHYTPUKIIETOUHBIN OaKTepuaIbHbIN JTUIONOINCAXapua, OHA PACLICIUIAET ra3iepuH
D (GSDMD) Hna ¢parMeHTbl, KOTOpble O0Opa3ylOT HAHOMOPHI B KJIETOUYHOUN
MeMmOpaHe, 4yTO MPUBOAUT K mupornTosy. O6pazoBanue nop GSDMD 3anyckaer
CUCTEMHYIO KOAryJIsIIUOHHYIO PEaKIMI0; NPUTOK KaJbLUS 4Yepe3 H3TH MOpPbI
akTUBHpYyeT TpaHcMeMOpaHHbld Oenok 16F (TMEMI6F), ckumbGnasy, kotopas
CrocoOCTBYeT OOHakeHHI0 (pocharhauiIceprHa Ha MOBEPXHOCTH KIETKH. > DTO
OoOHa)KEHUE 3HAYUTEIHLHO TMOBBIIIACT MPOKOATYISTHTHYIO aKTUBHOCTh (pakTtopa (hoH

BusieOpana, TeM caMbIM aKTUBHMPYs KACKabl Koaryasnuun.
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4.2.3 Cucrema kommjiementra u JIBC

Cucrema KOMIUIEMEHTA TECHO CBsI3aHAa C NYTAMH KOAryJsilUM, YCHUJIMBas Kak
BOCIAJIUTENbHBIC, TAK U TPOMOOTHYECKHUE peakuu. Takue KoMIOHEHTH, kKak C3a u
CS5a, oOpasyromuecss NpU aKTUBAllMM KOMIUIEMEHTa, MOTYT CTHMYJIHUPOBATh
oOpa3oBaHue IPOTPOMOUHA3HI, 41O IPUBOAUT K o0pa30BaHUIO
TpomOuHa.”* > KpoMe TOro, akTHBal¥s KOMILIEMEHTA IOBBIILAET DKCIPECCHIO
MOJIEKYJI aJIF€3UH HA SHJOTEJMAJbHBIX KIETKaX, CIIOCOOCTBYS IMPHUKPEIUICHHIO U
AKTUBALIMM JIEMKOLIUTOB, YTO €IIe OOJbIIE CIOCOOCTBYET MPOKOATYISILUOHHOMY
coctostauto.’® TIpoAyKTEl AKTUBAIMK KOMIDIEMEHTA TaKXKe B3aMMOIEHCTBYIOT C
TPOMOOLIUTAMH, YCHJIMBAsI UX aKTUBALIMIO U arperainuio U TeM CaMbIM y4acTBYS B
oOpa3oBaHUU TPOMOOB.

TepMUH «MMMYHOTPOMOO3» OINUCHIBAET BHYTPUCOCYAUCTBI MMMYHHBIM OTBET,
KOTOPBIN 3aIyCcKaeT BBIPaOOTKY TpoMOuMHa u oOpa3zoBaHue
MUKPOTPOMOOB.’” VI3HAaYabHO HMMMYHOTPOMOO3  CO3/Ia€T  BHYTPHCOCYIAUCTYIO
CTPYKTYpY, KOTOpasi IOMOTraeT paclio3HaBaTh M YHUUYTOXaTh MATOTEHBI, yayylllas
LIENOCTHOCTH 3HAOTeHA.® OIHAKO HEKOHTPOIMPYEMbIA MMMYHOTPOMOO3 MOKET
BBI3BIBATh  MOBPEXJACHHE  TKaHEW M CIOCOOCTBOBATh  JAUCHYHKIUU
opraHoB. BzanmozeiicTBue 3TUX 3IEMEHTOB C CHCTEMOW CBEPTHIBAHUS KPOBU MOKET
IPUBECTH K TUIEPKOATYISLUOHHOMY COCTOSIHHUIO, YCYTyOJISIFOIIEMY KIMHUYECKUE
nposeinenns  JBC-cungpoma.” B pesymsrare  PAMP, DAMP, NET,
AKTUBHPOBAaHHbIE UMMYHHbBIE KJIETKH, YHAOTEIHAIbHBIE KIETKH U TOBPEKICHHbBIE
KJIETKM  OpraHu3Ma  CHOCOOCTBYIOT  Pa3BUTHIO  MPOTPOMOOTHMYECKHUX U
IPOBOCHIAIUTENBHBIX peaKkuil M KoarynonaTtuil. CiaenoBaTenbHO, B HOPMaJbHBIX
TKaHAX 4YEJOBEKa JIOJDKHO OBITh MHOMKECTBO PETYIATOPHBIX MEXaHU3MOB,

KOHTPOJIMPYIOLIKX 3TOT UEHTPAIBHBIN aCEKT KOATYJISIHUOHHOW pEaKIIUH.

4.3 YcuniieHue KOAryJISHTHON AaKTUBHOCTH

Bo Bpems mnpokoarymsHTHOro coctosHusi npu [IBC-cuHapome ecTecTBEHHBIE
AHTUKOATyJITHTHBIE MeEXaHW3Mbl MopaBisiorcs.”’ DHpoTenHanbHas JUcYHKIHS,
noTpebiaeHre U HapyIIeHUsI CUHTE3a B MIEUEHU MPUBOAAT K CHIKEHHUIO ypOBHS AT,
tpomOomoaynuna, nporeuna C (PC), nporenna S (PS) u TFPI. Camxenne ypoBHs

AHTUKOATYJISTHTHBIX (DaKTOPOB, B CBOIO OuUepellb, YCYTyOJsieT aHTHUKOATYJISHTHYIO
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aKTUBHOCTL. BoccTaHOBIIEHHE CI)YHKI_II/II/I AHTUKOATI'YJIIHTHBIX MOJICKYJI SABJIACTCA

NEepPCHEKTUBHBIM MeTofoM JieueHust JIBC-cunapoma.

4.3.1 AHTUTPOMOUH

AT siBnsieTcst OCHOBHBIM 9HJIOT€HHBIM HHTHOUTOPOM KOATYIISIIIUH, [TTUKOTPOTEMHOM
IIa3Mbl € MOJIEKYISIpHOM Maccor 58 k/la, CHHTE3UpyeMBIM IIEYEHBIO U
SHAOTEINATBHBIMU KIIETKAMH, 1 OTHOCUTCS K CEMENCTBY HHTMOMTOPOB CEPUHOBBIX
nporeas. *' AT unrubupyer daxropsl Ila, Xa u IXa, a Takke OKasbIBaeT ciaboe
uHruoupytomiee neicteue Ha ¢daktopel Xla m VIla. OH MOXeT MNONaBIAThH
arperauuio U NpuKperieHne TpOMOOIIMTOB U 00JIafjaeT MPOTUBOBOCTIAIUTEIbHBIMU
CBOICTBaMH, CHMXXasl BBIPA0OTKY LUTOKMHOB HEUTpOPHIaMU U SHAOTEIUEM,
IpeoTBpallasi ABUKEHUE U aAre€3UI0 HEUTPO(DUIOB U YMEHbIIAs B3aUMOJEHCTBUE
Mexay Heirpoduaamu u dHporenueM.'” IIpuoOperennsii aepuuur AT dyacto
BcTpeuaercss npu JIBC-cunzapome, BBI3BAHHOM MPOJODKAIOIIEHCS BbIPAOOTKON
TpOMOMHA, pa3pylIeHHeM (EepMEHTaMH, BBICBOOOXKJIAEMBIMU U3 HEHUTPO(UIOB,
IIOTEPEN M3 KPOBOTOKA M3-3a KAMJUIIPHOW YTEUKH M HAapYILICHHEM CUHTE3a M3-32
nedeHouHoi HegoctatodHocT.” Ilpu  JIBC-cuHApOME, BBI3BAHHOM CEICHCOM,
cHikeHne ypoBHs AT ObUIO CBA3aHO C HEOIArONPUATHBIM MPOrHO30M.** AT
HeoOxomuM i1t A(O(OEKTUBHON aAHTUKOATYJSIIMKA C TOMOINBIO TelMapuHa WU
Hu3komonekynsapuoro remapuna (HMI'), u Hemocrtarounsiii ypoBenp AT y
TIAIMEHTOB C CENCHCOM MOYKET CHIKATh 3G ()EKTUBHOCTE TenapyuHa.™ YV nanueHTos
¢ TpaBmamu aeduuut AT cBs3aH ¢ Gosee TAKEIbIMA TPaBMaMH, KPOBOTEUEHHSIMU,
CMEPTHOCTHIO M MEHBIIMM KOJUYECTBOM JHEH 0€3 MCKYCCTBEHHOW BEHTHIISILIU
JIETKUX, YTO YKA3BIBAET HA €r0 MOTEHINAJ B OIIEHKE PUCKOB. *° DTO 1MOAYEpPKUBAET
BXHOCTh MOHHUTOPHHTA U KOHTpOJsi ypoBHsI AT nist pa3pa®otku 3¢P¢heKTUBHBIX

CTpaTerui JICYCHHUs.

4.3.2 TpombGoMonyIuH

TpomboMomynuH — OTO  KIIOUEBOM TDIHMKONPOTEMH HA  IOBEPXHOCTHU
SHJIOTEJINAIIBHBIX KJIETOK, KOTOPBIA UIPAET BAXXHYIO POJIb B PETYISLHNU CUCTEMBI
cBepThIBaHKs KpoBH." OH 00pa3yeT KOMILUIEKC ¢ TPOMOMHOM, TEM CaMbIM ITOJABIISS
MPOKOATYJISSHTHYK) ~ aKTMBHOCTh  TPOMOMHA W CIOCOOCTBYS  aKTUBAIlUU

pOTPOMOMHA, BaKHOTO €CTECTBEHHOTO anTukoarynsnra.® Komruiekc

18



TPOMOOMOIYTMH-TPOMOWH  yCKOPSET TPEBpaIllleHue TMPOTPOMOMHA B  €T0
aktuBHpoBaHHyI0 (opmy, APC, xkotopas o0mamaeT aHTHUKOATYJISHTHBIMH,
IPOTUBOBOCHAINTENLHBIMA M IPOPUOPHMHONUTHUECKMMHU  cBoicTBamu. ™ [Ipu
TaKMX COCTOSHUSIX, KaK CeNCUC M CHUCTEMHOE BOCIAJICHUE, JKCIPEecCcus
TpoMOOMOIyIMHA B JHAOTENHAJIbHBIX  KJIETKaX  CHIDKAeTcs, a  €ro

(YHKIIMOHATBHOCTD HAPYyIIAeTCA.

4.3.3 AkTuBHpoBaHHbIi NporenH C

APC u PS gBAstOTCS BaXKHBIMH AHTUKOATYISIHTHBIMU Monekyiaamu. PC — 310
IJIMKOIIPOTEUH C JBOMHOW LIETIbIO, CUHTE3UPYEMBI MErakapuOLUTAMU IEYEHU U
SHIOTENNAIBHBIMU KJIETKAMHU, ¥ 3aBUCsIuii or Butamuna K dakrop.” PC Moxer
CBSI3BIBATHCA C DHJIOTENMAIBHBIM perentopoM PC Ha 3HIOTENHANbHBIX KIETKAX, B
TO BpeMsl KaK TPOMOMH TaKkKe CBA3bIBaeTCs ¢ perentopom tpombuna.®’ PC o6pasyer
KoMIUiekc 1:1 ¢ TpoMOMHOM, 4TO MPUBOAMT K paclieryieHuto u aktuBauuu PC B
APC. Ha ¢ochomununnsix noepxHoctsx APC umHruOupyer myTh KOaryJsiiuw,
cnenupUYecKy pacuierisas nentuaHeie cBa3u (paxropo VIlla u Va ¢ momonibro
cBoero kogakropa PS, nocturas antukoaryasHTHOro 3ddexra. OcHoBHAs QyHKIUS
PS — BricTynars B kauecTBe kodakropa aisi PC, ycunmBas ero HHaKTUBUPYIOILIEE
neiicteue.”! PC  Takke MOXET IPUBOIUTH K CHIDKEHHIO ypoBHA PAI-1 u
akTuBHpyemMoro TpoMOuHOM wuHTHOUTOpa (ubpunonusza (TAFI), cmocoOcTBys
¢uOpuHOoNu3y.”” CylleCTBEHHOE CHUXKEHHE AaKTHMBHOCTH cucTteMbl PC  MoxkeT
CEPbE3HO HAPYLIUTh NPABWIBHYIO PETYISLUI0O AKTUBUPOBAHHOTO CBEPTHIBAHUS
kpoBu. [Tomrmo aHTUKOArynsHTHbIX GyHKUUH, APC Takke MOXET OKa3bIBaTh
IPOTHUBOBOCIAJIUTENBHOE JCHCTBHE W MOBBINATh (PYHKUUIO 3HIOTEIUATBHOIO
Oaprepa.” > Knuanueckue UCIILITAHMS, TaKue KaK PROWESS,
npoaeMoHcTpupoBaiu 3pdekruBHocTs APC npu nedeHun cemncuca 3a CUET €ro
AHTUKOATYJISTHTHBIX M MPOTHBOBOCHAIUTEIBHBIX CBOMCTB, XOTS CO BPEMEHEM €ro

IpUMEHEHUE ObLIO YCOBEPIICHCTBOBAHO [JIsl JIEYEHUSI KOHKPETHBIX TIpyII

MAlMEHTOB Ha OCHOBE TEKYIIUX UCCIENOBAHUNI U KIMHUYECKOTO onbITa.”® 7’
4.3.4 Uurnourop nmytu tkaneBoro ¢paxkropa (TFPI)
TFPI — »TO uWHrHMOUTOp CEPUHOBBIX NPOTEA3 IJIa3Mbl, CHHTE3UPYEMBbII

DHJIOTENUAIIBHBIMU KJIETKAMU Y SBJISIOLIANCSA BaKHBIM AHTUKOATYJITHTOM. % TFPI B
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NIEPBYIO OUEpeb MPENATCTBYeT 0OpazoBanuio komiiekca TF—VIla, npegorspamas
€ro AakTUBHOCTh W TEM CaMbIM OJOKHPYS WHUIMALWIO BHEIIHETO IyTH
koarymsiuu. Kpome toro, TFPI moxker cBszbiBathesi ¢ (hakTtopom Xa, oOpasys
KOMIUIEKC Xa, KOTOpBIM 3areM coeauHseTrcs ¢ komiuiekcom TF—VIla, obpasys
YETBEPTUYHBIN KOMILUIEKC, OKAa3bIBAIOIINI aHTUKOATYJISIHTHOE JIeiicTBUE. BBeneHue
PEKOMOMHAHTHOTO MHrUOHWTOpa MyTH TKaHeBoro Qaxtopa (rTFPI) mpemstcrayer
00pa3oBaHUIO TPOMOOB M HAKOIUICHHIO (PUOpHHA, CHI)KAET CMEPTHOCTH OT
CENTUYECKOTO LIOKA ¥ npenoTBpamaet passurue JBC-cunapoma.’” Mcenenobanus
BBIIBUJIM BbICOKMHM ypoBeHb TFPI y mamuentoB ¢ JIBC-cuHapoMom, BbI3BaHHBIM
CETCUCOM, KOTOPBIA COBIAJAET C BBHICOKMM YPOBHEM TKaHEBOIO (hakropa, 4To
YKa3bIBA€T HAa HeAOCTaTOYHY0 BbIpaOoTKy TFPI mig mporuBoaeiicTBUs mporeccy

KOAryJisII[uH, 3aIlyCKaeMOMY TKAaHEBBIM (PAaKTOPOM.

4.4 N3meHenHasi UOPUHOIUTHYECKAS CHCTEMA

OubpuHONIUTUYECKAsT CHCTEMa WrpaeT Ba)KHEWIyl poib B marorenese JIBC-
CUHApOMA, MPEACTaBIsAsl COOONH HENpepbIBHBINA (U3HMOJOTUYECKUI MEXaHU3M
pacTtBopeHUsT (PUOPUHOBBIX CIrYCTKOB. JTa CHUCTEMa IMOJACPKUBACT PABHOBECHE
MEXIYy AOCTH)KEHHEM TIeéMoCTa3a IOCie MOBPEXKIEHUS COCYIOB U o0OecrneyeHueM
HEIPEPBIBHOTO KPOBOTOKA B JKU3HEHHO BAXHBIX OpraHax. [Ima3MHUHOreH, 3MMOTIeH,
CUHTE3UPYEMBII MEYEHBIO, HUPKYIUPYET B IUIa3ME€ U IPU aKTUBALHUHA TKAHEBBIM
aKTUBATOPOM IJIa3MUHOTreHa (tPA) WM akTUBAaTOPOM IJIa3MUHOT€HA YPOKMHA3HOTO
tuna (uPA) mpeBpamjaercs B 1uasmuH. [lmasmMun  paspymaer CTpyKTypy
(uOPUHOBOM CETKH, TEM CaMbIM pacTBOpss poMObl M 00pa3ysd pacTBOPUMBIE
npoxyKThl pacnana Gudpuna (FDP).'%

OubpuHONMUTAYECKAsT CHUCTEMa, PEerylIHpyloas oOpa3oBaHHE TPOMOOB, TaKXKe
KOHTPOJIUPYETCS Pa3IMYHBIMU uHruouropamu. PAI-1, CUHTE3UPYEMBI
SHAOTEIMEM M MErakapuouuTaMd U HAKAIJIMBAIOIIMKCS B TPOMOOLIUTAX,
perynupyet ¢uOpuHonu3, nogarisis akTUBHOCTH tPA u uPA. a2-AHTUnnazMuH
IpeqoTBpaIlaeT 4pe3MepHbId (UOPUHONMU3, HANPSAMYIO TOAABIsAsS AKTUBHOCTh
miasmuna.' "' TAFI, cuHTE3MpyeMblii B MEYEHM M aKTHBUPYEMbIH TPOMOHWHOM M
TPOMOOMOAYIMHOM, pacHICIUISIET OCTAaTKW Ju3uHa B GuUOpuHE, MOoAaBIss

00pa30BaHue IIa3MUHA U Aerpaganuio Guopuna.'”
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[locne cepbe3HON TpaBMbI MPOUCXOAST HM3MEHEHHS B KOAryJSIIUOHHOM U
¢GbubpruHOTUTHYECKOHN cucTeMaxX. DHI0TEIHATbHbIE KIETKH BRICBOOOXK1at0T tPA miist
UHUIIMUpOBaHUs (puOpuHONMM3a, B TO BpeMs Kak ypoBeHb PAI-1 ocraercs
HeusMeHHbIM. [lucOananc tPA u PAI-1 uHaynupyer runepOpUHOIATHYCCKUM
(eHoTun y MalMeHTOB C TPaBMOW B IEpBble Yachl. JTa (a3a YCHUIECHHOIO
¢ubprHOMM3a HENMPOJODKUTETIbHA M OOBIYHO 3aKaHYMBAETCS UYEpe3 HECKOJBKO
yacoB mnocie cexkpeunn PAI-1 sHOoTenManbHBIMM KIETKAMU H, B HEKOTOPBIX
CIIy4asx, TpoMOOUTaMU. DTOT OBICTPBIi repexon Ha3bIBACTCSA
“hbuOpUHOTUTHIECKUM orkmogenrem”. ' Tlpn cercuce bubpuHoOIN3
XapaKkTepU3yeTcs MOBBILICHHON KOAryssiuei 1 BbipaboTkol puOpuHa, N3MEHEHHON
CTPYKTypOM CryCTKa, KOTOPbIA MEHEE CKIOHEH K JHM3UCYy, M CHUKEHHBIM
(GuOpUHOIM30M U3-3a TOBBIIEHHOro ypoBHS PAI-1, mnpuBomsiero k
MHKpOTpoMOaM U opranHoil Hemocrarounoctr.' ™ PAI-1 cBsa3an ¢ wacroroi JIBC-
CHHIPOMAa M MOXET OBbITh IPOrHOCTHYECKMM IMoKaszarenaeMm cemncuca. % IIpu
ocTpoM TmpomuenonutapHom Jeiko3ze (APL) cHmwkennas »skcnpeccust PAI-1
Croco0CTBYeT — rUnepOpUHOIUTHIECKOMY  cocTosHuio. '’ 1% Muorouncnennsie
OITYXOJIM MOTYT MPOSIBJIATH (PAKTOPBI, aKTUBUPYIOLIUE IJIA3MUHOTEH, TaKhe Kak UPA
u tPA, 4YTO NOTEeHNMAaNbHO MNpUBOAMT K runepdubpunonusy.'”’ Hamporus,
HEKOTOpble BHIBI paka BbIipabareiBaioT PAI-1, KoTopbiii mpensiTCTBYET
Gudpunonusy.*

B 3akimoueHue crneayer OTMETUTh, 4YTO (PUOPHUHONIN3 MOXKET OBITh CHUXKEH
(runouOpUHOAN3) WM TMOBBILEH (TUOEPPUOPUHONN3) B 3aBUCUMOCTH OT
naTo(pU3MOIOTHUECKUX 0COOCHHOCTEW OCHOBHOTO 3a0oseBaHus. JleueHne AOMKHO

OBITH HAITPABJICHO HA BOCCTAHOBJICHUE HAPYIICHHOTO (hUOpUHOIHU3A.

4.5 DJHaoreqHaJbHbIE KJIETKH — Ha MPOTSKEHUHM BCero Imnpouecca
CBePTHIBAHUS KPOBHU

DHJOTeNNANIbHBIE KIETKH WIPAIOT KITIOYEBYIO POJIb B MPOIECCAX KOATyISIUU U
Gubpunonusa.''’ SIBasgACH OCHOBHBIMU IPOLYLEHTAMH M XPaHWIUIIAMHU (aKTopa
don Bumnebpanga, OHHM CIOCOOCTBYIOT aare3ud TPOMOOIIMTOB B MeECTax
MOBPEXKACHHUS COCYJOB, B3aMMOJCHUCTBYs C pELENTOpOM DHKompoTrenHa Ib Ha
TpomOoruTax. OqHako BO Bpemsi mpokoarymsHtHod (asel  JIBC-cunmpoma

9HAOTCIHAJBHBIC KICTKH IMOBPCKIAIOTCSA WKW aAKTUBHPYIOTCA. 910 MOBPCKACHUC
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IPUBOAUT K MOTEPE MTUKOKAIUKCA U TTOBEPXHOCTHBIX OEJIKOB, TEM CAMBIM CHUXAasi
AHTUKOATyJISHTHYIO aKTUBHOCTB.''! AKTMBUPOBAHHBIN SHIOTENNH BBICBOOOKIAET
dakrop ¢on BummeOpanma, KOTOPBIM CHOCOOCTBYET KOATYMSIIUWA, W CHUXKACT
YpPOBEHb TpPOMOOMOIyJMHA, TEeM caMbiM yMmeHblnass aktuBauuio [IK. Ha
MOBEPXHOCTU SHIOTENHS Takxke npucyrctByer TFPI, m cHmkeHue ero ypoBHs
MOXKET YCUIIUTH BbIpaOOTKy TpoMOuHa. [loBpekaeHre coCy1I0B MOKET MPUBECTH K
cHmwkeHno ypoBHs TFPI B snporenuu, 4to HaOmomaercs y MAlMEHTOB C
TpoMmOoTHueckor  mukpoanruonarued (TMA) co CHIKEHHBIM  YPOBHEM
TFPI. Juc6ananc TF u TpomOOMoOaynumHa B JHAOTEIHAIBHBIX KJIETKAX MOXKET
YCWJINTHh 00pa3oBaHue TPOMOUHA, IpeBpaias GuOpUHOTeH B GUOPUH U aKTUBUPYS
TPOMOOIUTHL. DHIOTENHANIBHBIE KJIETKM Takxke BbIpabareiBaioT tPA u uPA,
perynupys ¢ubpunonus ¢ nomoibio PAI-1. Hapymienue 11e10CTHOCTH SHIOTEIHS
MOKET CHU3UTh (GUOPHHOIN3 U BbiBe/ieHUE (prOpuHa. [loBbiieHHbIN ypoBeHb PAI-
1 cBs3aH ¢ 6ojee BBICOKUM pUCKOM TpoMOo3a. [loBpexieHne 3H10Tenus: IPUBOAUT
K CHUXEHHIO (PUOPUHOIMTUYECKOM aKTMBHOCTU U MOBBIMIEHHIO ypoBHsA PAI-1,
co3naBas aHTU(PUOPUHOIMTHIECKYIO cpemy.' ' KpoMe TOro, pasanvHble MOJIEKYIIbI
aJre3uu, SKCIpPEeCcCCUpyeMble Ha MOBEPXHOCTH 3HIOTENHNS, PETYIHPYIOT CBA3bIBAHHE
Y aKTHBAaIMIO JIEUKOIIMTOB CO CTEHKOM COCyda, 3amyckas BbICBOOOXKIEHUE
MHOXKECTBA LUTOKWHOB, KOTOpPbIE MOTYT JIONOJHUTEIBHO AKTHMBUPOBATH

KOATYJISIUIO M TIOJABJISATh SHIOTCHHBIN (hHOPHUHOIHS.

5 KKIMHUYECKHUE IMPOABJIEHUSA IBC-CHUHAPOMA

VY nanuenTtoB ¢ JIBC-cuHAPOMOM MOTYT HAOMIOAATHCS KPOBOTEUEHUSI U TPOMOO3HI,
KaK [0 OTHENBbHOCTH, TaK W OJHOBPEMEHHO, B 3aBUcHUMOcTU OT (a3el JIBC-
CUHApOMa, B KOTOpOM OHM Haxoxarcs. CucTeMHas akTUBalUUs CHCTEMBI
cBepThiBaHUA KpoBu npu JBC-cuHapOoME€ MOXKET NPUBECTH K KOAryJIONATHUH
NnOTpeOJICHUSI, KOTOPasi MPOSIBISETCS B BUJE KPOBOTEUEHHI B pa3IMyHbIX MecTax. K
HUM OTHOCSITCSI KOXKHBIE KPOBOTEUEHHMS, SHIIE(DATONATUSA, KETYIOUHO-KHUILIECYHbIE
KPOBOTEUEHUS, KPOBOTEUYEHMS] W3 [bIXaTeIbHBIX IYyTE€H, KPOBOTECUEHHUS W3
MOUYEIIOJIOBBIX ITyTE€H U KPOBOTEUEHUS M3 ONEPALMOHHBIX paH. DTU KPOBOTEUEHUS
MOTYT MPUBECTH K CTOMKOM TMIOTEH3UH, IOKY U AUCHYHKIUMU OpraHoB. Tpom003
npu JBC-cungpomMe MoxkeT ObITh MEHEE 3aMETHbIM M 4YacTo MPOTEKaTh

oeccumnToMHo. Hanipumep, TpomMOO3 JEroYHbIX COCYIOB MOXKET YXYILIUTh
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ra3000MEeH W TIOBPEIUTH abBEOJSIPHO-KAMMWULIPHBIA Oapbhep, YTO MPHUBOAUT K
TUTIOKCEMUU M OCTPOMY PECIHPATOPHOMY ITUCTPECC-CHHAPOMY. MUKPOTPOMOBI B
KITyOOUYKaxX M TOYEYHBIX KAaHAIBIIAX TaKKe MOTYT YXyIAIIUTh mepdy3uro, dTo
NPUBOAUT K OCTpOMY TOBPEXACHUIO MoYeK. OnpenennTb, BbI3BaHA JIH
HEJOCTAaTOYHOCTh OpraHa OCHOBHBIM 3a00JieBaHMEM WKW  00pa3oBaHUEM
MHUKPOCOCYAUCTHIX TPOMOOB, MOKET OBITh CJIIOKHO, UTO 3aTPYAHSET JUATHOCTUKY U
MTOTEHIIMAJIBHO MPUBOIUT K 3aJCPKKaAM.

Kimuanueckue npossienus: JIBC-cuHpoMa CBs3aHbI C Pa3IUYHBIMU TPUYMHAMU
ero Bo3HUKHOBeHU. Cerncuc, sABsomuiicas ocHoBHOW npuunHoit JIBC-cunapoma,
4acTo MPOSBISETCS B BUIe TpoMOoTuyeckoro tumna JIBC-cunnpoma ¢ quchyHkuuen
opraHoB. B ommume or s3toro, JBC-cMHIOpOM, CBS3aHHBIM C TPaBMOW,
XapakTepusyeTcsa paHHUM (QPUOPUHOIUTUYECKUM (PEHOTHUIIOM C MOCIEeAYIOLEn
TPOMOOTUYECKOM  peakiueid. ITo pa3iuuue MOAYEPKUBAECT HEOOXOIUMOCTh
TIIATEIPHOTO MOHUTOPHHIA M WHAWBUIYAIbHBIX CTPATETUN JICUCHUS B Pa3HBIX

I'pyIiiiax nangucHTOB.

6 JUATHOCTUKA

VYuuteiBasgs pa3zHooOpa3ue mMNaroreHHbIX (HaKTOPOB M CIOXKHBIX MEXaHU3MOB,
yuactBytomux B JIBC-cuHapome, okoHuarenbHbIM auarHo3 [IBC-cunapoma He
MOXXET OBITh IIOCTaBJIEH HAa OCHOBAaHUM OJHOTO KJIMHHYECKOTO TEeCTa WU
nokaszarens. B coBpemeHHbIX anroputmax auarHoctukun J[IBC-cunapoma B
OCHOBHOM HCIIOJIb3yeTCSl KOMOWHAIIMS TPAJUIMOHHBIX MOKa3zarejeld Koaryasiuu
1. ynoOcTBa mpuMeHeHMss ©  ObicTporo  BbisBieHust JIBC-cunmpoma
(tabmuma 2). OcHoBHBIe cuctembl olieHKH JIBC-cuHApoma, KOTOphI€ MOCTOSHHO
oOHoBnsOTCSA, ObuM pazpadoransl ISTH, JAAM, JMHLW (MunucrepctBo
3IpaBOXpaHeHus, Tpyaa u onarococtosinud Anonun) u JSTH (SInoHckoe 001iecTBO
tpoMbo3a u remocrasza).''> " B Kurae I'pynma mo Tpom0o3aM M TeMOCTa3y
oTneneHuss remarosniorud KuTaiickoili MeAUIIMHCKOM accolMaluu paspadoTana
KUTAalCKyI0 CHUCTEMY OLEHKM JUCCEMHUHUPOBAHHOTO BHYTPHUCOCYIHUCTOIO
CBEpPThIBAaHUS KpPOBHM HA OCHOBE MHOTOIIEHTPOBBIX PETPOCHEKTUBHBIX U
IPOCIIEKTHBHBIX MCCIENOBAHMI C y9aCTUEM OOJIBIIONO KOIMYECTBA aueHToB.
ISTH BnepBbie ompenenuia siBHbA [IBC-cunapom B 2001 romy ¢ kpurepusimu,

KOTOPLIC BKJIFOYAKOT TpOM6OHI/ITOHCHI/IIO, 3HAYUTCIIbHOC YAJIMHCHHUC
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npotpombunoBoro Bpemenu (PT), yBennuenue ypoBHs (GpuOpHUH-aCCOLUUPOBAHHBIX
MapKepoB OT YMEPEHHOTO JI0 BBICOKOTO, U CHIXKEHHBINH ypOoBeHb (puOpHHOTeHa. DTH
MapKepbl YKa3blBAIOT HA CEPBE3HYI0, LIMPOKO PACIHPOCTPAHEHHYIO AKTHUBALUIO
CUCTEMBI CBEPThIBaHUs KPOBH, MIPUBOASAIIYIO KaK K 00pa30BaHMIO, TAK U K pacnany
tpomba.''® Cucrema omuenku ssHOoro JIBC-cHHApOMa INMPOKO TNPUMEHSETCS M
oOaaeT J0CTaTOYHON TOUHOCTHIO 1715 fuarnoctuku J[BC-cunapoma y maiieHToB
OTHENEHUs. HWHTEHCUBHON Tepanuu.’ OJHAKO OCHOBHBIM HEIOCTATKOM OTOM
CUCTEMBI OLIEHKH SIBJIIETCS TO, YTO K MOMEHTY BbIsiBIeHUS siBHOTO /JIBC-cuHapoma
COCTOSIHAE€ MOXET YXKE IPOrpPECCHUPOBATH O TAKOW CTENEHH, YTO PEakUus Ha
JaedeHue OyaeT HemocTarouyHoi. Takum o00pa3om, BbeIgBiIeHHE HesiBHOro JIBC-
cuHapoMma u panHux ctaguii JIBC-cunmpoma ocTtaeTcs cepbe3HOW MpobiaeMon u
KPUTUYECKH Ba)XHOW OOJACTBIO ISl YIYUIIEHHUs] AUArHOCTUKH U jedenus J(BC-

CHHJIPOMA.

Tabmuua 2. Jlnaraoctudeckue kpurepun JIBC.

Moka3aTenb Banasl ISTH/siBHbBI JAAM SIC
Tp(;M6OI_II/ITBI 0 >100 >120 >150
(10°7L) 1 <100 >80 1 <120 <150

2 <50 <100

3 <80
I1B(s) 0 <3 <1.2 (TIB

OTHOIIICHHE))

1 >3, <6 >1,2 >1.2,<14

2 >6 MHO > 1,4
[MAD (mr/n) 0 <1 <10

1 10< I1]IdD < 25

2 or 1 05

3 >5 >25
@r (r/m) 0 >1.0 >3,5

1 <1.0 <3,5
CCBP kpurepun 0-2 0

>3 1
Oprannas 1 SOFA=1
TUCHYHKITHUS 2 SOFA > 2
Bbamer JIBC JABC >5 JBC >5 JIBC >4




o
O}

[TepBonauanpHas cuctema ouenku ISTH nmns mesBaout dopmber JIBC-curmpoma
BKJIFOYAE€T KUHETUYECKU KOMIIOHEHT, KOTOPBIA CpPaBHHMBAET pPE3YyJIbTaTbl IBYX
MIOCIICZIOBATENIbHBIX HM3MEPEHUHN. YXYIIIeHHe TIOKa3areiae MoBbIaeT Oami, a
VIAYYIIEHUE — MOHUKAET. DTOT METOJ MOBBIIIAET YYBCTBUTEIBHOCTh [TAPAMETPOB,
HO TpeOyeT eXEeIHEBHBIX W3MEPEHUU, YTO MOXKET OBbIThb HENMPAKTUYHO BO BCEX
KJIIMHAYECKUX yclIoBUAX. Kpome Toro, ncciaenoBanus enie He JoKa3alid, 4TO OLEHKa
HesiBHO (hopMmbl JIBC-cuHipoMa 1mo3BoIIseT HAZEKHO pa3InyaTh HESIBHYIO U SIBHYIO
(b opMBL.

B cBere »THX orpaHu4eHHi!, 0COOCHHO B OTHOILICHWM DPAHHETO BBISBICHUA U
cnenuuyueckux ycioBuid, Takux kak cercuc, ISTH B 2017 roxy BBena kpurepuu
Koarysonaruu, Bei3BanHo# cericucoM (SIC). Otu kputepun ObLTH pa3paboTaHbl IS
YCTpPaHEHHUs] HENOCTATKOB CYIECTBYIOIIMX KpPUTEpUEB U obOecrneueHus Oosee
TOYHOIO MHCTPYMEHTA I paHHero BbisABIeHUS JIBC-cuHIpoma y NanueHToB C
cencucoM.''” SIC Bxirouaer onenky SOFA (mociemnoBaTenbHas OLEHKa OPraHHOM
HEI0CTAaTOYHOCTH) Oosee 2 O6ayioB, KonuyecTBo TpoMbouuTos u PT, mostomy ero
JIETKO paccuuTarh KIMHUYeCKU. CyMMapHbIN Oajll IOMOTaeT ONpEAeNIUTh CTENEHb
HapylIEHUs1 CBEPTHIBAEMOCTH KPOBU M NOA00paTh MOAXOASAIIEE KIMHUYECKOE
neyenue. Kpurepun  SIC  Bce  yamie  NOpUMEHSIOTCS B KIMHUYECKOMN
npaktuke. MccnenoBanus nokazanu, uto SIC cBszan ¢ Oosee BHICOKUM YPOBHEM
3a00JI€EBAEMOCTH M CMEPTHOCTM W MOXET paccMarpuBaTbCs Kak paHHUN
NPEeNynpeXJAOMUA CUTHAT O HAJBUTAIOIIEMCS TOBPEXACHUHM, CBSI3AHHOM C

SS9 B copmecTHOM — 3asBueHuM — EBpomeiickoro  o0OmiecTna

CETICUCOM.
kapauoioroB W ISTH o mnpoTUBOTPOMOOTHYECKOM Tepanmuu TMpU  TAKEIbIX
uHpexusax SIC ynmoMuHaeTcsi Kak JUAarHOCTUYECKUN KPUTEPHl Koaryjaonaruu, U
pekomenayercs mpoBoauTh Tepanuio Ha ocHoBe SIC.'”Y TTokasarens SIC moxeT
UCIIOJIb30BAThCS JIJISl BBISIBJICHUSI TAIIMEHTOB C BBHICOKMM puckoMm pazButus [[BC-
CHUHJIpOMAa Ha pPAaHHUX CTaAUSX.

Kputepun JAAM Ttakxke ObuM pa3paboTaHbl JJIsi TOTO, YTOOBI OOECIEYUTH
MPAKTUYHBIA U MPUMEHUMBIA B KIMHAYECKOW MPAKTHKE IMOAXOJ K JUATHOCTHKE
HesBHOU  (opmbl  JIBC-cunzmpoma, OCOOEHHO y MAIMEHTOB C  OCTPHIMU
COCTOSHUSMH, TaKUMH Kak cerncuc.’ OHM BKIIOYAIOT B ceOsi CHIDKEHHE YPOBHS
aHTUTpOoMOMHA, TTpoTerHa C M TOBBIINICHUE YPOBHS KOMIUIEKCOB «TpOMOUH-ATH

(TAT). Onnako MOJEKYJISIpHBIE MapKephl, HCIONb3yeMble JUIsl JAUArHOCTUKH
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HesiBHOM Gopmbl [IBC-cunapomMa, He MOTydrIIN MIMPOKOTO PACTIPOCTPAHEHUS H3-3a
cBOEH ciiokHOCTA U AoporoBusHbl. Kputepun IBC-cunapoma JAAM ycrapenu,
0COOEHHO Mocje 0OHOBICHUS OTPEACTICHH CeTcrca 10 ypoBHs Sepsis-3. B cBs3u ¢
otuM 1ikaiia JAAM DIC Oputa HemaBHO HW3MEHEHA B COOTBETCTBUH C HOBBIM
onpeneneHuem cerncuca, kpurepusiMmu JAAM-2 DIC, 3aMeHMBIIMMU KpUTEpU
CHHIpPOMA CUCTEMHOM BocmamurensHol peakiuu (SIRS). '?! CoorBercrBue 310T0
HaOopa kputepueB pekomeraanusm 1o SIC, npeqnoxerasim ISTH, eme npencront

MTOATBEP/IUTD.

6.1 IloTreHuMaIbHbIC TUATHOCTHYECKHE MAPKePbI

CoBpemennbie  anroputMsl  ouneHkn JIBC-cuHapoma mO3BOJSIIOT TIPOBOJIUTH
NpocTyl0 U OwIcTpyto ero auarHoctuky. Korma JIBC-cuHapoM cTaHOBUTCA
OYEBUHBIM, OH MOXET MEPEUTH B HEOOPATUMYIO CTaJHI0, U TOrAa OyAET CIUIIKOM
1031HO 11 3(()EKTUBHOTO JieueHus. bbun npeAnpuHATHI NONBITKY BeISIBUTH [IBC-
CUHJIPOM Ha PAaHHUX CTaAMsIX (CKPBITBIX, KOMIEHCAaTOPHBIX) OO TOrO, KaK OH
nepeliger B HeoOpatumyro (dazy. TpomOoTnueckuit u  QuUOPUHOTUTHYECKUN
(eHOTUIBI MMEIOT pa3JInyHble MOJIEKYISApHbIE Mporecchl. Juarnoctuka JIBC-
CUHApOMa B COYETAaHUU C MOJEKYISIPHBIMH MapKepaMu MOXKET ObITh OoJee
qyBCTBUTEIBHON VIS MOHUTOPHUHTIA COCTOSIHHUSI
koarymsuuu/gpudprunonusa. buomapkeprbl,  ykaspiBalomue ~Ha ~ oOpa3oBaHUE
TpomOuHa (Takue kak TAT, nporpoMOuHOBBIIM ¢parment 1 + 2, aHamus

),12%: 123 axTnBHOCTL (pUOpHMHONM3a (IIA3MUHOTEH,

TpOMOOAIIACTOTPAMMBI €X VIVO
KOMILJIEKC IJIa3MUHOreH-aHTumaasMuH, tPA, o2-antunnasmuH, PAI-1, TAFI,
aHau3bl 00pa3oBaHus U Ju3uca GuOprHA), UCTIONB3YIOTCS JIJIsl OIEHKH (DeHOTHNa
JBC-cunapoma, a Takxke €ro THKECTH U Iporpeccuposanus.'** '»° Mcnonb3oBanue
HOBBIX MOJIeJIeH, BKIIIOUAIOIINX 3TU MapKephl, o0ecrieyuBaeT 0osee crenudpuiHoe
u anekBaTHoe JieueHue [[BC-cunapoma. Moo Okl cTaTh BO3MOXHBIM. Kpome Toro,
JABC-cunipoM — 3TO CJIOXHBIN MPOIECC, B KOTOPOM YYacCTBYIOT TPOMOOITUTHI,
(dbakTopsl CBEPTHIBAHUSI KPOBH, SHAOTETUN M nMMYyHHas cuctema. Onenka DAMP,
takux kak HMGB1, HeT03, HyK1€0COMbI, BHEKJIETOUHbIE TUCTOHBI M BHEKJIETOUHAS
JHK, B coueranuu c JOpyrUMH TOKa3aTels MU MOXET JaTh JONOJTHUTEILHYIO
uHpopMaIuo TS JTAarHOCTHUKH JABC-cunnpoma, CBSI3aHHOTO C

cercucom.'’® Takxke wu3ydaercs aHanu3 (QyHKIUM TPOMOOLMTOB, TaKUX Kak
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pactBopuMBbIi P-cenektuH, 6eTa-TpoMOOrIOOyauH, paCTBOPUMBINA TIIMKOIPOTEHH,
TECT Ha arperanuto TPOMOOILIUTOB, UHJEKC aare3uu
TpoMOo1UTOB.’ IIpOKOAryISHTHEIE ~ MHUKPOYACTHIBI,  OOpasyloluecs U3
TPOMOOLIUTOB, UTParOT BaxkHyIO poib B JIBC-cunzmpome, u 3TM MUKpPOYACTHLIBI,
oOpasyromuecs W3 TPOMOOLIMTOB, MOTYT CTarb HOBbIM Ouomapkepom JIBC-
cuHapoMa. HemaBHo OBIJIO TOKa3aHO, YTO MHUKPOTPOMOBI, KOTOPHIE CUHTAIOTCS
aMIIONTHO-PUOPUHOBBIMUA  (PUOPHMHOTEHOBBIMHM) — arperaramu, CBsI3aHBl  C
pa3IMYHBIMH COCTOSIHUSIMH, B TOM 4HcIe ¢ cerncucoM u uHdpekuueir SARS-CoV-
2. UccnenoBaHusl MOKa3bIBAIOT, YTO MUKPOTPOMOBI y MALMEHTOB B KPUTUYECKOM
COCTOSIHUM KOPPEIUPYIOT C JMAarHo30M «CENCUC» W MOTYT IIpencKa3bIBaTh
CBA3aHHYIO C CEICHCOM KOAaryjiolaTU0 U HeOJaronpHsTHbIe KIMHUYECKHE
rcxopl.'”’ JIuarHocTuyeckas U IPOTHOCTHYECKAS LEHHOCTh DTUX OHOMApKEPOB
ellle NPEJCTOUT YCTAaHOBUTH B XOJI€ MacIITa0HbIX HcciienoBanuil. [1o mepe pa3Butus
BBIILIECYTIOMSIHYThIX MCCJIEJOBAHUN MOHMMAHUE JETAIbHBIX NaTO(U3HOIOTHYECKUX
pa3nuuuii MEXJIy OCHOBHBIMH 3a00JIEBaHUSIMU TPOJODKAET YIIyONsAThCSA, HU
nuarHoctnueckne kpurepun JBC-cunapoma, XapakTepHbIE U1 KOHKPETHBIX

3a00J1€BaHNM, OYEHBb BaXKHBI JJIsI TATBHEHIIIETO Pa3BUTHSL.

6.2 Tectnl Point of Care

B T10 Bpems kak kpurepuu JAAM DIC u SIC sddexTuBHbI Uisi BBISBICHUS
TpomboTuueckoro JIBC-cunapoma, oHU MEeHEe MOAXOMAT JJisl BBISIBJICHUS PaHHUX
kpoBoteueHud unu JIBC-cuHapoMa C NOBBIILIEHHBIM (PUOPUHOIMU30M, KOTOPBIN
4acTO  BCTpeYaeTcsi TMpU  TpaBMax W HEOTJOXKHBIX  COCTOSHUSIX B
akymepctse. [lomumo TPaJULIMOHHBIX noKasareseiu KOaryJisiiuu,
MPEANPUHUMAIOTCST TTOCTOSIHHBIE TOMBITKH OBICTpO BbIABUTH JIBC-cuHapom Ha
paHHeW cTaauu, 4yToObl MPEIOTBPATUTH €ro MPOTrPECCUPOBAHUE JI0 TAKEIOTO U
TOTEHIUATIBHO HEOOPATUMOTO COCTOSHUS. *® BA3KO-371aCTUUHBIE TECTHI, TAKME KaK
Tpombosnactorpadust (TIOI') wnm porarmonnas TpomOosnactomerpust (POTOM),
MIPENICTABIAIOT COOOM aJIbTePHATUBHBIA JIAOOPATOPHBIN TMOAXOJ K OBICTpOM
JMArHOCTHKE U NporHosuposanuio JIBC-cunapoma.'”® TpaguiMoHHbIE TECTHI HA
Koarysiuuio TpedyroT 10 40—60 MUHYT JJ1s TOJTyYEHUS PE3yJIbTaToB, B TO BpeMs Kak
BSI3KO-DJIACTUYHBIE TECThI IMO3BOJISIIOT MOJy4YaTh JaHHBIE B PEKUME PEalbHOTO

BPCMCHH, UTO IIOMOTracT 6BICTpO BbIABUTH MALIMCHTOB C BBICOKHMM PHCKOM TAXKEJIOIO
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KPOBOTEUEHUS. DTU TECThl OLEHHUBAIOT HE TOJIBKO BPEMS KOAryjasilud, HO U
CKOpPOCTh, INIOTHOCTh CIYyCTKa W MHACKC JM3HCA, MPENOCTaBIsAd 00Jee MOIHYIO
uHQOpMaII0O O CIOCOOHOCTH K oOpasoBaHuwio cryctka, dem AIITB wu
[1TB."” Onnako 3((pEKTUBHOCTL CTAHAAPTHHIX BA3KO-3JIACTHYHBIX TECTOB B
BBISIBJICHUYM PAHHEHN IPOKOATYISTHTHOM aKTUBHOCTH A0 siBHOTO /IBC-cuHapOoMa roka
OKOHYATEJIbHO HE J0Ka3aHa. I Ha000poT, CHIKEHHE CITOCOOHOCTH K 00pa30BaHHIO
TpoMOOB, omennBaemoe ¢ momombio TEG/ROTEM, cBs3ano c¢ sBHbRIM JIBC-
cuHapoMoM, onpeaensemsiM 1o mkaie ISTH DIC, u koppenupyert ¢ 601ee BBICOKUM
YPOBHEM CMEPTHOCTH B HECKOJIBKMX IpyMIax mnanueHtoB ¢ cercucoMm.'*’ Bosee
TOTO, BA3KOYIIPYTHE TECThI YyBCTBUTEIbHBI K SBHOM rMIep(HUOPUHOIIN3Y, UTO MOXKET
IIOMOYb B IIPUHATHHM PEUICHUWM O JedyeHnH nanueHtoB ¢ JBC-cunapomoM wu
KpPOBOTEUEHUEM, KOTOpPhIE MOTYT OBITh KaHAWJATaMU HAa [PUMEHEHUE
aHTU(PUOPUHOIUTUYECKUX  [pEenaparoB, HalpuMep, NpH  TpaBMaTHYECKOU

Koaryaomnaruu. !

6.3 JlocTHKeHUs1 B TEXHOJIOTMsAX cKpuHUHTra /IBC-cunapoma

[locnennue noctukeHus B o0nacTH HaHOTEXHOJIOTHI U ycTpoiicTB Point Of Care
JMArHOCTHKY TO3BOIWIM BHEIPMTh MHHOBAIMOHHBIE METONbI JUATHOCTHKA U
ckpununra J[BC-cunmpoma. YcoBepiieHCTBOBaHHbIE MUKPOQIIIOMIHBIE CHCTEMbI
Tenepb  CHOCOOHBI ~ WMUTUPOBAaTh  TNPOLECCHl  CBEPTHIBAHHMA  KPOBH B
(U3MOIOTMYECKUX YCIOBHSAX, YTO MO3BOJISET OLIEHUBATD IPOLIECCH] CBEPTHIBAHMUS HA
MOJIEKYIIIPHOM ypOBHE.'¥? DTU yCTpoNCTBA MOTYT OBICTPO M3MEPSATH PA3IHMYHBIE
IapaMeTpbl — JJIEKTPOXMMHYECKHE, ONITHYECKME U MEXAHMYECKHE — M MOJYYaTh
pE3yABTaThl TECTOB HA CBEPTHIBAEMOCTh B TEUEHHE HECKOJIBKUX MHUHYT, YTO BaXKHO
ISl CPOYHOM IUATHOCTUKY U TEPAIIEBTHYECKUX BMEIIATENBCTB. *° Hanomarepuaisl,
B TOM 4YMCIIE HAaHOYACTULBI 30J0Ta W OKCHA rpadeHa, IPOIEMOHCTPHPOBAIIH
TMOBBIIIEHHYIO 4yBCTBUTENLHOCTh M CHEMUM(DUUHOCTL TpH auardoctuke JIBC-
CHHJIpOMa onaromaps CBOUM YHHUKAJILHBIM (U3UKO-XUMUYECKUM
XapakrepucTukam. '** MoToaKyCcTHYECKas BU3yalM3allus, KOTOpas COYETaeT B cebe
nIyOOKOe NPOHUKHOBEHHE AKYCTHMYECKMX BOJH C BBICOKOW KOHTPAaCTHOCTBIO
ONTHYECKOW BM3yalM3alluH, MCIIOJNL3YETCS I MOHMTOPUHIA LUPKYIUPYIOIIMX
TpOoMOOB M CBEPTHIBAHUS KPOBHM B TKAaHSX B PEXUME PEAIBLHOIO BpeMeHH.'*® Dra

TEXHOJIOTHUS TOKa3ajia MHOTOOOEIIA0NINE PE3yJIbTaThl IPU 0OHAPYKEHUH TenapruHa
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U HU3KOMOJIEKYJSIDHOTO TelapuHa, MpU 3TOM (POTOAKYCTHYECKHMH CHUTHAJ
3HAQUUTEJIBHO M MPOIOPIUOHAIBHO YBEJIWYMBACTCA B IIPUCYTCTBHM JTUX

136137 g oOmapyxeHus TpOMOMHA, KIIIOUEBOro (pepMEHTa B

AHTUKOAT'yJISTHTOB.
KacKaJie KoaryJisiiuu. Obuid pa3paOoTaHbl AIEKTPOXUMHUECKHUE JaTYNKH, OCOOEHHO
Ha OCHOBE alTaMepoB, JTH JAaTUYUKHU OOECIEUMBAIOT OBICTPOE, U30UpaTEIbHOE U
YyBCTBUTEIBbHOE OOHapyXeHHE TPOMOMHA, UYTO KpalWHEe Ba)KHO ISl TUATHOCTUKU
JBC-cungpoma.'*® Jlins  orcnexkuBanus MOJEKY]I M KIETOK CIyCTKa KPOBH
UCTIONB3YIOTCSl  (PIyopeclieHTHbIE  30HIbI,  IO3BOJIAIOINIME  OAHOBPEMEHHO
KOJIMYECTBEHHO M3MEPATH HECKOIBKO LENed. OTO YIy4llaeT BU3yAIH3ALUIO
JUHAMHKM  CTyCTKa KpPOBM UM MOXET CIOCOOCTBOBaTb HEHMHBA3WBHOMY
00CIIeI0BaHUI0 TPOMO03a Ha PAHHEN CTaMU B KIMHUYECKUX yCIOBUsX. )
[IpumedarenbHO, YTO Mporpecc B OONACTHU HCKYCCTBEHHOIO WHTEIUIEKTa U
MalIMHHOIO OOyYeHHsl MpUBENI K pa3padOTKe alroOpuTMOB, KOTOPBIE MOTYT
OJHOBPEMEHHO OTCJIEKHMBATh pAa3JIMYHbIE MapaMeTpbl, TO3BOJSAS  BBISBITH
YHUKAJIbHbIE 3aKOHOMEPHOCTH Yy NAUEHTOB. JTa BO3MOXHOCTb IIOMOTAET
ONPEAEIUTh HanboJee MOAXOAANIEE JCUCHUE WM MOCTABUTh JUArHO3, 0COOEHHO
JUIsl TIALMEHTOB C YHUKAJbHBIMHM 3a00J€BaHUSIMU, B TOM YHCIE MJIA TeX, KTO
IPOXOAUT HOBBIE BUJIbI AHTUKOATYISHTHON Teparuu, 0 14!

B uenom, mpu nopo3penun Ha JIBC-cuHApPOM pEKOMEHIyeTCs HCIOIb30BaTh
IPOBEPEHHYIO CUCTEMY OLIEHKH, 00BEANHSIONIYIO pa3InYHbIE TJa00PaTOPHBIE TECTHI
ns cpaBHeHus. [lockonbky JIBC-CHHIPOM MOXKET MPOSBIATHCS IO-Pa3HOMY,
HEOOXOIUMO PETYJISIPHO OTCIIEKMBAaTh M3MEHEHHs MapamMeTpoB. i1 TOYHOTrO
IIPOTHO3UPOBAHUS CIEAYET YUYUTHIBATh OCHOBHBIEC INPUYUHBI, CBA3aHHbIE ¢ JIBC-
CUHJIPOMOM, a TaK)Ke JIpyrre HapyIIeHUs] CBEPThIBAEMOCTH KPOBHU, YTOOBI U30€KaTh
HeTpaBWIBHOTO pacdyeTra 6amtoB mo mkane JIBC-cuanpoma. HoBble TeXHOIOTHN B
nuarHoctuke u jedeHnu J[BC-cuHIpoMa 3HAYMTENBHO NPOABHUHYIMCH BIEPEN H
MOTYT TPOHU3BECTH PEBOJIOLHMI0 B YyXOJI€ 3a IMAIUMEHTaMH. OTH WHHOBALUH
OTKPBIBAIOT 3HAYUTENIbHBIE MEPCIEKTUBBI g 0ojiee TOYHOro, 3(PPEKTUBHOIO U
NEPCOHAIM3UPOBAHHOIO YIIPABIEHUS JUCCEMUHUPOBAHHBIM BHYTPUCOCYAMCTHIM

CBCPTBIBAHHCM.
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7 ANOPEPEHIIUAJIBHAA TUAT'HOCTHUKA JIBC-CUHAPOMA U TMA
TMA, mnposBAsOmIasCs KaKk KIMHUYECKUH CHHIPOM, XapaKTepU3YIOIIUICS
MUKpPOAHTHOMATUYECKOM TeMOJIMTUYECKON aHEeMUEH, NpPHUBJIEKAaeT Bce OoJblIe
BHUMaHus Bpauell. TMA BkimtouaeT B ce0d TEMOJIMTUYECKYIO aHEMHUIO,
TPOMOOLIUTONIEHNIO U JUC(YHKIUIO OPraHOB, OCOOEHHO IOYEK U LIEHTpalIbHON
HEPBHOM CHCTEMBI, a TaKkKe Jpyrux oprados. > TpomGouuTonenus u
NOTEHIMANbHAS TUCQYHKIUS OPTraHOB SBISIIOTCS OOMIMMU  KIMHUYECKUMU
npuzHakamu  JIBC-cungpoma u  TMA, mnostoMy  BaXXHO  INPOBOJIUTH
muddepenuuanbuyo  auarHoctuky  mexay — JABC-cunapomom u  TMA
(rabmuua 3). B ocHoBe mnaroreHeza TMA nexXuT aHOMajbHas aKTUBALUA U
notpediieHne TPOMOOIIUTOB, a TAK)Ke AUCPYHKIUS SHAOTEIHAIBHBIX KIETOK, B TO
BpeMsi KaK CHCTE€Ma CBEPTBHIBAHHUS KpPOBU M (PUOPUMHOIMTHUYECKAS] CHUCTEMA B
OOJNBIIMHCTBE ClIydyaeB He axkrtuupyrorcs.'” TMA wdaime Bcero cBs3aHa c
CONYTCTBYIOLIUMH COCTOSSHUSIMH, TaKUMU Kak HH(peKuu, OepeMEeHHOCTb,
ayTONMMYHHBIE 3a0o0JeBaHUs WIH 3JI0Ka4€CTBEHHAs
runeprensus. TpomOoTuueckass TpoMmOouuronennyeckas mypnypa (TTII) wu
remosiuTuKo-ypemuueckuid cunapoM (I'YC) cuurarorcsi OCHOBHBIMH NMPUYMHAMU
cuaapomoB TMA. B otinune ot JIBC-cunapoma, y KOTOPOro HET CieHU(PUIECKUX
MapkepoB, y TMA ecTb HekoTOpble auarHoctuueckue wmapkepbl. Jmsa TTII
XapakTepHO 3aMeTHOe cHmxkeHne ypoBHa ADAMTSI13, a gua STEC-TYC —
BbisiBNieHne uHpexuun STEC. [Ipu al'VC HeoOXomuMo BBISIBUTH HAapyIICHHS B
cucreMe komiuieMmenra.'* Uro kacaercs sedenus, 10 npu TMA nepenupaHue
TPpOMOOIIMTAPHOW MAacchl MPOTMBOIOKA3aHO, B TO Bpemss kak npu JIBC c
TPOMOOLIUTONIEHNEN U CUIIBHBIM KPOBOTEUEHHEM OHO pekoMenayetcs. [lanuenram
c JBC ¢ runepbuOpuHOIM30M  TIOKa3aHa  aHTUPUOPUHOIUTHYECKAS
Tepamnuvs. 3aMEIICHUE IUIa3Mbl PEKOMEHAYETCSI B HEKOTOPBIX caydasx TMA,
Hanpumep npu TTII, nHo we npu [IBC. Konuentpar AT u peKoMOMHAHTHBIN
TPOMOOMOIYINH O00BIYHO Hcnodb3ytoTcs npu IBC-cunapome, B TO Bpemsi Kak
aKynu3ymMabd 3G GeKTUBEH MPH OMOCPEAOBaHHONW KomIieMeHToM TMA, Takod Kak
al'YC, a putrykcuma® mone3eH mpu TTIl y mamueHTOB C BBICOKUM TUTPOM
unruouropa ADAMTSI3.
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Tabmuma 3. Jluddepenmmansaenii quardos JIBC u TMA

Kpurtepun JABC TMA
TpomOoruToneHms YacTto YacTto
KpoBoTeuenune u ckIIOHHOCTb K Yacrto Yacro
KPOBOTEUYEHHUSIM
Anemus OueHb yacTo OO0bI14HO
ok wiu HapyLeHue OdeHpb 9acTo Penko
MUKPOLHPKYJISALUI
HuchyHKuus opranoB Jlerkue noukwu, mIok [oukn, ITHC
I'ematypus HHOIZa 4acTo

IIaTonmornyeckne MeXaHU3MEI

MukpocoCyaucThIi TPOMOO03

[IpeumyiecTBeHHO B

[IpenmMy1iecTBEHHO B apTepHOIaX

BEHYJax

AKTHBAIUS TPOMOOITUTOB na na

OHpoTennaIbHas IUCOYHKIHS OHAoTenNaIbHOE OTeK SHAOTEINAIBHBIX KIETOK U

MIOBPEXXICHNE CyO3HIOTENHATBHBIX IPOCTPAHCTB,

COIPOBOXKIAIOIIMNICS YyTOJIIECHUEM
COCYZIUCTBIX CTEHOK U
TPOMOOLIMTAPHBIMA MUKPOTPOMOAMH

AKTHUBaLUs CUCTEMBI na Her

CBEpPTHIBaHMSI KDOBH

OubpuHONIH3 BTOPUYHO Her

JlaboparopHsie qaHHbIE

KonnvecTBo TpOMOOIIMTOB Huskoe Huskoe

I'emornobun YacTto HU3KUI Huskuit

OubpUH-CBA3aHHBIE MAPKEPHI

3HAYUTEIbHOE IOBHIIIICHUE

He3naunTenbHO IOBBIIICH

[IpoTpoMOHHOBOE Bpemsi VY anuHeHo Hopma
AHTUTpOMOWH Huzkuit Hopma
AnbOyMUH Huzkwmit Hopma
Kpeatunun YacTo BBICOKUH Bricokuit
OO6mmii onmmpy6oun, JIAT YacTto BBICOKHUI Bricokwmii

Jleuenue

Pexomennamnus:
[MoxnepxuBarormias Teparnus,
MepeTMBaHue KPOBU
(’puTponHTapHO,
CBEXKE3aMOPOXKEHHOH,
IJIa3MEHHO ),
anTukoaryasutel, AT, thTM
U T. 1.

Pexomennanus: [logaepxxuBaroias
Tepanus, epeTnBaHue KPOBU
(aputponurapHoii maccel, C3I1),
TIIO/C3I1, remoananus,
MOHOKJIOHAJIBHBIC aHTHTENA (10
MTOKa3aHUSAM) | T. JI.

rthTM -pexomOuHanTHBIN TpoMOOoMonynuH, TIIO — TepaneBTHYECKHI M1a3MO0OMEH

8 JEHEHME

VYuutbiBas cinoxuyto narodusuonoruto JIBC-cunipoma, ero geueHue npeacTapiseT

co00ll MHOTOTpaHHYIO 3aj]a4y, TpeOyIOIly0 WHIMBUIYAIbHOIO MOAX0AA C YYETOM

KIIMHUYCCKOI'O

KOHTCKCTa

U KOHKPETHOU

[IEpBONPUYHUHEL. B

ciydae
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oeccumnToMHoro JIBC-cuHapoMa kpaiiHE BaXKHO YCTPAHHUTh MEPBONPHUYMHY, TaK
KaK 3(dexTruBHOE JeUeHNE OCHOBHOM MPOOIEMBbI YacTO MPUBOAUT K YCTPAHEHUIO
koarynonaruu. OqHako 1no mepe nporpeccupoBanusi JIBC-cunHapoma BO3HUKAET
HEO0OXOMMOCTb B Ha3HaU€HUH 3(h(PEKTUBHON aHTUKOATYISTHTHOM TE€paruy BO BpeMs
TUIEPKOAryisiiMoHHON  (a3bl. HecMoTpst Ha 3TO, OIpeleneHne ONTUMAIbHOIO
BPEMEHU Hayajla aHTUKOATYJISTHTHOM Teparnud U OLEHKa MOTEHUUAJIbHBIX PUCKOB,
TaKMX KaK KPOBOTEUYEHHE, OCTAIOTCS CEPhE3HBIMH NpOOJIEeMaMH B ATOW 00acTh
(puc. 4).

JUis  OCTaHOBKM KpOBOTEUEHHUS, BBI3BAHHOIO HEAOCTAaTKOM TPOMOOLIUTOB U
(aKkTOpOB CBEPTHIBAHUS KPOBHU, MOKET OTPEOOBATHCS HCII0JIb30BAHUE TPENApaToB
KPOBHU U KOHLEHTPAToOB (pakTOpOB cBEpThIBaHUsA. [10 CyTH, OCHOBHAs 1I€JIb COCTOUT
B TOM, 4YTOOBI BOCCTAaHOBHUTH (PU3MOJIOTMYECKOE COCTOSIHUE TIeMOCTaza IpHu
IIaTOJIOTMYECKOM KOAryJIONaTUU. JTa KOHLENIMS B HACTOAILIEE BPEMS SBISIETCS

npcamMCcToOM O6IHI/IpHI>IX HCCHGHOBaHHﬁ.

8.1 bazoBoe Jieuenue

JleueHre OCHOBHOTO 3a00J€BaHUS SBISIETCS BAKHEUIIUM MPUHLUIIOM JIEYEHUS
JABC-cunnpoma. Hanpumep, npu JIBC-cuHIpome, BBI3BAHHOM CEIICUCOM WIIH
CENITUYECKUM IIOKOM, CIEAYET COCPENOTOUYNUTHCS HA OCHOBHBIX IIPUHIIUIIAX JICUCHUS
cercuca, KOTOpble BKIIOUAIOT paHHEE BBISIBIICHUE U JIeYeHUE UH(DEKINH, TOAIEPKKY
reMOAMHAMUKA M yCTpaHeHHe AUCPYHKUMU opraHoB. [Ipy TpaBmMax MoOXeT
NoTpeOOBaThCsl XUPYPIHUECKOE BMELIATENbCTBO JJII OCTAHOBKH KPOBOTEUEHUS U
BOCCTaHOBJIEHUSI NTOBPEXKIACHHBIX TKaHEH. CBOEBPEMEHHOE 3THOTPOIHOE JICUYEHUE

MOMOTaeT OOPaTUTh BCIATH U IaXke ycTpaHuTh mipoiiecc JIBC-cunmpoma.

8.2 Jleyenne aHTHKOATYJIAHTAMHU

AHTUKOAryJIsIHTHasE ~Tepamnusi PEKOMEHIYeTCsS, KOTAa AaKTUBAIUS CHUCTEMBI
CBEpPTHbIBAaHHUS KPOBUM W CHUCTEMHAas BbIpaOOTKa TpoMOMHA MpeoOrafaroT Haj
GbubpuHOIM30M U Koarynomnatueil morpebnenus. [Ipu cemncuce mpoxoaryinstHTHas
aKTUBHOCTH M TO/laBlieHuEe (PuOprHOIM3a TPUBOIAT K 00pa30BaHUIO TPOMOWHA W
TUCOYHKIIMA OpPTraHoB, B OTOM CiIy4a€ pPEKOMEHIYeTCsS aHTUKOAryJIsTHTHAS
tepanus. JIBC-cuaapoM mpu HEKOTOPHIX BUAAX paka B OCHOBHOM XapaKTePU3yeTCs

MPOKOATYJISHTHONW aKTUBHOCTBIO U OTJIOXKEHHEM (PUOpHHA, B 3TOM CIydyae TakxKe
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PEKOMEHIYETCS AHTUKOAryJIAHTHAs Tepamus. XOTS He CyIIECTBYET YETKHMX
pEKOMEHIaIH 1o ONTHMAJILHOM IPOODKUTENBHOCTH JIeYeHus
AHTUKOAry/ISHTAMH, JAHHBIE CBUIETENLCTBYIOT O TOM, YTO CBOEBPEMEHHOE HAYAJIO
Tepanuu, B MACAJIE B TeUeHHE 24 4YacoB, MMEET pEINAIONIEe 3HAYEHHE I
MCIIOJIb30BaHUs TEPATIEBTHYECKHMX BO3MOXKHOCTeH 1pu J{BC-CHHApPOME, BHI3BAHHOM
cercucom.'* *° TIpumeuarensno, uro B ciydasx JBC-cuHapoMa, BBI3BAHHOTO
TSOKEJIOH TPAaBMOI ¥ TPABMATHYECKHUM IOKOM, COMPOBOXKIAIOIIMMCS KPUTUYECKHM
KPOBOTEYEHHEM, CBA3AHHBIM KaK C KOAryloIlaTHed MNOTpeONeHHs, Tak H C

9PC3MCPHBIM (1)H6pHHOJII/I3OM, AHTHUKOAT'YJLIHTBI CHUTAOTCA IIPOTUBOIIOKA3aHHBIMHA.

NEYEHUE OBC
OcHoBHoe KpoBoTeueHus
KNUHUYECKoe ACMMNTOMHbBIA TpomGoamGonuam He3HaYMTEeNLHLIe UNu
COCTOsIHME OTCYTCBYHOT
[ r Tp0M6ou,wraprm -\
KOHLIeHTpaT:
I | MopaepxaHue I
| KonuyecTea
I TpomBouuTos > 30-
| MukpoTpombGei: I 50 X 109/n
enapuHbl
| | C3M unn KoHUeHTpaT I
NaBopaTopHble AeHan " tpakTopos:
| TpomboambBonus: AHTUKOArynsHTHasA TBulB>1,50T1 HoprlI
npu3Haku [1BC-
| S AOME lenapwHbl Tepanus ] .
DUGpUHOTreH:
CBoeBpeMeHHoe | MOH nz-2a KoHueHTpar YposHY ubpuHoreHa I
3TMOMNOrMYecKoe | ANroputM oLeHKn . <15 rn
fisvaTivie ABC-cunapoma obpasoBaHus TPOMBOLUUTOB! ’
| Tpom6GoB: [enapuHbi KonunuecTso (<2,0 r/n npun MNPK)
| AHTUKOArynsiHTHas TPOMGOLM;OB
- I OnuuoHansHo (Mano <20 X10°%n ButamuH K: I
| AoKa3aTenbCcTB): | MopospeHne Ha
KoHueHTpat nedvumt ButamuHa K
l aHTUTpOoMbuHa I
| TpombomoaynuH | TpaHekcamoBas
Kucnorta
| | Tonbko I
| runepcubpuUHOnUs3, B
I NPOTMBHOM cry4ae
l I NPOTMBONOKA3aHO

— E—— E—— — —— —— —— —

PucyHok 4. [MpuyuHsbl U MemoOdsl neyeHus [BC-cuHOpoma. JleyeHue nodpasoesnsemcs Ha ycmpaHeHUe 0CHOB8HO20 3a60s1e8aHUSA
U crieyuguyeckoe gedeHue beCCUMMMOMHbIX MAYUEHMOo8, MpPomboamboauu U KposomeyeHus, C PEKOMEeHOAUUAMU [0
npogpunakmuke HMI, aHmumpombuHy, KOHUeHMpamam mpomboyumos u opya2um rnoooepHusaruM Memooam nevyeHus Ha
0CHOBE KAUHUYEeCKoU KapmuHbl.

8.2.1 lIpumenenue anturpomoOuHa (AT)

Kak ynomunanoce panee, AT — 3TO MHTHUOUTOP CEPUHOBBIX MPOTEaA3, KOTOPHIH
WUTPaeT BAXXHEUIIIYIO POJIb B ECTECTBEHHOW CUCTEME aHTUKOATYJISILUA, HEUTPaIU3ys
TpoMOuH U Jpyrue (aktopsl cBepthiBaHus. [Ipu JIBC-cunapome, korma
MPOUCXOAUT Ype3MEpHas aKTUBAIMSA TMyTEW CBEPThIBaHMS, YpoBeHb AT MoxeT
3HAQUUTEIBHO  CHU3BUTHCS, UYTO  MNPHUBOAUT K  TUIEPKOATYISIHUOHHOMY

cocrostmio. ' Tlpu cencuce, korma akTMBHOCTh AT 3aMETHO CHMIKAETCS, OBLIO
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TUIATEJIbHO M3y4YE€HO NpuMeHeHue KoHueHtpara AT, u y naunumeHtoB c¢ JIBC-
CUHAPOMOM, CBSI3aHHBIM C cerncucoMm, noiaydaBmmx AT, HaOmozanoch
3HAYUTENIbHOE CHUKEHHUE CMEpPTHOCTU B TeueHue 28 nueil. [IpeumyniectBa Obuin
OCOOEHHO  BBIpaKeHbI, Kkorga AT He TpUMEHSICS  OIHOBPEMEHHO C
renapunoM. ** ¥ OnHako MeTaaHanW3 He BBISBMJI 3HAYMTEILHOIO CHIDKEHHS
o011eit cmepTHOCTH MpH JieueHnU AT y Bcex ManueHTOB B KPUTHIECKOM COCTOSTHUH,
a aHaJIM3 NOATPYMI TAK)KE HE BBIIBWII IOTEHIMATIBHOM M0JIB3bI Y narueHToB ¢ [IBC-
cunapomMoM u cencucoM.”’ Kpome toro, seuenre AT, mo-BUAMMOMY, ITOBBIIIAET
PHUCK KpOBOTEUeHHUM, kKak orMeueHo B KokpeliHoBckoMm 0030pe, BkitouaBiieMm 30
PKU; npu 3TOM COmMyTCTBYIOLIEE MPUMEHEHHE IelapyuHa CIENAyeT paccMaTpuBaTh
kak (akrop pucka.””' SIMOHCKME pPEKOMEHJAIMM MO JICYEHHIO  CEICHCca
pekoMeHayroT ucnonb3oBarb AT npu JIBC-cunapome, CBSI3aHHOM C CEIICUCOM, YTO
MOJTBEPKIAECTCS AHAIIM30M, IPOBEJEHHBIM C y4€TOM KO3(h(pHILIEeHTa CKIOHHOCTH K
3a00JIEBaHHUIO, KOTOPBIN OKa3a yJIy4IlEeHue noKasaresuein
BeDKHMBaeMocTy. °> 193 O6ocHOBaHKE YTON PEKOMEHIALUH OCHOBAHO HA TIOHUMAHUU
TOT0, YTO CEpPbE3HBbIE MOBPEXKJCHUS, MPUBOASAIINE K CUCTEMHOMY OOpa30BaHUIO
TpOMOWHA, MOTYT IIOJABJIATb €CTECTBEHHBIE AHTUKOATYJISHTHBIE MEXaHU3MbI
OpraHu3Ma, B TOM YUCJIE CUCTEMY aHTUTpOMOUHA. CUUTAETCS, UTO BOCCTAHOBIIEHUE
TUX MEXaHHU3MOB C MOMOIIBIO KOHIEHTpaTta AT CHMKaeT TMIepKOaryssliHOHHOE
COCTOSIHUE M CBA3aHHYIO C HHUM cMepTHOCTh. [locnennue naHHble 00
b dexTruBHOCTH M 6e30nacHOCTH AT cTanu 6osee O1aronpUsTHHIMU IPH CETICUCE U
JABC-cunnpome, CBSI3aHHOM C CEIICUCOM, XOTSl ONTHUMAJIbHAsI JO3UPOBKA U BHIOOD
nanuMeHToB st AT-Tepanuu OCTalOTCs CHOPHBIMU BOIIPOCaMU, TPEOYHOUIMMU
JanbHeHIuX uccaenoanuii. °* 1% AT-Tepannio Takke MOXKHO pacCMaTpUBaTh IIPU
npuodOpereHHoM fAedunute AT, Hampumep npu TpaBmax, cBszaHHbIX ¢ JIBC-

CHUHJIPOMOM, O’KOTaX, OCJIO)KHEHHOW OCpEeMEHHOCTH.

8.2.2 JleueHue renapuHoM

B cnydasx JIBC-cunmpoma, korma Tpom0O03 SBISIETCS MPEOoOIagaroniuM
KIIMHUYECKUM [IPU3HAKOM, ISTH PEKOMEHAYET UCII0JIb30BATh
He(dpakironupoBanHsbli renapud win HMI. OgHako HU OIHO paHJOMHU3UPOBAHHOE
KoHTponupyemoe ucciegoBanue (PKI) noka He mpoaeMOHCTpUPOBAIIO KIMHUYECKU

3HAYMMOro pesyinbrara y nauueHtoB ¢ JIBC-cuHapomom. MeraaHanus mnokasain
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NOTEHIIMATbHYIO TIONb3y HE(PpPaKIMOHHUPOBAHHOTO TEMapuHa B CHIKEHUU
CMEPTHOCTH TMpU CEICHCE, OCOOEHHO Y TMAaLMEHTOB C TKeIon (opmoi
sabonesanus. *® [Ipumenenne renmapuna npu  JIBC-cHMHIpOME, CBA3AHHOM C
CEIICUCOM, SIBJISIETCS CJIOKHBIM BOIIPOCOM, ITOCKOJIBKY OH MOXKET BJIMSITH HE TOJIBKO
Ha IIyTU KOAryJsilMM, HO M Ha BOCHAJIUTEIBHBIE IPOLECCH, KOTOPBIE HIPAaIOT
KJIIOUEBYI0 ponb B maropusumonorun cemcuca.”’ '°* HemaBuee wuccnenoBanue
MIOKAa3aJI0, YTO TeMAPUH MOKET MPEJOTBpallaTh UMMYHHBIE PEAKIUH, 3aBUCALLIUE OT
Kacrasbl-11, ¥ CMEPTHOCTH OT CElCHCAa HE3aBHCHMO OT €r0 aHTHUKOAryJISHTHOTO
sdpdexra.’™’

B paHIoMu3upOBaHHOM KOHTPOJUPYEMOM HCCIEIOBAHHUM, LIEIBI0 KOTOPOro OblLia
ouenka 3p¢pexrnBHoctd HMI' y maumentoB ¢ COVID-19, noaBep:keHHBIX pUCKY
TpomOO03a (ypoBeHb D-muMepa B 1uia3mMe KpoBH Oojee 4eM B YEThIpE pasa
IPEBBIIIAET BEPXHIOK IPaHUIy HOpMbI WK nokazarens SIC >4), repaneBTuueckue
no3el HMI' cHM3mim 4actory TpoMOO3MOOIMM U CMEPTHOCTH MO CPaBHEHHUIO CO
CTaH/IapTHOM TeNnapuH-TPOMOONPOPUIAKTUKOM, B TO BpeMs Kak y MalUEHTOB B
KPUTUYECKOM COCTOSHUM (P deKT oT Jedenus He Habmonancs.'* Tenapuabl MOryT
ObITh HanOosee F3((HEKTUBHBI MPU MPUMEHEHUN HA PAHHUX CTaIusAX 3a00JI€BaHUA
JUTSL IPEIOTBPAILIEHUS KaK MaKpOCOCYAUCTOTO, TAK 1 MUKPOCOCYAHCTOIO TpoMO03a
B 3TOM  cocTosHuu. [I[popunakruueckoe  MpUMEHEHHWE  TemapuHa  WIU
HU3KOMOJIEKYJIIDHOTO TE€lapuHa PEKOMEHIYETCS y MalMEeHTOB B KPUTHYECKOM
COCTOSIHUM, HE HWMEIOIIMX KPOBOTEUEHUH, JUIsl MPEAOTBPAIICHUS BEHO3HOU
TPOMOOIMOOIHH.

K npumeHeHuto remapuHa CleAyeT MNOAXOAUTh C OCTOPOKHOCTBIO —WJIU
IIPUOCTAHOBUTH €r0 NMPUMEHEHHE y nauueHToB ¢ JBC-cuHApPOMOM, y KOTOPBIX
HAOJI01aeTCsl KPOBOTEUEHHE, Y MAIlMEHTOB C BBICOKUM PHUCKOM KPOBOTEUEHUS WIIU
IpH CHWKEHMHU YpOBHs TpomOouutoB Hmke 20 % 10%/1.'°' V manumenros ¢ JIBC-
cuHapomoM, cBsi3aHHbIM ¢ A®DJI, mpuMeHeHue remapuHa TpeOyeT THIATEIBLHOTO
pPaccMOTpEHUs, PU 3TOM YPOBEHb TPOMOOILIMTOB B HI€aIe TOJKEH ObITh BbIlie 20
x 10°/11, a Ip¥ IPUHATHUY PELIEHHI CIEAYET YUUTHIBATH PUCK KpoBOoTedeHus. [Ipu
akymepckoMm J[BC-cunapomMe, KOTOpbIi B OCHOBHOM IMPOSIBISIETCSI KPOBOTEUCHUEM,
NpUMEHEHUE HEPPAKIMOHUPOBAHHOIO TeNapuHa WM HU3KOMOJEKYJISIPHOTO
rernapvHa He SIBISETCS OJHO3HAYHBIM U JIOJDKHO NPUMEHSTHCA TOJIBKO B TeX

cllydasix, Korja TpoM003 MpecTaBisieT 0oliee Cephe3HYI0 OMAaCHOCTb.
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I'enapun-uHaympoBanHas  tpombouurtonenuss (I'MT), xapakrepusyroniascs
CHIDKEHHEM KOJIMYECTBa TPOMOOIIMTOB M TOBBIIICHHBIM PHCKOM BEHO3HOTO WJIH
apTepuaIbHOIO TpoM003a, SBJISIETCS CEPbE3HBIM OCJIO)KHEHUEM
renapurorepanuu. > TUT BeI3bIBAETCS CMHTE30M aHTUTEI, HALIETIEHHBIX Ha (PaKTop
4 tpombormTos (PF4), momuduimposannslii renapusom.'* Ilpyu momospennn Ha
['UT cimenyer HEMEWIEHHO IPEKPATUTh  TENAPUHOTEPANMIO,  IIPOBECTHU
nonrmiaeporpaduio  HWKHUX KOHEYHOCTEH UM HAa3HAYUTh  aJIbTePHATHUBHBIN

AHTUKOATyJIHT, HAIpUMEp JaHaIlapou ]l HaTpysl WK aprparpotan.'®

8.3 /Ipyrue 0eJIKM-aHTUKOATYJISIHTBI

Bo Bpems  rumepkoarymsiimoHHod — ¢a3er  JIBC-cuHapomMa — OCHOBHBIE
anTukoaryiasHTel, B ToM uucie APC, TFPI u snporenuanbHblii TpOMOOMOIYIIUH,
nomasisitores. [loaToMy  Takke  M3ydaroTcss  npenaparbl, KOTOpPbIE  MOTYT
BOCCTAaHOBHUTH HAapyLICHHbIE AHTUKOATYJSIHTHBIE MeXaHW3Mbl. Huke nmpuBomutcs
0030p TEKyLIMX KJIMHUYECKUX HCCIENOBAaHUII OCHOBHBIX aHTUKOAryIsiHTOB: APC,
TFPI u tpomOomonynuHa. CTOUT OTMETUTh, YTO NOTEHLIHAT KIMHHUYECKOTO
INPUMEHEHUS 3THX AHTHKOATYJISIHTOB BCE €Il M3ydaeTcss U TpeOyeT AalbHeuIen

IPOBEPKHU.

8.3.1 PekOMOMHAHTHBIN PAaCTBOPUMBbIN TPOMOOMOIYJINH YeJIOBEKA

[Ipu [JBC-cunmpome, npu KOTOPOM HApyIIAeTCs PaBHOBECHUE  MEXKIY
CBEPTHIBAEMOCTbI0 W AHTHCBEPTHIBAEMOCTHIO KPOBU, TPOMOOMOIYIMH CTaj
MHOT0OOEHIAIOIUM TEPANEBTUYECKUM CpeacTBOM. KIMHUYECKUE HWCIBbITaHUs, B
YACTHOCTH B SIMOHMM, MOKa3ajdd MOTEHIHAIbHYIO IOJb3y PEKOMOMHAHTHOIO
YeJI0BEYECKOro pactBopumoro Tpomoomonyauna (rTM) mpu JIBC-cunmpowme,
BBI3BAHHOM  3JIOKQUECTBEHHBIMH  3a00JI€BaHUSIMU  KPOBU WM  TSKEJBIMU

15 Meraananus, B KOTOpoM NpuHsuK ydacthe 1409 manueHToB n3

MH(DEKIUSIMHU.
TPEX PAHIOMU3UPOBAHHBIX KOHTPOJHUPYEMBIX  HCCIECIOBAHUW U JIEBATH
HaOJIOIaTEeNIbHBIX UCCIIE0OBAHNM, TTOKA3aJI CHUKEHUE PUCKA CMEPTH Y MAIIMEHTOB C
JABC-cunipomom, BbI3BAHHBIM CEIICHCOM, ITPH JiedeHUU I'TM, 4TO CBUAETENBCTBYET
0 Oomee OmarompusaTHBIX pesynbrarax.'®® Omgnako uccnenosanne SCARLET, B
KOTOPOM M3y4aJIOCh BIUsHAE r'TM Ha CMEPTHOCTH B Te€UEHHE 28 AHEN y NALlMEHTOB

¢ JABC-cunapoMoM, HE BBISSBWIIO CHUKEHHUs pUCKa B IPyNIE BMELIATEIbCTBA IO
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CPaBHEHHUIO C TPYMION mianedo, B TO BpeMs KaK PUCK CEPhE3HOTO KPOBOTCUCHHUS

167 Tem ne menee, mocrdaxropusiii anaan3 uccienosanus SCARLET

BO3pACTACT.
MoKa3aja, 4TO CHIDKEHHE PHUCKA CMEPTHOCTH OBLJIO Hambosee BBIPAKCHHBIM B
HNOATPYIIax MalMeHTOB C MNOBBILIEHHBIM ypoBHEM TAT M mpoTpoMOHHOBOTO
¢parmMeHTa, 4TO IMO3BOJIAET MNPEANOIOKUTh, 4TO 'TM MOXeT OBITh OCOOEHHO
s dexTrBeH y MAIMEHTOB C oonee TSDKEIION dbopmoit
3abonesanus. ' Tlocaemyrommuii OOHOBJICHHBIN METaaHajIN3 BBISBUIL
CTaTUCTUYECKU 3HAUMMYIO Pa3HHILy B CHIDKEHUHU pucka cMmeptHocTH mpu SIC Ge3
YBEIMYEHHUs pHUCKa KpoBoTeueHuil.'®” Xors pesynsraThl B HEKOTOPOM CTENEHH
pas3nuyaroTcs, B LEJIOM JaHHbIE MOATBEPKIAIOT MOJOXKHUTEIbHBIM 3PQeKT oT
ucnonb3oBanuss thTM s nedennss JIBC-cungpoma. Tekymue wuccrienoBaHus
HalpaBJICHbl HA TO, YTOOBI BBIICHUTH HAeaidbHyt0 posb r'TM B neuenun JIBC-

CUHApPOMA U CBSI3aHHBIX C HUM 3a00JI€BaHUM.

8.3.2 PekomOMHaHTHBIN akTUBUPOBaHHbIN nporenH C (APC)

PekomOunantubiii APC (rAPC) cram nepBbIM HaTypajibHbIM aHTHKOATYJISTHTOM,
ONOOpPEHHBIM MJIsl JICYEHHUS CElCHca, MOCIe TOr0 Kak pe3ysbTaTbl WCCIEIOBAHUS
PROWESS mnokazanu mMonoXUTENbHBIA JPGEKT y TalUMEeHTOB C TSKEIbIM
cencucoM.'”’ Ananus noarpynn B uccienosanund PROWESS mokasain eme Gonee
MOJIOKUTEIBHBIN A(PPEKT Ha BBDKMBAEMOCTh Yy MalMeHTOB ¢ siBHBIM JIBC-
cuapomMoM. OgHaKO NOCJeyOUUe UCCJIeI0BaHUS HE CMOIIIH
IIPOJIEMOHCTPUPOBATh yCTOMYMBYIO TONb3y oOT npumeHenus TtAPC, u ero
UCIIOJIb30BaHUE OBLIO CBSI3aHO C MOBBILICHHBIM PHUCKOM KpPOBOTEUEHMMH, 4TO
IPHMBEIIO K ero cHATHIO ¢ npopaxu.' "> Cuatue rAPC ¢ mpomaku mOquepKUBAET
clnoxkHOCTh M TpynHocth B JedeHun JIBC-cunapoma. Xors rAPC mokaszan
MHOTOOOEIIAIoME Pe3ylbTaThl B HEKOTOPBIX TpyIIax MNallueHToB, €ro 0Oojee
IIMPOKOE NPUMEHEHHE OBLIO OrPAaHUYEHO M3-3a PoOIeM ¢ Ge3omacHocThio. ! D10
NOJUYEPKHUBAET HEOOXOAMMOCTh B3BEIICHHOTO IMOIX0/la K HCIOJb30BAaHUIO
aHTukoaryiassHtoB npu JIBC-cuHapome, Korma pUCK KpPOBOTEUEHHUS JOJDKEH

TIIATEJIBLHO COMOCTAaBIISITHCA C MMOTEHIIMAILHON MOJIB30M OT JIeUEeHUS.
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8.3.3 PekoMOMHAHTHBIA MHITMOUTOP MYyTH TKaHeBOIO (pakropa, TFPI

TFPI — 3TO 3HIOr€HHBII MHTHOUTOpP CUCTEMBI CBEPTHIBAHUSA KPOBH, KOTOPBIA
HanpsMyro HHTuOupyeT ¢akrop Xa u komiuiekc TF/¢pakrop VIla. YuuteiBas ero
poJib B MOAABICHUM WHULHMALIMU KOAryJsLHMOHHOro Kackana, TFPI Tteopetnuecku
npencraBinsger coboi  MHOrooOemaroulyr MullneHb s Jedenuss JBC-
cuHapoMa. PanHne wccrnenoBaHus, B TOM UHCJIE Ha >KUBOTHBIX MOJAENSX H
UCIIBITAHUSX Ha 3JI0POBBIX JIIOISAX, MOKa3adu, 4YTo pekoMOuHaHTHbIM TFPI moxer
ObITh 3()(EKTUBHBIM CpeaCcTBOM JedeHus.!”* OIHAKO HEPEXon OT TEOPETHYECKHUX
MPEATNONIOKEHUHN K KIMHUYECKOW 2 (PEKTUBHOCTH OKa3ajics HEMPOCTOM 3amadeii. B
uccienoBanuu Il ¢asel rTFPl y manueHToB ¢ TSXKENIbIM CEICUCOM COOOIIAIOCh O
HE3HAYMTEILHOM  CHWKeHMM  28-mHeBHOM  cmeprHOCTH.'” Tlocnenyromee
uccinenoBanue ¢assl 3, wu3BectHoe Kak wucciaenoBanue OPTIMIST, He
MPOJAEMOHCTPUPOBAJIO  YIYYIICHUS BBDKMBAEMOCTH TMAIMEHTOB C  TKEIBIM
cencucoM, moiydaBmux rTFPI, mo cpaBHenuio ¢ mmane6o.'’® Dtu pesynsrarhl
MOMIYEPKUBAIOT Pa3pblB MEXKAY TEOPETUYECKUMU MEXAHU3MaMU JIEUCTBUSA U
KJIMHUYECKUMU UCXOJIAMU TIPHU CIIOKHBIX COCTOSIHUSIX, TakuX Kak JIBC-cunapom.

B 3akmioueHuwe ciegyer OTMETUTh, 4TO, XoTa TpomOomoxynuH, APC u TFPI
TEOPETUYECKU MEepCHeKTUBHBI it jedeHud JBC-cuHapoma, MX KIMHAYECKAS
s pexTuBHOCTH BapbupyeTcs. TpoMOOMOIyIHH, 0OCOOCHHO B €r0 peKOMOMHAHTHOM
dopme,  mOpomeMOHCTpUpOBa  Haubonee  CTaOWIbHBIE  TOTCHIMAIbHBIC
pPEeUMYILEeCTBa, OCOOCHHO Yy MAalMEHTOB C OO0Jee TKEIbIMU MPOSBICHUSIMU
3a0oneBanus. [Ipobnemsl, ¢ koropbiMu cTOIKHYIUCH TAPC 1 rTFPI B kimuHnyeckux
UCIIBITAHUSX, TTIOTUYEPKUBAIOT HEOOXOMMOCTh 00JIe€ UHIUBUYAIBHOTO MOAX0/a K
JICYCHUIO C YYETOM KOHKPETHBIX XapakTepucTuk U Tsokectu IBC-cuHimpoma y
OTJETbHBIX MAIMEHTOB. TEeKylMe UCCIEAOBaHUS W KIMHUYECKHE HCHBITAaHUS
HEOoOXoauMbl st Oojiee TIIyOOKOro TMOHMMAaHUs OSTUX METOJIOB JICUCHUs U

BBISIBJICHUS TPYIII MALIMEHTOB, KOTOPHIM OHU MOTYT IPUHECTH HauOOJIBILIYIO MOJIB3Y.

8.4 Boccranosiienne pudpuHoIn3a

B xoHTekcTe cerncuca, mpu KOTOPOM 4acTo HapymaeTcss GuOpUHOIN3, CYIIECTBYET
3HAYUTENbHBIA HHTEPEC K pa3paboTKe TepaneBTUYECKUX CPEACTB, BO3ACHCTBYIOIIMX
Ha OeJIK1, KOTOpble MHTUOUpPYIoT prubpuHonus. B vactHocTH, nHrnOuposanue PAI-

1 cuuTaercs LEHHBIM H3-32 €r0 CWJIBHOM KOPpENsLMUA C HeONaronpusTHBIMU
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ncxomamu. %

Pa3paboTka HU3KOMOJEKYISIpHBIX aHTaroHUCToB PAI-1 mokazana
cBOIO 3((EKTUBHOCTh B MOJABICHUM OOpa30oBaHHUS TPOMOOB M OblIa MpHU3HAHA
Oe3omacHOM  Ha  JKMBOTHBIX — Mojensx.'’ Marmburop  PAI-1  cmocoGen
BOCCTaHaBJIMBaTh JIM3UC TPoMOOB B IUIa3M€ U YMEHBIIATh OOpa3oBaHUE
MUKPOTPOMOOB B  JIETKUX M KPOBOM3JIMSHUS B MOJEIMU CElcuca y
mpimeit.”® HecMoTpss Ha 5TM  MHOTOOOELIAIOIINE PE3YNILTAThl, KIMHUYECKUE
ucnbiTanuss uaruobutopoB PAI-1 Bce eme mpomomxkatorcs. Uurubutop PAI-1 He
BJIMSIET Ha 00pa3oBaHUE TPOMOOB WM (PUOPUHOIN3 B PsA€ CTAHIAPTHBIX CUCTEM
YEJOBEUECKOW IUIa3Mbl W LEJIbHOW KpoBU.'”” B SAIOHCKOM —MCCIIENOBAaHMUH,
MOCBSIICHHOM TTHeBMOHMH, BbI3BaHHONH COVID-19, unarubutop PAI-1 moxasan
HE3HAYUTEIbHYIO TEHICHIIMIO K YIYYIICHUIO OKCHUTECHAIMd U COKPAIIECHUIO
KOJIMYECTBAa JHEH KHUCJIOPOJHOM Tepanuu MO CPaBHEHUIO C IIanedo, HO IS
NOATBEPKACHUS ero  A((EKTUBHOCTH HEOOXOAUMBI  Oojee  macmTaOHbIE
uccnenoanus.' ™

Takxe coobmanock 00 HCMONB30BAaHUU TPOPUOPHHOIUTUYECKUX MPENaparos,
TaKMX KaK PEKOMOMHAHTHBIN TKaHEBOM akTuBarop IuiazMuHorena (rtPA), ms
neyenus JIBC-cunapoma, Bbi3BaHHOTO —cencucoM.'®! Jleuenne rtPA  moxer
¢ dexTrBHO noAaBisATh akTuBHOCTh PAI-1 B Monenu JIBC-cunipoma, BBI3BAHHOTO
JIUTIONONMCAXAPUAAMH, y KPbIC M YIydmarh (QyHKIUIO oprados.'™ OmHako
CUCTeMHOE BBesieHue rtPA cBsi3aHO CO 3HAYUTEIHHBIM PUCKOM KPOBOTEUEHUH, B TOM
YHClie BHYTPUYEPENHBIX, YTO BHI3BIBACT OMACEHHS IO TMOBOLY O€30MacHOCTH,
ocobeHHO y manueHToB ¢ JIBC-cuHapoMoM, KOTOpBIE CKIOHHBI K OOpa3oBaHUIO
MUKPOTPOMOOB M KpOBOTE€UCHMSIM. /[0 HAcTOAIIEr0o BpPEeMEHH HE MPOBOIUIOCH
IOPOCIEKTUBHBIX ~ MCCIENOBAaHUM, OLEHUBAIOUIMX CHCTEMHOE IPHUMEHEHHE
pekomOuHanTHOTrO tPA B KOHTEeKCTe cernicuca uiu JIBC-cunapoma. Tem He MeHee,
IIPU COOTBETCTBYIOIIEM BBHIOOpPE MUIIICHEW M pa3paboTKe ONTUMAIbHBIX METOIOB
BBeZIeHUS 1tPA MOXeT MpenoKUTh HOBOE TEPAIeBTUYECKOE CPENICTBO IS JICUCHUS

JABC-cunnpoma, 1 €ro CTOUT pacCMOTPETh JIJIsl OyAylIUX UCCIEIOBAHUM.

8.5 Jleuenne npenaparamMmu aHTU(PUOPUHOJINTUIECKOTO JIeliCTBHS.
[Ipu JABC-cungpome cucrtema, peryiaupyiomas (UOpUHOIU3, MOXET ObITh
neperpy’keHa WId TMOJlaBjieHa B 3aBUCHUMOCTH OT MarO(pU3HOIOTHU OCHOBHBIX

3a0oneBanuil. [Ipu cencuce cucrema GpuOpuHOIM3a OOBIYHO HAPYILIEHA, MOTOMY
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aHTUQUOPUHOIUTUYECKOE JICUCHHE HE PEKOMEHIYETCS, €CIM TOJbKO He
HaOmoaaeTcs sIBHBIN runepdudpunonms. JlokazarenbcTB ux 3(h(HEKTUBHOCTH HIIH
0€30MacHOCTH B 3TOM KOHTEKCTe HemocTaTodyHo. [Ipu TpaBmax, koraa nmepBUYHas
akTuBanus (pUOpUHONIM3a TPUBOAUT K OOUIMPHBIM TMOBPEKICHUSIM TKaHEW U
MAaCCHUBHBIM KPOBOTEUECHHSIM, aHTU(PUOPUHOIUTUYECKHUE TMpenaparbl, TaKUe Kak
TpanekcamoBas kuciiota (TK), urpator pematomyro pois. UccnenoBanue CRASH-
2 noka3zaio, 4ro panHee BBeneHre TXA B TeueHue 3 4aCoB ITOCIE TPABMBI CHUKAET
CMEPTHOCTH y ITAllEHTOB c TPaBMO, CONPOBOXKAAIOIIECHUCS
kpoBoTeueHueM. ** ['unepGpuOpUHOIN3 B 3HAYUTENLHOW CTENEHH CIOCOOCTBYET
KPOBOTEUYEHUIO U KOaryJsonaTuu pu IIOCJIEPOIOBOM
KpoBoTeueHUU. Pexomenayercs panHee npuMmeHeHne TXA y MalMEeHTOK B
KPUTHYECKOM COCTOSIHUM IIOCIE POJOB ¢ KpoBoredenueM.'* Ilpu mocnepomoBom
KpOBOTEUYEHUH, Korna cocyiiecTBytoT JABC-cunapom u runephuOpruHOIN3, MOXKET
ObITh TOKa3aHa aHTHUGUOpHHOIUTHYECKass Tepamnud. [I[pumenenne TXA B 3TuX
ClIy4dasX [OATBEPXKIAECTCS KIMHUYECKHMMHU JaHHBIMHU, IOIYEPKUBAIOIIMMU

Ba)KHOCTb CBOCBPCMCHHOT'O BMCIIATCIILCTBA.

8.6 3amecTuTeIbHASI TEepanus NPH KPoBoTedeHUsAX U ABHOM /IBC-cunapome

3amMecTUTENbHAs Teparus SBJIAETCS BaXXKHEHUIIMM KoMIOHEHTOM Jjeudenus [[BC-
CHUHJIPOMA, OCOOCHHO y MAI[MEHTOB C AKTHBHBIM KPOBOTEUEHHUEM WJIU C BBICOKHM
PUCKOM OCJIOXKHEHHMH KpoBoTeuenus. ™ % Dra Tepanus BKIIOYaeT mepenvBaHue
TpoMOOIIMTOB,  cBexke3amopokeHHOM minasmbl  (C3II) w  ucnonb3oBaHue
KOHIIEHTpaToB (hakTopoB cBepThiBaHUs KpoBU. ISTH npenocrasiseT pekoMeHaauu
[0 TOPOTOBBIM 3HAYEHUSIM ISl 3TUX MeTonoB JedeHus. [lauuenram ¢ JIBC-
CUHIPOMOM, Y  KOTOPbIX  HAaONIOJaeTcsi  3HAuUMTEIbHOE  KPOBOTEYEHUE,
PEKOMEH IYIOTCS KOHLIEHTPAThl TPOMOOIIUTOB C MOPOroOBBIM 3HaueHueM 50 x 10 %/
JI. Ins manuenToB ¢ JABC-cuHIpOMOM C MUHUMAJbHBIM KPOBOTEUEHHEM HIIA O€3
Hero OOBIYHO MpPUHUMAETCs Oosee HusKkui mopor B 20 x 10°/1. 3amecTuTenbHas
Tepanus (pakTopamMH CBEPTHIBAHUSA KPOBU PEKOMEHAYETCs] MAallMeHTaM C CHUJIbHBIM
KpOBOTE€UEHUEM U 3HaUNTENbHO NOoBbIIeHHBIM AUTB nnm [1B. [IpeanouturensHbIM
HAYQJIbHBIM  JICUEHHEM  SIBIIETCA  MEPEIMBAHUE  CBEKE3aMOPOKEHHOU
mia3Mbl. Konnientpar nporpomOuHoBoro komiiekca (KIIK) Takxke sBisercs

aNbTEPHATUBOM, MTOCKOJIbKY COIEPXKUT (PAKTOPHI, 3aBUCUMBIE OT BuTaMuHa K, HO He
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comepX HUT HekoTopble BaxHbie (akTopsl. KIIK MOXHO ¢ 0CTOpOKHOCTBIO
UCIIOJIb30BaTh y TAI[MEHTOB C AaKTHBHBIM KPOBOTEYEHHEM, HO HEOOXOIUMO
KOHTPOJUPOBATh pUCK TpoMO0o3IMOonuu. Butamun K Mmoxxet momous npu aedunmre
(dakTopoB, 3aBUCHMBIX OT BuTamuHa K, HO g noctmxkenus a¢pdexra tpedyercs
Oonee 6 wyacos. [Ipy HU3KOM YpOBHE (UOpPHMHOIEHA HCIHOJIb3YETCS KOHLEHTpPAT
¢ubprHOTreHa WM KPUOIPEIMITUTAT, YTOOBI MOJCPKUBATh YPOBEHb BhIIIE 1,5 /1
wii Bbime 2,0 T/ mpu MOCIEPOAOBOM KPOBOTEUCHUH. Takke H3y4daeTcs poiib
PEKOMOMHAHTHOTO 4enoBeueckoro aktuBupoBanHoro ¢akropa VII (rhFVIla) mpu
TsokenoM  JIBC-cungpome ¢ KpoBOT€UEHHEM, HO €ro 3(p(eKTUBHOCTh U
NOTEHIIMAJIBHBIE PUCKU HE J0Ka3aHbl. OHAKO CJIEyeT OTMETUTh, YTO Ha JaHHBIA
MOMEHT HE€ NPOBOAWIOCH KIMHUYECKUX UCIHBITAHUH, MOATBEPKIAIOIMINX
3((HEKTUBHOCTh Takoro JedeHus. Bo Bpems (a3pl TUnepKoaryisiquu ClIeAayer
n30erarb nepenuBaHuil Kposu. [Ipu koarymnonatuu noTpedaeHuss 1 KpOBOTEUEHUH,
BbI3BAHHOM  YpE3MEpPHbIM  (UOPUMHOIU30M, MOXKET  ObITh  IPHUMEHEHa
TpaHcy3uoHHas Tepanus. [IpaBunpHas olieHka narojgorudyeckoro npouecca JIBC-
CUHIPOMA J0 HadaJla 3aMECTUTEIIbHOW TEpAMU MMEET pelarollee 3HadeHue. Bo
BpeMsl 3aMECTUTEJIbHOM Tepanuu HEOoOXOJUMO JTUHAMUYECKH KOHTPOIUPOBATH
MOKAa3aTeau KOoaryysiuu, 4ToObl M30eXaTh MOTEHUUAJIbHBIX PHUCKOB, TaKMX Kak

TpoMOO03.

8.7 JkcnepumeHTAJIbHBIE M pa3padaTbiBaeMble METOAbI JICUEHHS, HALIEJICHHbIE
HA HMMYHOTPOMO003

Co>xHO€E B3aMMOJIEUCTBUE MEKy MMMYHHOU CUCTEMOM U CUCTEMOW CBEPTHIBAHUS
KPOBH M0CJ€ MH(EKIMH WIH TPaBMBbI, MPOILIECC, U3BECTHBIN KaK UMMYHOTPOMOO3,
aBysieTcss 0ocHOBHOUM npuunHOi J[BC-cunapoma. ITorck HOBBIX METONOB JIEUEHUS,
OJIOKUPYIOIIUX  UMMYHOTPOMOOTHYECKOE  BBICBOOOXKIeHUE  ¢akTopa  ¢GoH
BunneOpanga, KOoTopoe MOXET BKJIKOYAaTh HWHICUOMPOBAHHME MHPONTO3a A
OrpaHU4eHMs] BbICBOOOXKIEHUs (akTopa (oH BumneOpanna miav MCHONb30BAHHE
METOZIOB MOAM(UKAIMM [HMCTEWHA JUIs HEMOCPEICTBEHHOIO BO3JCHCTBUS Ha
BBICBOOOXKIeHHE  (aktopa  (on  BminmeOpanma,  moka3biBaeT  CBOIO
spextuBHOCTD. ” [ToTEHIMAN TaKUX MpenaparoB, Kak auMmeTwidymapar u 4-
OKTHJI-UTAKOHAT, B TOJAaBJICHUU BBICBOOOXKJIEeHMS (akTopa (pon Bumnedpanma 3a

cuer MHruOupoBaHUsi myTed wuHTepPepoHa U Kacmaswpl-11 momYepkuBaeT
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MEPCIIEKTUBHOCTh ATOW CTpaTernu B OOpbOE C KoaryiomnaTuei, OrmocpenoBaHHON
daxropom (on Buiiebpanma.'

MBI corniacHbI ¢ MHEHHEM, YTO HOBBIE HampasieHus B Tepanuu [IBC-cunapoma, kak
MpaBUJIO, TIPEANoiaraloT pa3paboTKy Oojee Oe3omacHbIX H A (PEKTUBHBIX
CTpaTeruil JeUeHus, KOTOpble BO3JCHCTBYIOT HE TOJILKO Ha IyTH KOATYJISIMH, HO U
Ha [POTHBOBOCIAIUTEILHBIE M LUTONPOTEKTOPHBIE MEXaHM3MBL'®' DTH HOBbIE
METO/IbI JICUCHHUS HANpaBJICHbl Ha CHIDKEHUE PUCKa KPOBOTEUEHHUH U oOecreueHue
AaHTUTPOMOOTHYECKOTO W IPOTHUBOBOCHAIUTENbHOTO  3ddekra. Hampumep,
BO3JICHCTBYS Ha MOJIEKYJIbI aare3un Ha TpomoOonuTax (P-cenexkrun, GPIb, allbp3) u
HeHUTpodmIax, MOXKHO MOAABUTH O0pa3oBaHUE HEUTPOPUIHLHO-TPOMOOIIUTAPHBIX
arperaroB, yIy4lIdB MUKPOLMPKYJIAIUIO ¥ YMEHBIIUB Bocnanenue. " DTi HOBbIE
TeparneBTUYECKUE MOIX0/AbI BCE €LIE U3yYarOTCsl.

BriliensnoxkeHHOe BKIIIOYAeT B ceOsl cTaHJapTHBIE mpouenypsl JedeHus J[BC-
CHUHJIPOMA, a TaK)X€ HOBbIE KIMHUYECKUE MCCIIEAOBAaHUs, KOTOpbIE BCE €Il
HAXONATCS Ha CTaJAuM W3y4deHUs. B 11e10M, BBIABICHHE ITHOJIOTUU M JICUCHHUE
ABJISIIOTCSL KpaeyrojbHbIMA KaMHAMH Tepanuu JBC-cunapoma. Jleuenne JIBC-
CUHApOMa TpeOyeT CcOoOMOAEHUsI TOHKOro OanaHca MEXIy YCTpPaHEHHEM
KOAryJonartui M MpeaoTBpaIleHUEM OOOCTpEeHHs OCHOBHOro 3aboisieBaHus. Jliis
JedyeHus B OymyllleM HMHTErpaiusi MepefoBbIX TUArHOCTHYECKUX WHCTPYMEHTOB,
TaKMX KaK MHUKPOQIIIOMIHBIE YCTPOMCTBA, W HOBBIX MOJEKYJSPHBIX MapKepoB
MO3BOJIUT TPHUMEHATh OoJiee MEePCOHATU3UPOBAHHBIM NOAX0A K Tepanuu. OHu
MPEIOCTABISAIOT JaHHbIE O IMHAMMKE KOAryJsilIUU B PEKUME PEaibHOr0 BPEMEHH,
YTO MO3BOJISIET BpayaM MPUHUMATh OOOCHOBAaHHBIE PELICHUS O CPOKaX U THUIIE
TEeparneBTUYECKUX BMENIaTeNnbCTB. [0 Mepe ymiyOneHuss MOHUMAaHUS CIOKHOU
natousuonorun  JIBC-cunapoma pa3paboTka TOUYHBIX METONIOB JICUCHUS,
OpPUEHTHUPOBAHHBIX Ha KOHKPETHOTO MAllMEeHTa, CTAHOBUTCS 00Jiee TOCTYITHOM, 4TO
JTaeT HOBYIO HAJEeX1y Ha BbI3opoBieHUE. [IpoBeneHre KIMHUYECKUX UCTIBITAHUN
HOBBIX METOJIOB JICYEHHSI OTKPHIBAET MHOTOOOEHIAIOIINE MEPCHIEKTUBBI HE TOJBKO
JUTSL YCTpAHEHUs CaMOW KOaryjaomaTud, HO W JJisi BO3JEHCTBUS HA TEPBONPUYUHBI
JABC-cunnpoma. bynymiee nedenus: JIBC-cunapomMa 3akiatoyaeTcs B JajbHEUIIEM
W3YYCHUM HOBBIX METOIOB JICYCHHSI C YIOPOM Ha WHAWBUAYAJIbHBIM ITOAXOM K
MalieHTaM W WHTETPallii0 HOBBIX JIAHHBIX B KIMHHYECKYIO TPAKTHKY. ITOT

epexoJl K Npeuu3suoHHoW Menunuue B JjedeHun JIBC-cuHmpoma MoXeT
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SHAYUTCIIbHO  YIIYUYIOHUTHL PC3YJIbTaTbl JICUHCHHA IMAIIMCHTOB W IIPOU3BECTH

PEBOJIIONHUIO B JICUCHUHU 3TOI'O CJIOKHOI'O M 3a9aCTYIO OITACHOI'0 COCTOSHUA.

9 SAKJIFOYEHHUE U ITEPCITIEKTUBA

JABC-cuHIpoM — 3TO CJOXHBIA CHHIAPOM, XapaKTEPU3YIOLIUWCS CUCTEMHOU
aKTUBAIlMEUd CBEPTHIBAIONIEH CHUCTEMBbl KPOBH, 4YTO MNPUBOAUT K TpPoMOO3y U
KPOBOTEUCHUSIM. JIMarHOCTHKAa OCTAeTCsl CJIOXKHOW 3aJa4ed Mu3-3a Pa3IuyHbIX
ATUOJIOTUNA W TIPOSBIECHUH, YTO TMOOYXKIAeT K TOUCKY HOBBIX OMOMAapKEepOB IS
Oosiee paHHEro BBIABICHUS, OCOOEHHO MPH CEICHUCE, TpaBMaX M HEOTJIOKHBIX
aKylmiepckux  coctosnusix, korma JIBC-cunapom  MoxeT OBITH  TPYIHO
JUArHOCTUPOBaTh. [IpoBeeHNE KIMHUYECKUX UCTIBITAHUN HOBBIX METOAOB JICUEHHUS
— MHOT000€IIAIoIIee HAMpaBIE€HUE, HAMPABICHHOE HA YCTPAaHEHUWE OCHOBHOM
MPUYMHBI 1 CAMOW KOAryJjonaTud. Y YuThiBass HEOAHOpPOonHOCTh JIBC-cunapoma y
pa3HBIX TPYII TMAIMEHTOB, OyAyIIMEe WCCIEAOBAaHUS MOTYT BBISBUTH OoJiee
L[E€JICHAIIPABIICHHBIE MEPCOHAIM3UPOBAHHBIE CTPATErUU JICUCHUS ISl YIIyUIIEHUs
pe3ynbraroB. [Io Mepe ymiyOneHus Hamwmx 3HaHuii o marodusuonoruu JIBC-
CHUHJIpOMA MEPCIEKTUBBI pa3pabOTKU TOUHBIX METOOB JICUEHUS, OPUCHTHUPOBAHHBIX
Ha KOHKPETHOTO MallMeHTa, CTAHOBATCS BCE 00Jiee peaibHBIMU, YTO JAET HAIACKITY

Ha Oosiee (PP eKkTUBHOE JICUCHHE ITOTO MHOTOTPAHHOTO 3a00JICBaHMS.
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