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BBEJAEHHUE

EnuHol TepMHUHOJIOTUYU U ONPEACIICHNs] JAHHOTO MATOJIOTMYECKOr0 COCTOSIHUS
JI0 HACTOAILIETO BPEeMEHHU HEeT. B nmuTepaType BCTpedaroTcs CleAyrollue Ha3BaHUs —
«TUno(GpuOPUHOTCHEMUSY, «ahuOpUHOTCHEMUS, «TpoMOOTeMOpparudeCKuii
dbeHoMeH», «TPOMOOTeMOpPPAruYecKHii  CHHAPOM», «TPOMOOTEMOPpParundecKuid
MaTe3», «TpoMOoreMopparndeckas TucQyHKIUI), «KOAryJIOmaTusi MOTPEeOICHUD,
«TUTIEPTUNOKOATYJIAIIMOHHBIA CHHIIPOMY, «IOJMKOMIIOHCHTHAsI T€MOCTA3UOMATHS,
«(eHoMeH paccioeHus: KpOBU», «JIOKaJM30BaHHAS U pacCesHHas BHYTPUCOCYAUCTas
KOaryJsilus»,  «CHHAPOM  BHYTPUCOCYIHMCTOTO  CBEPTHIBAHUA  KPOBH» U
«IMCCEMMHMPOBaHHOE (paccesiHHOe, T'eHepPaJIu30BAHHOE») BHYTPHCOCYANCTOE
cBepThIBaHUE KPOBM». Takoe pazHOOOpa3ue TEPMUHOB HE B3aMMOUCKIIOYACT UX, a
CKOpE€€E OTpa)kaeT 3BOJIIOLIMIO B3TJISIIOB UCCIIENOBATENICH HA TAHHBIN MATOJIOTHYECKUN
MpoLlECC W €ro BEeAYLIIMH NaTOT€HETUYECKUH MEXaHU3M — BHYTPHUCOCYIUCTOE
CBEpPTHIBAHHE KPOBHU.

Tepmun JABC-cunapom ObUT BHEPBBIE MNPEIIOKEH AMEPUKAHCKUM YYEHBIM
D. McKay B 1950 roxy. U xots B ganbHeiliieM y4eHble, €ro aKTUBHO H3y4arolllue,
JaBald €My pasduuYHble Ha3BaHUS — Koaryiomarus mnotpeosenus (H.Lasch),
TpoMmboremopparuueckuit curapom (M.C. MauaGenn), CHHAPOM BHYTPUCOCYUCTOTO
cBepThiBanus U (puopuHoam3a (C. Owen u Bowie), nepBonauanbHbiii Tepmun JIBC-
CUHAPOM, OCTaJICS HanboJiee YacTo BCTPEYAEMbIM U B HAILU JHHU.

B 2001 rogy MexnyHapoJIHbIM 0O0OIIECTBOM MO TPOMOO3y M reMocTa3y JaHO
CJIelyIolee ONpeeICHUE CHHAPOMA JIMCCEMUHUPOBAHHOIO BHYTPHCOCYAUCTOIO
cepThiBanusi KpoBu (JABC-cmHapomM) Kak «IIpHOOPETEHHOTO CHHIPOMA,
XapaKTEPU3YIOMIETOCS BHYTPUCOCYIUCTON aKTHUBAllMEe CBEpPThIBAHUS KpOBHU 0e€3
OTIpPENIETICHHOW JIOKAJIU3allui TI0J] BIUSHUEM pa3Nu4HbIX (akTopoBy». Jpyrumu
cinoBamu, JIBC-cMHAPOM — 53TO KOMIUIEKC KJIMHHKO-JIA0OPATOPHBIX HAPYIICHUN
CUCTEMbl IeéMOCTa3a Ha (OHE KPUTHUYECKMX COCTOSHUN BCIEACTBUE HapyLICHUS
MUKPOLIMPKYJISIIIAK, pacxoja TMPOKOAryJssHTOB W TPOMOOIIMTOB, a Takxke
NOTpeOIeHUSI KOMITOHEHTOB aHTUKOATYJISTHTHOM cucTeMbl U (pUOpUHOIIH3A.

JIBC-cunpoM mpoiomKaeT OCTaBaThCs BaXKHEHINCH MPOOIEeMON MEAUITMHEI,
MTOCKOJIBKY OCJIOXKHSIET TeUCHHE MPAKTUYECKU JIIOObIX 3a00JIeBaHUM, 9acTO SBISSCH
MPUYMHONW MX Pa3BUTHS, BaXXHEHITUM (DaKTOPOM MPOTPECCHUPOBAHUS TIpoOIlecca U
Hepenko npeaomnpeneiser nporHos. ABC-cunapom — Hecniennpuyeckoe HapylIeHue
CUCTEMBI TeMocTasa, SBJsolleecss HauboJJee YacThiM OCIIOKHEHHEM OOJIbIIMHCTBA
MAaTOJIOTMYECKUX MPOLIECCOB, KOTOPOE, B CBOI OYEpPE/lb, CTAHOBUTCS Ba)KHEUILIUM
3BEHOM MEXaHHU3Ma IMPOrPEeCCUpPOBAHUs, PE3KOr0 OTATOUIEHUS, a 3a4acTyl0 U
HeOaronpusITHOro ucxoja Oone3nu. YacTora pa3BUTHUS KIMHUYECKH 3HAYUMOIO
JIBC-cunipoma BapbUpyeT B IIUPOKUX Mpeaenax: okono 30% mpu nonutpasme, 34%
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OpU COMUAHBIX OMyXxoJisiX, 11% mpu maronoruu aopThl U MarucTPajgbHBIX COCYJIOB,
oompiie 6% mnpu WHGEKIMOHHBIX 3a00JeBaHUAX, OKoJ0 3% mpu 3a00JICBaHUIX
IIEYECHH U AKYIIEPCKON MATOJOTUH.

JIlnHaMHU4YeCKHii  MATOJOTHMYECKHM  MNPOLIECC  JAE30pTaHU3aAlUU  CHUCTEMBI
remocrasa, koum siusercss JBC-cunapoM, mpuBOASIIMN NPU CIIOHTAHHOM CBOEM
TEUEHUU K TSDKEIOMY IOBPEXKIACHUI0O U TMOEM OpPraHoB U TKaHEH opraHu3Ma B
pe3yJbTare 160 HEOOPaTUMOTO TpoMOOOOpa3oBaHUs U 0JI0KaIbI
MUKPOIUPKYJIATOPHOTO pyciia, JHUOO CMEpPTEIbHOTO KPOBOTEUEHHUsS, CBS3aH C
CENICUCOM M ITHEBMOHHEHW, 3a00JEBaHUSAMH KPOBH, MACCUBHOM KpOBONOTEpEH U
remMoTpaHc(y3ueii, MeTacTa3MpOBAaHUEM OIYXOJIEH, NPE3KIAMIICUEN, 3MOoIHen
AMHUOTUYECKON KUIKOCTBbIO, TpaBMaMH, OXOraMH M MHOTHUMHU JPYTUMH
3a001€BaHUSIMU M KPUTUYECKUMH COCTOSIHUAMH. [IpakTudeckd Bce TMaIlUEHTHI,
MOCTYNAIOIINE B OTACICHUE MHTEHCUBHOW TEpalvd U pPEaHUMAllUHd, UMEIOT Ty WIH
HMHYI0 KJIMHAYECKYIO0 CUTYallUI0, XapaKTEPU3YIOIIYIOCS HAJMYMEM BBICOKOTO pHCKa
pazsutus JIBC-cunapoma, He Bcerga ¢ OJaronmpusTHBIM HCXOJIOM, YTO TO3BOJIMIIO
u3BecTHOMY Tremoctaszuonory J.A. Spero B 1980 romy KpacHOpPEYMBO Ha3BaTh
cunapom JIBC- «cuHIpoMoM mpulOimkeHus cmeptu» - « Death Is Coming» B3sB
nepsbie OykBbl DIC ot anrmmiickoro — Disseminated Intravascular Coagulation.

[Tockonmbky [JIBC-cuHapoM He paccMaTrpuBaeTCs KaK CaMOCTOATENIbHAs
MaTOJIOTHs, BCETJa BTOPUYEH («T€Hb OCHOBHOIO 3a00JIeBaHMS»), TO TOBOPUTH O
cratuctuke getanbHocTH npu JIBC He mpencraBisieTcss BO3MOXKHBIM. MIMeroluecs B
JUTepaType JaHHbIe O BbICOKOW seTtanbHOCTH (30-70%) ckopee Bcero, oTpaxkaror
JIETaNbHOCTh P OCHOBHOM 3a00JIEBaHUU U Yallle BCErO B OCTPOM (aze ero TeyeHwus.
HecmoTpst Ha cBOIO HE crienuUIHOCTh U YHUBEPCATbHOCTh, JIBC-cuHipom Bceraa:

- émopuyHblii - (CONPOBOXKAACT U OCJIOXKHAET Te4YeHHe 3a00JIeBaHUs-
MHIYKTOpA, HO HE ABJIIETCS] CAMOCTOSTEIbHBIM 3a00JIEBAHUEM );

- 0o0303asucumblii - (OT TSOKECTH OCHOBHOTO 3a00JICBaHUS 3aBHCHUT
BhIpakeHHOCTh JIBC-cunzmpoma, TeM Tskenee 3abosieBaHue, TeM 0Oojiee BBIpaKEeH
cungpom JIBC);

- unoueuoyanvusltit - (pa3inyHas CTEIeHb MposBiieHus cuuapoma JIBC moxer
OBITh MPU «OAMHAKOBOM) T€UEHUU 3a00JIEBAaHUI U KPUTHUYECKUX COCTOSIHUN);

- myasmucucmemuslii - (B TATOJOTMYECKUN TMPOILIECC BKIIOYAIOTCS
MPAKTUYECKH BCE OpraHbl M TKAHU ¢ PA3BUTHEM OJUOPTaHHBIX TUCHYHKITH).

Takum  o6pasom, cunmpom JIBC sBusercs omgHuM u3  HaumOosee
pacpoCTpaHEHHBIX W HauOoJiee CIOXKHBIX KaK C JUArHOCTUYECKOW, TaK H C
ne4eOHON TOYKHU 3PECHUSI HAPYIIEHUH CHUCTEMBI TeMOCTa3a, ¢ KOTOPHIM CTAJIKMBAIOTCS
BpayM pa3jiuyHbIX crenuaibHocTe. OcoOylo akTyallbHOCTh CHHAPOM MPHOOPEN BO
Bpems maHgemuun COVID-19, «korma ero 1mosiBIeHHME Yy  TAIMEHTOB

CBUIACTCIBCTBOBAJIO O TAXKECIIOM TCUCHHUHN 3a00JIEBAHUS U IIJIOXOM ITPOTHO3CE.
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ITUOJIOI'USA CUHAPOMA JABC

Paszgutne cungpoma JBC MOXKET OCHOXKHATH TEUYEHUE LEIOro psaa
3a0oneBanuii. B Hactosiiee Bpems onucano 6osiee 100 3a06oneBaHuil U MATOJIOTHH,
IpU KOTOPBIX TMOTEHUHATBHO W C pa3JIMYHOM YaCTOTOM MOMXKET pa3BUTHCA
JUCCEMUHUPOBAHHOE  BHYTPHCOCYJHMCTOE  CBEPTBIBAHHE  KpPOBU.  SBISACH
HeCHeIM(PUIECKHUM CHHIPOMOM, pa3BUBAIOMIMMCS Ha (hoHE 3a00JeBaHUSA-TPUITEPA,
OH BCETrJla BBICTYNAET B POJIM OCJIOXKHEHHUS OCHOBHOTO 3a00JIeBaHMS, B TOM YHUCIIE
OOJIBIIIMHCTBA TSHKEIBIX U TEPMUHAIBHBIX COCTOSIHMI. DTO BCe U 00YCIIABIMBAET €ro
MHOTOJIMKOCTh, HAJIMYME MHOTOOOPA3HBIX FEMOCTa3UOJIOTMYECKUX (GOPM, pa3InYHBIX
CTeneHel TsbKecTH U KiIMHUYeckux (opm. Jlokanuzanus, oObEM TpaBMaTU3ALMU
TKaHEW, TSHDKECTh COCTOSHMS, HAJUYUE IIOKA, OCIOKHSIOIIETO TEYEHHE OCHOBHOTO
3a0oneBaHusl, SBISIIOTCA HaubOojee BaXXHbIMU (PaKkTOpamMH BO3HHUKHOBEHUS U
pasButusa JIBC-cunapoma, 4acTora KOTOPOro, MO JTaHHBIM JINTEPATYPBI, COCTABISET
0K0J10 1% OT BCEX roCnMTaIu3upOBaHHBIX MMALTUEHTOB.

I[Mpuyunamu pazsutus cunapoma IBC moryT ObITh:

> Tascenvie 2enepanuzosannvle UHGEKUUU U UHGEKUUOHHBIE COCTOSTHHS
(0akTepuaJibHbIC (TPAMIIOJIOKUTEIbHbIE TPAMOTPHUIIATEILHbIE) U BUPYCHBbIE (B
ToM unciae SARS-CoV-2) — cerncuc, THEBMOHHMH, MHUEIOHS(PHUT, IMEPUTOHUT,
[TAHKPEATUT, THOMHBIE NOPAXKEHUSI OPraHOB M TKAaHEW, I'€HEpPaJIM30BaHHBIN TIepIec,
KpAacHyXa, OCIa, IUTOMETAJIOBUPYC, TeMOpparnyeckas JUXOpajKa, JUXOpajKa
D6oma, BHY, npoto3oiiHble HHPEKUMH (Maygpusi), KaHAMIO03, AaCIEPrHILIE3,
KJIOCTPUINO3, JUCCEMUHUPOBAHHBIE (POPMBI TYOEpKYIie3a;

2 AKymwepcKue u 2UHEK0I02UECKUEe 0CI0HCHEH U — YMOOINS OKOIOILIOAHBIMH
BOJIaMH, OTCIIOMKAa HOPMAJIbHO PACTOJIOKEHHOW TIIAIleHThl, KPUMHUHAJIBHBIN abopT,
HEpa3BHUBAIOLIAsACd OEPEMEHHOCTbh, IUIOA0Pa3pYILIAIINE ONEPALMH, aHTEHATalbHas
rudesp M10/1a, MPEIKIAMIICUs, SKIAMIICHS, OCTPbIM KUPOBOM renaTo3 OEpPEeMEHHBIX,
HELLP-cungpom, TOJIA, aToHMYECKME MATOUYHBIE KPOBOTEUEHHS, THMTAHTCKUE
MHUOMBI MaTKH, IET€HEpaTUBHbIE (PUOPOMUOMBI, CENNTUYECKUI a00pT;

3 Onyxonu — IUCCEMUHHPOBAaHHBIE (DOPMBI paka, Pak IIPOCTATHI, JKETY/Ka,
JIETKOTO, COJIUJHBIE OIYXOJIM, OCTpbIe JIEHKO3bl, OCOOCHHO MPOMHUEIOLUTAPHBIHI
MOHOIIMTAPHBIN JIHKO03, OJIACTHBIE KPU3bl XPOHHUUECKHUX JICHKO30B, XUMUOTEPAIIns;

2 3aponeeanun cucmemsl Kpogu - OCTPHIi IIPOMUEIONMTAPHBIA JIEHKO3,
OPUTPEMUS, XPOHUYECKUM MErakapuOLUTAPHBIM  JIEMKO3, BHYTPUCOCYAUCTHIN
reMoJIn3, CEpIOBUAHOKIETOUHAS aHEMUS (TEMOJUTUYECKUI KPU3), TUCTHOLIUTO3;

2 3a6oneeanun cocyoucmoii CMeHKu U cocy0oé — aHEeBPU3Ma, KOAPKTAIHs
aoptel, anruomaro3 Kazabaxa-Mepputa, aoptutr Takasicu, Xupypruyeckas
AHTMOIJIACTUKA, BPOXKJIEHHBIE «CHUHUE» MOPOKU CEpLa, F'€MOIUTHKO-YPEMHUYECKUIA
CUHAPOM;



3 3a60/1€6aHUA U COCHOAHUA, CONPOGONCOAIOWUECA KIIEMOUHBIM PACNAOOM —
CUHAPOM  JUIMTENIBHOIO  CHABJICHHS, [OJUTPABMa, OKOIH, OTMOPOXKECHHS,
AIIEKTPOTpaBMa, WMH(MAPKT MHUOKapAa U JIETKOro, OOIIMpHBIE W TpaBMaTHUECKHE
omepaiy, HWHCYJIbT, JIeYCHHE OaKTePULUIHBIMU aHTHOMOTHKAMHU HWHOEKIIHA,
aKTUBHAs Tepamnusi UTOCTATUKaMH, BHYTPUYTpOOHas rubeib IUI0/a, MepeuBaHue
HECOBMECTUMON  KpOBH  (9pUTpoMacchl) WM  OoJplmux  ee  0OBEMOB,
reMOJIM3UPOBAHHBIX JOHOPCKUX SPUTPOLIUTOB, TEMOJIM3 U OO0 APYyrou IUTOJU3,
KUPOBast SMOOIIHS;

2 Bce 6u0bl Wi0KQ — TEMOPPArNUecKyii, TpaBMATUUIECKNH, aHADUIAKTHIECKHUIA,
CENTUYECKUM, KApINOT€HHBIMN;

» Toxcuueckue peakyuu — yYKYChI  SIOBUTHIX  3Meil,  OTpaBJIeHHS
reMOKOAryJTUPYIOIIMMH BEIIECTBAMH (B TOM YHUCIIC U JICKAPCTBCHHBIMU);

3 TemoOounamuueckue Hapywienua u cmasvl — CHHIPOM THIEPBI3KOCTH IPH
MHUEJIOMHOM 00JI€3HHU, SpPUTPOLUTO3bI, CAABICHHS COCYI0B IPU MAaCCHUBHBIX OTEKax,
OKHpEHHUE,;

2 HymMynHble namonozuu — CUCTEMHAs KPacHAs BONTYAHKA, PEBMATOMIHEI
nonmuaptpur, Oone3np  lllennelin-I'eHoxa, nud@ys3Hbi  rIOMEpYIOHEDPUT,
BACKYJIMTHI M KOJIJIareHo3bl, 00Je3Hb KaBacaku;

2 Xupypzuueckue mpasmpl — TPaBMATUUECKHE XUPYPIUUECKUE BMEIIATENLCTRA
(mepenoMel TpyOyaThIX KOCTEH, IPOHUKAIOIIME PpAHEHUS TOJOBHOIO MO3ra),
COCYIUCTOE KJIalTaHHOE IIPOTE3UPOBAHHUE, UCIIOJIb30BaHUE anmnaparoB
HCKYCCTBEHHOIO KpPOBOOOpAILEHUS M HCKYCCTBEHHOW IIOYKH, BCHOMOIATEIbHOTO
KpoBOOOpaIieHus (BHYTpUaoOpTaabHasl KOHTPITYJIbCALIMS);

> Huopoouvle mena u no6epXHOCMU 6 NPOCEente cOCYO0E — Kapa-(DHUIBTPEL
COCYIUCTBIE TIPOTE3bl, CTEHTBHI, LEHTPAJIbHbIE BEHO3HBbIE KATETEphbl, BOAMUTEIU
CEpJIEYHOr0 PUTMA, UCKYCCTBEHHBIE KJIANlaHbl Cep/La,;

3 Tpancnianmayusa  0p2aHoé W  MmMKaHell - PEAKUUs  OTTOPIKCHHUS
TpaHCIUIAHTATA,;

3 3a60ne6aHus U COCMOAHUA Y HOGOPOIHCOCHHBIX — WH(DEKIUH, PONOBAs
acukcusi, 00Je3Hb THAIMHOBBIX MEMOpaH, acCMpalMOHHbIA CUHIPOM, aTeJIEKTAa3bl,
MOJIULIUTEMHUS], TEPEOXJaXKICHUe, TPOMOO3 KpPYIHBIX COCYIOB, (PyJIMUHAHTHas
ypIypa, HEKPOTU3UPYIOUIUN IHTEPOKOIUT, TUTAHTCKAs FT€EMaHTMoMa, MOBPEXKICHHE
TOJIOBHOTO MO3ra HWIIEMHUYECKOTO M T'e€MOpPParuyecKkoro XapakTepa, BpOKIEHHas
MATOJIOTHSI IEYEHH U MTOYEK;

2 Tepmunanvuvie COCMOAHUA — OCTAHOBKA CepALA, acUKCHS, THIIOKCHS,
peaHUMalMOHHbIE MEPONIPUSATHS.

OmnpeneneH peUTUHT Haubosee pacnpoCTpaHEHHbIX Npu4uH cuHApoma [IBC
(Gando et al., 2013) (puc.1).



Cencuc/Tsxenbie nHpexknnu (0akTepuabHbIe
(rpamMmosioKuTeIbHbIE TPAMOTPHULIATEIbHBIE) M BUPYCHBIE (B
Tom ynciae SARS-CoV-2)

TpaBma, oxoroasi 00J1e3Hb, TPABMATH4YECKHE
XHpPYpPru4ecKue BMelaTeJbCTBa

OHKO0JIOTHS - COJIMTHBIE OIYX0JIU, TeMATOJI0THYeCKHUE
3a200J1eBaHusA

OcoxxHeHus 6epeMeHHOCTI/I H poaoB: 3IMO0JIUSI
OKOJIOIVIOAHBIMH BOAAMMU, OTCJIOMKA NJIaneHTbI, SJRJIaAMIICUA

Cocyaucras narosiorus - (00Jb1IAs aHEBPU3MA
MAruCTPaJbHBIX COCYI0B, THTAHTCKAasi TeMAaHTHOMa,
BACKYJIUTHI)

HNHorpynnHoe nepejiuBaHue KpOBH, CHHAPOM MAaCCUBHOH
KPOBONOTEPH U reMoTpanchysuu

OTTOp)KeHI/Ie TPaHCILIaHTaTa COJIUIHOI0 OpraHna

CocTosiHus, acCCONMMPOBAHHBbIE C CUCTEMHOI
BOCHAJIUTEIbHOM peakiueii: 1eCTPYKTUBHO-BOCTIATUTEIbHbIE
NMPoLecChl B OpraHax (MIaHKpPeaTuT), NeYeHOYHAs, Ie4eHOYHO-
MoYyeyHasi HeJOCTATOYHOCTD, OK/HIIeMU ST/ THIIOKCH S,
JKMpoBasi IMO0JIMsA, padIOMHUOIU3 U JP.

Pucynok 1. Han6oJsiee pacnpocrpaneHHbie npu4uHbl cunapoma /IBC

Yacrora cunapoma [IBC BapbupyeT M 3aBUCUT OT OCHOBHOM HCXOJHOM
natosioruu. Tak, o JaHHBIM JIMTEPATYPbl, CETICUC U CENTUYECKUI OK COCTaBIISIOT,
kak npuunHa JIBC, okoio 35% Bcex AMAarHOCTHPOBAHHBIX ciiydaeB (Mpu ero
HAJIMYUU PUCK JICTAIBHOTO MCX0J1a Bo3pacrtaeT B 1,5-2 pasa), moiurpaBma — 10 30%
(cmepTHOCTH cocTtaBisieT okoiio 70% Bcex ciydaeB auarHoctupoBaHHoro J[BC);
OHKOJioTHYeckre 3aboneBaHus — A0 20% ciydyaeB COJMAHBIX —OITyXOJeH,

aJICHOKAPIUHOMBI; TATOJIOTHUSI a0PThI MU MarucTpaibHbIX cocynoB 10 10,8% u T.1.
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ITATOTI'EHE3 CHUHIPOMA JIBC

Cucrema remocTasa, ABJISACH 3aUTHON CUCTEMOW OpraHu3Ma, HallpaBjieHa Ha
OCTAHOBKY KPOBOTEYEHHUSI MPHU MOBPEKJICHUU KPOBEHOCHBIX COCYAOB M BKJIIOYAECT
CIIEYIONTUE KITIOYEBBIC ATANbL: JOKAIbHASL B8A30KOHCMPUKYUS, MPOMOOYUMAPHBLL
2emMocmas, cepmuléanue Kposu U GuOpUHoIU3.

Ecnmu B HOpMe Koaryssiusi MpeACTaBiIseT COOOM KacKaJ MECTHBIX pPeaKIuit
MEXJIy KPOBEHOCHBIMH COCyAaMH, TpoMOoIuTaMu U (pakTopaMu CBEPTHIBAHUS
kpoBu, To npu JIBC — 3T0 cucTeMHas aKTUBalMs MPOILIECCOB KOAryJsSIUU H
(buOprHOIM3a BCICACTBUE JPYroro MepBONMPUUYUHHOTO ATOJIOTHYECKOro Mmpoliecca, a
aKTUBALMsI CUCTEMBbI KOAryJsIIUU BeAET K CHUCTEMHOW IUPKYJSLMH TPOMOMHA H
I1a3MHHa.

B ocnoBe marorenesa cunapoma JIBC neXuT MacCMBHAs aKTHBALUS CHCTEMBI
reMocTasza, KOTopas yCJIOBHO MOAPA3ACISIETCS Ha COCYAMCTO-TPOMOOIMTAPHBIN U
TJIA3MEHHBIA KOMIIOHEHTBI, COCTABJIAIOIINE KOTOPBIX MPEACTABICHBI HA PUC.2.

— ]

CUCTEMA I'EMOCTA3A
(KOMIIOHEHTBI)

COCYJIHUCTO-
TPOMBOIIUTAPHBIN

IHI0TeHATLHbIE ®aKTOpPbI CBEPTHIBAHHUS
KJIeTKH

v [ \ N

TpoMOoMTHI NHrudouropsl
CBePTHIBAHUS
v
I'naagkasn &
MYCKYJIaTypa DaKTOpLI
COCY/I0B ¢pudpuHoIU3a

PucyHnok 2. KOMIOHeHTBI CHCTEMbI FeMOCTA3a



DHoomenuanvHvle KiemKu —  BBICTWIAIOT  KPOBEHOCHBIE  COCY/IBI,
MO/ICP)KUBAIOT TEKYYeCTh KPOBH, OOpa3yliOT BEHIECTBA C AHTHUTPOMOOTHYECKUM
neiicteueM. Ilpum MeXaHMYECKOM, XHMHYECKOM, TOKCHYECKOM ITOBPEKICHHUH
COCYIUCTOW CTEHKH MPOUCXOIUT KOHTAKTHAs aKTHBAIMS TeMOCTa3a C BBIPAOOTKOMU
OMOJIOTMYECKH aKTHBHBIX CYOCTaHIIMK, OOYyCIaBIMBAIONINX aHTUTPOMOOTHYCCKHIA
addekr — renapuHCyiab(dara, TITMKO3aMUHOTIMKAHOB, YHAOTEIUATBHOTO (aKTopa
perakcanuy, TKaHeBOoro akTtuBaropa mazmuHoreHa (TAII), wHTHOMTOpa myTH
TkaneBoro ¢akropa (Td), TpomOomymnuHa, okcuaa aszora. llom BozmelcTBHEM
MOBPSX AKX (DAKTOPOB (HApyIIEHUE IETOCTHOCTH COCYIUCTOW CTEHKU W P
MAaTOJIOTHYECKUX  COCTOSHUH W 3a00jeBaHW)  DHAOTEIHOIMUTHI  AKTHBHO
MPOIYIUPYIOT  TPOKOATYJISIHTHBIE  CyOCTaHIuu —  ¢hakmop  Bunneopanma,
mpombokcarn A (yCWIMBAIOT aAre3UI0 U arperamui TPOMOOIIMTOB); YUMOKUHbL
(®PHO, WJI-1); mxanesoii mpomboniacmun (3amycKaeT TMPOIECChl CBEPThIBAHHS
KpOBHU TMOCPEACTBOM akTuBM3anuu (aktopoB IX u X, cuHTE3a MPOTPOMOUHA3HI);
cepunosvie npomeaswvt (daktopel V, X, Xl, Xll) u ¢uopunocen; snoomenun-1
(BBI3BIBACT CIa3M TJIAJAKOMBIIMICYHBIX KIETOK COCYAWCTOH CTEHKH W YCHIICHHC
arperanuyd TPOMOOIIMTOB); UHSUOUMOPbI AKMUSAyUU niazmurocena 1--co u 2-co
munog (MoJaBJIA0T GUOPHUHOIU3).

I'naokas myckynramypa cocyooe. llon Bo3zaeicTBHEM psifa OHOJOTHYECKU
aKTUBHBIX BeHIECTB (PHAOTEIMHA-1, aHTMOTEH3WHA-2, TUCTAMUHA, CEPOTOHHHA,
OpaJuKUHUH) TPOUCXOJUT €€ CHa3M C 3allyCTeBaHWEM KaMWUIIPOB B MeECTe
MOBPEXJICHUS — pediIeKTopHash Ba30KOHCTPUKIUS, OTPAHUYMBAIONIAs KPOBOTOK B
JTAHHOW 00JIaCTH M TEM CaMbIM CHWXaromas KpoBomnotepto. [Ipu Bceil oueBUIHOCTH
TaHHOTO (PEHOMEHA, €ro PoJib M BKJIaJ B OCTAHOBKY KPOBOTECUEHHUS OCTAIOTCS [0
KOHIIa HE N3YYCHHBIMH.

Tpomobouumosr — WTparOT, HApSAy C Ba30KOHCTPUKIIMECH, OCHOBHYIO POJIb B
MIEPBUYHOM reMoCTa3e (cocyaucTo-TpOMOOILIMTAPHOM ), CIIOCOOCTBYSI
BOCCTAQHOBJICHUIO  HOPMAJIbHOW  CTPYKTYpPHl ~ dHIOTeNus  (aHTHOTpoduyecKas
byHKIMs), 00pa3yss TpoMOoIHUTapHbI TpoMO (arperarmonHast GyHKIUS) (aKTHBHO
M3Y4aeTCsl POJIb DPUTPOIIUTOB B TEPEHOCE TPOMOOITUTOB K CTEHKE KPOBEHOCHBIX
COCYIIOB K MECTY UX MOBpex)AcHU!!!), MPUKPEIUIAACH K MIOBPEKACHHOMY HAOTEITUIO
(aare3uBHas (QYHKIHMS), OCYIIECTRIISS MMPOIECCHI perapaluu-3aKUBICHUS.

Daxkmopot ceepmoteanus — ¢uopunozen (1), npompomoéun (I1), mranesoi
Gaxmop (I11), npoaxyenepun (V), npoxonsepmun (V11), aumuecemopunvnwiii paxmop
(VI), ¢paxmop Kpucmmana (1X), ¢axmop Cmioapma (X), npeowecmeenrux
NIA3MEHHO20 MpoMOONIACmMuUna XD, Gaxmop Xazemana (XI11),
Pubpuncmadburusupyrowuit paxmop (XIN), npexanruxpeun, evicokomonexyniapuolii
KuHunoceH.  Ilna3MeHHbIl  (KOaryJsLIMOHHBIN)  TeMOCTa3  OCYIIECTBISETCS

MOCJIEIOBATEIbHBIMU B3aUMOJEHCTBUSAMU 3THX (DAKTOPOB MPHU y4aCTUU CYOCTPATHBIX
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OeJlIKOB M HMOHOB Kaublivsl. Pe3ynpraTom sBisercs (opmupoBanue (GuOpPHUHOBOIO
CTYCTKa, YIJIOTHSAIOIIET0 TPOMO, U 3aKpEIJICHUE €r0 Ha MECTE MOBPEXKACHUS COCY/Ia.
B pesynpraTe akTHBanmu (PakTOPOB CBEPTHIBAHMS M 3allyCKa Kackaga peakuuiu
CHUCTEMBI TE€MOCTa3a MPOUCXOAUT oOpazoBanuwe (ubpmHa u3 (PuOpUHOTEHA MO
BO3jeiicTBUeM TpomOuHa. [lanee ¢uOpun mox jaedictBueM 1uia3MuHa (hepMeHT
(UOPHUHOIUTHYECKON CHUCTEMBI) JIU3UPYETCS 10 MPOAYKTOB jaerpananuu (GpudpuHa
(ITAD, D-nmumep). Ilpu nusuce pactBopumoro GhudpuH-moauMepa wid hpudpuHoTreHa
00pa3yroTcs pacTBOpUMBbIE KOMIUIEKCHl (uOpuH-MoHOMEepoB (PK®M), wu30bITOK
KOTOPBIX CBHJETEILCTBYET 00 axktuBanmu (udpuHoreHommsa. I[lo  ypoBHIO
comepxkanusi [IJI® wu D-numepa oueHuBaeTcss CTENeHb TPOMOMHEMUU U
onpenensiercs cuaapom JIBC.

CBepThIBaHHE  KPOBU  KOHTPOJIUPYETCS  CUCTEMOM  (DM3MOIOTHMUECKHUX
AHTUKOATyJTHTOB, KOTOPbIE NPEJOTBPAlIalOT MACCUBHBIM BHYTPHCOCYIUCTBIN
tpom603. [Tonpasznenstorcst Ha neppuynbie — AT Il (Ha ero mono mpuxoauTCs 10
80% Bcelt aHTUKOAryJIsMOHHOM AaKTUBHOCTU KpoBu), mnpoteuHsl C, S, Z,
aHTUTpOoMOOIIacTuH, (ocharuauiceprut, UHrHOUTOp C; KOMIOHEHTa KOMILIEMEHTA
M BTOpPUYHBbIE aHTUKOArylsiHTel — AT-1, mpomaykTtel nerpagauuu  (uOpuHa H
¢ubpunorena, PKOM, nepusatsl paktopos Va, Vllia.

Cucrema ¢pudpuHoOIM3a — BaKHENIIasi aHTUTPOMOOTHYECKAs!, COCTABIIAIOIIAS
KpOBH, HalpaBlieHHas Ha pacliernjieHue (uOpuHa, yAaleHUE €ro U3 COCYJUCTOro
pycia, BOCCTAHOBJICHHE IIEJIOCTHOCTH COCyZa W MOJIEPKaHUE >KUJKOTO COCTOSIHUS
kpoBu. DuOpHHONIM3  peryaupyercss akTUBaTopaMu (TKaHEBOM  aKTHUBATOP
MJIa3MUHOT€HAa, YPOKMHA3a) M HMHruOuTopamMu (QuOpuHONM3a (02-aHTUILIA3MUH,
MHTUOUTOP aKTUBATOpA IJIa3MUHOreHa 1 u 2).

IIpu [ABC tkaneBoit Qakrop/pakrop VIII (a) akTuBuUpyeT BHEUIHUI IyTh
MOBBILICHNUS] CBEPTHIBAHUS KPOBH, MPHUBOJAS K OOPAa30BAaHMIO TPOMOWHA, KOTOPBIN
IUPKYJIUPYST B CHUCTEME KpoBooOpalieHusi mpeodpasyeT (uOpUHOTEMB MOHOMED
¢bubprHa, KOTOPBIN BIOCIEACTBUM MOJEMUpPHU3yeTcs 10 pudbprHa (TpoMOa), BhI3bIBaAs
TpOMOO03 KanWJUISIPOB U KPYMHBIX COCYOB, MPUBOJS K NEpUPEPUUECKON UIIEMHUH U
MOBPEKACHUIO OpTaHOB-MUllIeHeld. Hannmanue TpoMOOLIMTOB Ha TPOMOBI PUBOAUT
K TPOMOOLUTONIEHU Y.

[Ina3MuH, TUPKYIUpyss B KpPOBHU, MpeoOpazyeT (PUOPUHOTEH B MPOIYKTHI
pacnaga (uOpuHa, KOTOpBIA CBSA3BIBAETCS C MoOHOMepamu (uOpuHa, o0pa3zys
KOMIUIEKCHl ~ «TPOJIYKTHl  pacmaga  (UOpUHA-MOHOMEPBD), MPEMATCTBYIOIINE
HOPMaJbHOMY MPOLECCY MOJUMEPU3AIMHA C HApyILIEHHMEM TeMOCTa3a, a MPOIYKTHI
pacniaga ¢uOprHa MOAABISIIOT (YHKIIMIO TPOMOOIIUTOB.

Jucbananc Mexay Koaryssiiueil 1 GuOpUHOIN30M U €ro poJib B MATOreHE3e
cunapoma JIBC npencrasiieH Ha puc. 3.
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KoaryasinuonHnas cucrema

1

TPOMBHUH

DOUOPUHOJIUTHYECKAS CHCTEMA

|}

INJIASMUH

v <

v

BuyTpucocyaucrasi iUpKyJIssuus
CrycTKOB (puOpuHa U oca:kieHue
HUX B MUKPOIUPKYJISITOPHOM
pycie

I'enepajn3oBaHHbBIN JU3UC
¢pudpuHa 1 paxkTOopoB
CBePTBHIBAHUSI, HAPYLIECHHE
TPAHCKANIWLISIPHOTO 00MEeHa

C

JABC-cunapom, CITOH

D

Pucynok 3. Iucoananc me:xkny koaryasuueii u GpuOpruHoIN30M

[Matorenes cunapoma JIBC ykianpiBaeTcs B CIEAYIONIYIO cxeMy (puc.4).

IlIyckoBoii (Tpurrep) gpakrop

Iﬂb

|

)

AKTHBAIMS IHoBpexnenue . AKTHBanusa
CBEPTHIBAHUA COCYAUCTOMN CTEHKU TPOMOOUUTOB
Oo0pa3oBanue puOpHH- Oprannas
TPOMOOLUTAPHOI0 TPOMOA auchyHKIus
J
$ l' l »3
Hedpuuur T . AKTHBausa
OMOOLIUTONEHUSA
paxTopos P (pudpuHoIN3a
CBepPTHIBAHUS
I'enepanuzoBanHas O0pasoBanue
KPOBOTOYHMBOCTH b e

Pucynok 4. Ilatorene3 cunapoma JABC (I'oponeuxuii B.M., 2008 r.)
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AKTHBaLMsI CBEPTHIBAHUS MOXKET IPOUCXOIUTH MIPEUMYILIECTBEHHO 110 OJTHOMY
U3 TPEX IyTEeu:
AKTHBAIHA COCYAMCTO-TPOMOOIUTAPHOIO 3BEHA:

1. Beibpoc (aktopa BumnebOpanna mnpu  THUIMOKCHYECKHX — TMOBPEXKICHUSIX
HAOTENNA (CTEHOKApAMs, CepAeYHas HEAOCTaTOYHOCTh C HApYyLIEHUEM
neprudepuueckoro KpoBOTOKa, MECTHAasE MEXaHUYeCKasi MIeMusi 6e3 HEeKpo3a,
IIOK, apTepuajbHas TMIEPTEH3NUs), BACKYIUTHI (TeMOpPparuuecKuii BaCKyJIUT U
ap.);

2. KoHtakTHas akTuBalus TPOMOOIMTOB aTEPOCKICPOTHUECCKUMHU OJISAIIKAMHU,
KaTeTepoOM, MCKYCCTBEHHBIM KJalaHOM CEpJLa, apTEPHUOBEHO3HBIM IIYHTOM,
MeMOpaHO! Juaanu3aTopa v ap.;

3. IlpuMeHeHue  JEKapCTBEHHBIX  CPEACTB,  YCWIMBAIOIIMX  arperamuro
TPOMOOLIUTOB — pU(PAMINIIMH, apeHANINH, HOPAIPEHAINH, AMUHOKAIIPOHOBAs
KHCJIOTA U Jp.

AKTHBalIUsl BHEIIHEr0 NMYTH IJIA3MEHHOI'0 reMocTasa:

1. Ilonaganue B KpOBb OOJIBIIOTO KOJMYECTBA TKAHEBOIO TPOMOOILIACTHHA
(reMOnM3, MacCHUBHbIE T'eMOTpaHC(Py3UH, MEPEIMBAHUE HECOBMECTHMOMU
KpOBH), HEKpO3 M TKaHEeBOM pacnag (MHPApKT MHUOKapAa, OKOIH,
OTMOPOJKEHHsSI, CHHAPOM  JUIMTEIBHOIO  pPAa3faBIMBaHUSA, IEPUTOHHT,
NAHKPEaTUT, paK  IOPKEIYJAOYHOM  JKEJe3bl, JIETKOTO W  TOYKH,
IPOMUENOLUTAPHBIM JIEK03, pachaj OMNyXoJM, B TOM uucie U Ha (oHE
[UTOCTaTUKOB M OOJy4YeHUs, pa3pblBbl M pa3MUHAHUS TKaHEH, py4yHOe
OTJIEJICHUE TUIALIGHTBl M py4YHOE OOCHeOBaHUE M BBICKAOJMBAHHE TOJIOCTU
MaTKH, CENITUYECKUI U aHAQUIAKTUYECKUI IIOKH, TUPOTCHHbIE PEaKLUU;

2. Tlomanmanue B KpPOBb aHaJIOr OB TKaHEBOT'O TpoMOOIJIacCTUHA
(cradunokoarynasa WM SHIOTOKCHH MPHU MPOPBIBE COAEPKUMOIO THOMHBIX
OYaroB B KpOBb, MAacCHUBHOM WH(EKIMH, NPUMEHEHUH OaKTePULIUIAHBIX
AHTUOMOTUKOB MPU THOMHON MH(MEKITUH, YKYCHI STTOBUTHIX 3MEH.

AKTHBaIMsA BHYTPEHHEr0 IMyTH IJIA3MEHHOI0 reMocTas3a:

1. O6pa3zoBaHue€ HWMMYHHBIX KOMIUIEKCOB (MH(EKIMH, HEKPO3bl TKaHEH,
UMMYHOKOMIUIEKCHBIE ~ BACKYJIUTBI,  TIJIOMEpPYJIOHEDPUTHI,  XPOHUYECKUE
renaTuThl, 0EPEeMEHHOCTD ¢ HePporaTuei;

2. KonrtaktHass aktuBaums ¢aktopa Xl dgyxepoaHoil  MOBEPXHOCTHIO
aTepOCKJIEPOTHUYECKOI OJISIIKHM, KaTeTepa, UCKYCCTBEHHOTO KIalaHa cepjua,
COCYAMCTOTO  JHAONPOTE3a,  ApPTEPUOBEHO3HOrO  IIyHTa, MEMOpaHBbI
AUanuM3atopa BO BpeMsl CeaHca HCKYCCTBEHHOTO  KpOBOOOpaIleHUs,
remMocoponM “ T.J. C Pa3BUTHEM COCTOSIHUA TUIEPKOATYJSIUU U
YKOPOYEHUEM BPEMEHU CBEPTHIBAHUS;
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3. MaccuBHbple ~ KpoBOIOTEpH,  OO0JIEBOM  INOK,  KOJUIAlC,  OCTAHOBKA

KpOBOOOpAaIIEHHs], XpPOHHUYECKAsi IOYeYHasi HEA0CTATOYHOCTb.

[Ipu KpaTKOBpEeMEHHOM BO3ICHCTBHM AaKTUBUPYIOIIUX AareHTOB WM TpHU
HEOOJIPIIOM MX KOJIMYECTBE CHUCTEMA aHTUKOAryJSIHTOB CIPABIISIETCS C KOATyJIALMEH
U npoliecc KoHTponupyercs. Ilpu MacCuBHON JIMTENBHON aKTHBAlMM CBEPTHIBAHUS
pa3BuBaerca JIBC-cunznpom. B mpouecce cBepThIBaHMSI U3-3a HAJIWYUS B KPOBU
aKTUBHUPOBAHHBIX (PaKTOPOB CBEPTHIBAHUS U MPOKOAryJssHTOB. McTomaercs cucrema
antTutpomOuHa —lll — KoHTponepa cucTemMbl CBEPTHIBaHMS, B PE3YJIbTATE YETO HJET
JanbHeilllee  HapacTaHWE  Tunepkoaryyauud.  [I[poucXoguT  MOBCEMECTHOE
00pa30BaHHUE MEJIKHX CI'YCTKOB, OCEAIOIIUX B MUKPOLIMPKYJISITOPHOM PYCIIE.

Ha  wawampHoM  oJtame  cucremMa  (ubOpuHOmmM3a  QYyHKIIMOHHUPYET
yJIOBJIETBOPUTEIBHO U B MUKPOCTYCTKH BKJIFOUAETCSl JOCTATOUHO IIa3MUHOTeHa IS
ux ObICTpOro Jsm3uca (B HOPME JIM3UC CTyCTKa HJIET B OCHOBHOM 3a CYET
BKJIFOUEHHOTO BHYTpb TpoMOa I1azmMuHoreHa). OpaHako MpOAOIIKAIOIAsCcs
aKTUBALlMs UCTOLIAET 3aMachl IJIA3MUHOT€HA U BPEMSI JIN3UCA CTYCTKOB YAJIMHSAETCS.

[Tpu ObICTpOM HapacTaHWW TUNEPKOATYJSIUU UIET arperanus TPoMOOIIMTOB,
HaxOJIAIIMXCS B COCTOSIHUM THUIIEparperanuy, KOTOpble aKTUBHO CKJIEUBAIOTCS H
BBICBOOOKIAIOT B KPOBb TpombOouuTapHsie (akTopsl. KonuuecTBo TpoMOOLMTOB
CHIDKAETCSl ¥ pa3BUBACTCS] TPOMOOIIMTONIEHUS TOTPEOICHHUS.

M30pITOUHOE  KOJIMYECTBO  AKTUBATOPOB  IeMOCTa3a M HCTOLICHUE
AHTUKOATYJITHTOB NPUBOJUT K TMOSBICHUIO B KPOBU HU30BITKA AKTUBUPOBAHHBIX
(dakTOpOB CBEpTHIBaHMS, B 4YacTHOcTH TpomOuna. I[lom nelicTBuem TpomOMHA
MPOUCXOJMUT TMOCJEIOBATENbHBIN Mpolecc mnepexona ¢uoOpuHOoreHa B (UOpHH, B
pe3ynbTaTe KOTOPOro MOSIBISETCS OOJBIIOE KOJUYECTBO MPOIYKTOB JAerpajaluu
(¢ubpuHOreHa W pPacTBOPUMBIX KOMILUIEKCOB (UOPUH-MOHOMEPOB. DTHU MNPOAYKTHI
SBIISIIOTCS AHTHKOATyJITHTAMH, 3HAUWTENBHOE TMOBBIIMIEHHE WX YPOBHA B KPOBU
CYLIECTBEHHO 3aMeJISieT CBEPTHIBAHNE KPOBU U arperanuio TpoMOOIIMTOB — CHavaia
pa3BUBAETCd HOPMOKOAryJisliUs, 3aTéM U TUIOKOAryJslIMOHHOE COCTOSHUE.
Coznaercd mapasoKcaJbHOE COCTOSIHME, KOIZIa B KPOBH HAaxoIATCs B OTPOMHOM
KOJIMYECTBE aKTUBUPOBAHHBIE (DAKTOPHI CBEPTHIBAHUS, B YACTHOCTH TPOMOWH, PE3KO
CHWKEH YpoBeHb aHTHUTpoMOuHa |ll, HO Koarymsuus 3a0jlOKMpOBaHa Ha CamMoOM
nociaeaHeM odtarne (mepexon (uOpuHoreHa B (GUOpUH) OOJBIIUM KOJIUYECTBOM
MPOJIYKTOB Mapakoaryysiiuy (aHTUKOAryJsiHThl). Jlto0ast monekyna ¢puOpuHOreHa, B
3TOT MOMEHT TMOMNaBliasi B KpPOBb, HEMEMJIEHHO OKa3bIBA€TCS PacTBOPUMOMN
KOMILJIEKCOM (pUOPUH-MOHOMEPHI, HO HE MpeBpaTuThcsa B (pubpuH. OKOHYATEITHHO
ucTolaeTcss cucreMa (GpuOpHMHOIM3a, B pe3yJibTaTe 4ero o0pa3yloluecs CryCTKU
MPaKTUYECKU TEPECTAOT JIM3UPOBAThCS, YTO MNPUBOJUT K PA3BUTHUIO TSXKEIOU
OJT0KaApl MUKPOLMPKYJISAIUN TPEXkKIEC BCETO B OpraHaxX-MUIICHIX — MOYKaX, MEYCHH,
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JIETKUX, CIM3UCTONW OOOJIOYKM KHIICYHHUKA W TOCJICAYIONICH TMOJIHOPTraHHOM
TUChYHKITHEH.

Hcromenne bubpuHOIHN3A, peskoe CHIDKCHHE dbakTopoB
MIPOTHUBOCBEPTHIBAIOIICH CUCTEMBI, CHIKCHUE YPOBHS TPOMOOIMTOB ¥ (hHOPHHOTCHA
(OTHOCUTENBHO HMCXOIHOTO YPOBHS), PEXKe APYruX (akTOPOB CBEPTHIBAHHS KPOBHU
HOCUT Ha3BaHWE CHHApPOMA TOTpeOseHus. TpoMOOUUTONCHUS, HapYyIICHHE
MUKPOIUPKYJISIIIMA B OopraHax Ha (oHE  MHUKpPOTPOMOO30B, a  TaKKe
THIIEPIIAPAKOAryJSIIIMOHHAS HECBEPTHIBAEMOCTh KPOBHU TPUBOJAAT K Pa3BUTHUIO
reMOPParuiaeckoro CHHApoOMa.

[TaToreHe3 akTuBanMu CBEpThIBaHMS KpoBH Npu cuHIapoMe /IBC oOyciorieH
CJICTYFOIIAMH TTATOJIOTUICCKIUMH MPOIIeCCaMU, MPEACTaBIICHHBIMA Ha PHUC. 5.

Pucynok 5. Hapyumienusi cucteMbl remocrasa npu cuiapome /IBC
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B ocHoBe COBPEMCHHOI'O IPEACTABJICHHA O IIaTOI'CHE3C I[BC-CI/IH,I[pOMa JICKUT

peamn3anusa 4€ThIpEX OCHOBHBIX KOMIIOHCHTOB.

2 TeHepalys TPOMOMHA, ONOCPEIOBAHHAS IMONAJaHHEM B KPOBOTOK TKAHEBOTO
dakropa (TD);

2 CHWKGHHE AHTHKOATyJISHTHOW aktuBHOcTH KpoBu (AT Ill, mporeun C,
uaruoutop nytu Td (TFPI);

2 cHIDKeHHe (QuOpHHOIMTHYecKoil akTuBHOcTH KpoBu (DPAK) Ha domne
HOBBIIICHHS HHTHOMTOPA aKTUBATOpa Iia3MuHoreHa 1-ro tuma (PAI-1);

» AKTUBAIMA TeMOKOATYIISINH, 00YCIOBICHHAS BOCIAICHUEM.

CxemarnyHo marorene3 cuaapoma JIBC nmpencrasieH Ha puc. 6.

TPUT'EPHBIE R <TKAHEBOI71 (I)AKTOP>
®AKTOPBI

—

T'EHEPALIMSI TPOMBUHA
AKTHUBAIIUSA YTHETEHUE
TPOMBOIIUTOB ®UBPUHOJIA3A NOTPEBJIEHUE
UCTOIIEHUE OBPA3OBAHUE TPOMBOILIATOB,
WHT'UBEUTOPOB ®UEPUHA ®UEPUHOTEHA,
KOATYJISILUM MOBBIIEHUE ®AKTOPOB
TAOH CBEPTBIBAHUSA
J, v AKTHUBAIIMS
®UBEPUHOJIN3A
TUIEPKOATLYJISILIUSA B/COCYANUCTOE
OTJIO)KEHUE
l ®UBPHHA l
v
PUCK TPOMBO30B CHOJ/CTIOH KPOBOTEYEHME

Pucynok 6. IlaTtorenes cunapoma JIBC (M.Levi, 2018)

CoBpemeHHbIN B3rJIs1 Ha naroreHe3 cuHapoMa JIBC BBIMISAUT ClieayOMUM

obpazom (Anekceea JI.A., Parumo A.A., 2020; Hawley H.B., 2020): xmrouesoii
MOMEHT naTtoreHe3a cuHzapoma JIBC — reHepauus B COCyAMCTOM pyciieé TpOMOMHA
nocjie mnomnajaHus B KPOBOTOK TKaHEBOTro (haktopa M aktuBauuu (axtopa VII.
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OOpazoBaBmuiicsi TPOMOWH BOBJIEKAET B MPOILIECCHI TEMOKOATYIISIIIAA TPOMOOITUTHI.
Bceneacreue  ortmemnenuss ot ¢uOpuHorena ¢QuOpunonmentHioB A u B
HAKaIUIMBAIOTCS MOJIEKYJIbl MOHOMepa (ubpuHa, oOpasyromme MexXay Cco0oi
KOMIUIEKCBI, KOTOpbIE BIIOCIEICTBUU MOJUMEPHU3YIOTCS U CTaOMIM3UPYIOTCS IO
BausHueM ¢dakrtopa VIl a u cmocoOGHBI ynepkuBaTh TpomOouuThl. Ha ¢one
aKTUBalMu (HUOPHHONM3A TPOUCXOAMUT JU3UC (PUOpPHHA W TOJMMEPHBIX BOJOKOH
(huOpHUH-MOHOMEPOB C OOpa3oBaHHWEM pPACTBOPUMBIX KOMILIEKCOB  (puOpHH-
MOHOMEpa, OJOKHPYIOIIUX MHUKPOIMPKYIsnuoo. [log jgeiicTBueM —IuIa3MHHA
pacHieTuITIoTCsl  (DaKTOpBI CBEPTHIBAHUS KPOBH, CHIDKACTCS WX KOHIICHTpPAIUS H
ycunmBaeTcss  (eHomeH — moTpeOieHus.  OOpaszoBaBimecss B aHOMaJIbHBIX
KOHIICHTPAIUSAX TMPOMEXKYTOUYHBIC TPOAYKTHl TEMOKOATYJSAIMH W TPOMOOIUTHI
OJIOKUPYIOT MUKPOIIUPKYJISIINIO, TEM CaMbIM Hapylasi JOCTaBKY KHCJIOPOJa U 0OMEH
B TKaHSX.

KJIACCUO®PUKALIUA CUHAPOMA ABC

O6menpunsaron enuHou kinaccuukamuu cunapoma JIBC no Hacrosiero
BPEMEHHU, K COKAJICHWIO, HET. B nuTepaType o0CykaaeTcs MHOKECTBO MOAXOI0B K
tepmuHosioruu B onucanuu JIBC-cunapoma. CyliecTByromue KiacCu(pUKaMOHHbIE
MOAXO/bl WJIM XapaKTepU3yIOT TEUEHHWE M CTENEHb BBHIPAXKEHHOCTU MpOIecca WU
xapaktepu3yroT  craauto  cuHapoma  JIBC.  Ero  mompazmensior 1o
NATOT€HETUYECKOMY, ITHOJOTHYECKOMY W KJIHHUYECKOMY Tpu3Hakam. Yarie
BCETO WCIIOJIb30BAIaCh MAMIOZEHEeMUUecKaa Kiaccugurkayus CTaaaid CHHApOMaA
JBC (o M.C. Maua6enu, 1970):
| cramust — eunepxoaeynayus u aspecayus Kiemox (nocmynieHue 6 KpOBOMOK
MpPOMOONIACMUHA):

v/ aKTHBAIMs BCEX 3BEHBEB CHCTEMBI T€EMOCTA3a,;
v' 0JI0Ka/1a MUKPOLIMPKYJISIMA B OpraHax.
Il ctagust — koazynonamus nompebaerust.
v’ CHIDKEHHE COZepKaHus ()aKTOPOB CBEPTHIBAHUS,
v TpOMOOLUTOIEHHUS BCIAEICTBUE X arperaliH.
I cragus — akmuesayus pubpuronuza u cunoguobpurnozenemust.
v’ 0becreyrBaeT BOCCTAaHOBJIEHUE IPOXOIUMOCTH COCYA0B MUKPOLUPKYIIALIH;
v/ IIpH reHepali30BaHHOM XapakTepe — HOBPEXICHUE (DAKTOPOB CBEPTHIBAHUS.
IV cranus — soccmanosumenvhas unu cmaousi 0CMamoyHbiX NPosiGeHull OJ10Kaobl

cOCy008:.
v’ IUCTpOpHUECKHE U HEKPOTHYECKUE U3MEHEHHS B TKAHSIX;

v JABa UCXOJa: BbI3JOPOBJICHUC UIIN CMCPTh.

17



Nuorna ucnons3yetcs knaccudukanus ctaguit JIBC-cunapoma o A.T'.
Ps6oBy (1988):
| cragmst — runepKoaryIsIus.
v MHOXE€CTBEHHBIE MHKPOTPOMOO035I MEKPOLIUPKYIIATOPHOTO PYCIIa;
v’ ocTpas HEJOCTATOUHOCTh (PYHKIIMU OPraHoB.

Il cragus — koaryionarust noTpeOJIeHus:
v/ TMIIOKOATyJISIHs, TPOSBISIOIIANCS KPOBOTEYEHUEM UIIA TEMOPPArUIECKUM

JIMATE30M;
v’ ABJISIETCS CJIEICTBHEM HCIIOJIb30BaHMs (DaKTOPOB CBEPTHIBAHMUS JIJIs
00pa3oBaHHsI MUKPOTPOMOOB.
Il cramus — KCXOA M OCTATOYHBIC SIBICHUS (TPOMOO3BI U AUCTPODUN OPTAaHOB).
Bapuantom natorenernyeckoi kinaccudukanuu cuaapoma IBC Moxet ObITh
u kinaccudukanus, npemnoxkenHas B.I'. JIbraeBbim (1998), X0TsS HYKHO OTMETHUTH,
YTO B HACTOSIIIEE BPEMsi OHA PEIKO UCIOJIb3YeTCd B KIMHUYECKOU npakTuke. [lo Heit
ycIoBHO BeiIenstor 3 craauu. | cragms  (runepkoarymisuwms), |l cramus
(Hopmoxkoaryssus) u | ctagus (rumokoaryisnus) (puc.7).

BbizgopoBneHue

Il cragus

_{ | cragus Il crapua

HeobpaTtumbie

\

Peungus

n3meHeHuA

Pucynok 7. Cragum cunapoma JIBC (B.I'. JIbiues, 1998)
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B  Hacrosimiee Bpems, 1O MHEHHIO OOJIBIIMHCTBA  CIELMAIIUCTOB,
knaccudukanuu cuaapoma /IBC mo ctagusiM CIUIIKOM CXEMaTUYHBI U OTPaHUYEHBI,
MIPUWIOKUMBI TOJIBKO K ocTpomy cunapomy JIBC, mporekaromeMy ¢ BBIPaXKEHHOM
KJIIMHAYECKOW KapTUHOW, BO BCEX OCTAJbHBIX CHUTyallMsIX BecbMa TPYIHO
OTPENEIUTHCS CO CTAIUHHOCTBIO Mpoliecca WU UX TPYAHO OoTIudpepeHIpoBaTh B
MIOBCEHEBHOM KIMHUYECKON mpakThke. Takoe BbleseHue ctaauii cuaapoma JIBC
OpUHATO TOJIbKO B cTpaHax CHI' u B HacTosiiee BpeMsi B MUPE HE UCIIOIb3YyETCS.

CornacHo pekoMeHaanusM MexayHapoJHOTO oOIIecTBa Mo Tpombo3aMm H
remocrasy (2001) (ypoBeHb jaoka3aTelbcTB |) Ha OCHOBE MPOCTBIX M JOCTYITHBIX
reMOCTa3MO0JIOTHYECKUX TECTOB BhIAEISIETCS JIBE cTaauu cunapoma JIBC:

» saeublit JIBC-cunopom (KIMHUYSCKUHN WK ocTphIi) (Overt);

> neaenwtit cunopom /IBC (1abopaTopHbIN WM XpOHUUECKHUi) (NoNn-overt).

[TonoXuTenbHBIM MOMEHTOM JAHHOTO IMOAPA3ACIICHHUS HA CTAaJWU SIBIIAECTCA
BO3MOKHOCTb BBIJJa4H JIMATHOCTUYECKOTO 3aKIHOYEHUS O HAJUYMHU WIM OTCYTCTBUU
cugapomMa /IBC, a Taxke KOJIMYECTBEHHAs OLICHKAa JMHAMHUKH JAaHHOIO IIpolecca.
OTpuLaTeIbHBIM — HEBO3MOXKHOCTh JU(PPEepeHIpOBaTh CTAAUM W BAPUAHTHI
TE€UYEHUS.

[IpumepoM coBpeMEHHON Kiaccu(UKAlMM, OCHOBAHHOW Ha CmeneHu
KOMReHcayuu cucmempl 2emMocmasa, MOXeT ObITh KilacCU(pUKaLUs, IPeII0KEHHAS
Mueller-Berghaus (1999) u Beinensirommas cieayrorue ctaauu cuaapoma J1BC:

| cranus — komnencuposannan axmusayus cucmemovt 2cemocmaza (0e3
KJIIMHAYECKHUX MTPOSBICHHN );

Il cragus — Oexkomnencuposannas aKmueauus cucmemvl 2emMocmasa
(JlokanmbHbIE KpOBOTEUEHMs] W3 paH, BeHenmyHkuuH, ciausucrtod KKT, opranhsie
IUCOYHKLIHMHA CO CTOPOHBI NTE€YEHU, MOYEK, JETKUX );

Il cramus — ewipasricennan koazynonamus nompeodneHus - «TEUET
OTOBCIOAY» (T€HEpPaIM30BaHHBIE KPOBOTEUEHUS W3 KOXH, CIU3UCTBIX, paH WU Jp.,
MIOJIMOPTaHHAsI HEIOCTATOYHOCTH ).

[Io domunupyrowemy mexanuzmy nepeoHauaiIbHOU AKMUGAUUU CUCHEMDbL
2emocmasa BBIIETSIOT CIEAYIOIINE KIMHUKO-Ia00paTOpHbIE BApUAHTHI CHUHApPOMA
JIBC:

% pudpuHoM3-ToMuHUpY0mmii JIBC ¢ KIMHIYECKUMU MPOSIBICHUSIMH B BH/IE
reMopparuuyeckoro CHUHAPOMAa — KpPOBOMBIMAHMS B KOXKY (IETeXUH, MypIypa,
DKXMMO3, KpOBOTE€YEHHME B MECTE BEHEIYHKIMiI), CIHU3UCThIE (HOCOBBIE
KPOBOTEYEHHs, KPOBOTOUMBOCTH JECEH), KEIyAOYHO-KHIIECYHbIC, MAaTOYHBIE
KPOBOTEUEHHMsI, CYOKalCyJbHbIE I'e€MaTOMBbl, Cy0apaxHOUJAIbHBIE KPOBOM3IHUSIHUA,
reMaTypus U Ip.

% xoaryasauusi-nomuHupyomuii  JIBC ¢ pasButHeM TsKEIOW OpraHHOM

TUCPYHKIIMM W KIMHUKOM TpomMOo3a apTepuabHOTO W BEHO3HOIO pycia —
19



aKpoIMaHO3, TMOCHMHEHHE KOHEYHOCTEW, MOBEPXHOCTHAs TaHTPEHA, WIIEMUYECKUE
MUKPOUHCYJIbTHI, TOBPEXKICHUS JIETKUX, UH(APKTHI, BHYTPUCOCYJIUCTHIA TE€MOJIN3,
pPE3KOE TIOBBLIIICHUE IEYEHOYHBIX (PEPMEHTOB 0O€3 TOBBIMICHUS OWIMPYOMHA Kak
MPU3HAK MHOXXECTBEHHOTO TPOMOO03a COCYJOB TICUCHH, MPU3HAKU ITOBPEKICHHUS
MOYEK B BUJIE OJUTYPHUH, A30TEMHUH, KOPTUKAIBHOTO HEKPO3a U T.J.

Knunuueckaa knaccugpukayusa /IBC-cunopoma

[To TeueHuto (CKOPOCTU pa3BUTHUSL KaK TeMOpPPArMuecKuX MpPOSBICHUM, TaK U
napakiIMHU4ecKuX IpoieccoB) cuuapoM JIBC paznenstor Ha MOJHUEHOCHYIO,
OCTPYI0, TIOJIOCTPYIO, PEIUAUBUPYIONIYIO K XPOHUUYECKYIO (POPMBI.

Monnuenocnasa gpopma xapakTepuzyercss MUHUMAJIbHBIMUA CPOKAMU Pa3BUTHS
U MACCHBHBIMH TPO(PY3HBIMH KPOBOTCUECHHUSIMH — MATOYHBIMHU, IKEITYTOYHO-
KHUIIIEYHBIMH, U3 ONEpPAlMOHHON paHbl, a Takke Nu(Py3HON KPOBOTOUYUBOCTHIO U3
ONEPAIMOHHON paHbl, W3 HOCA, [E€CEH, IMOCTUHBEKIIMOHBIMH KPOBOTCUEHUSIMH,
BHYTPEHHUMHU TemaToMaMmH. bolbliie XapakTtepHa JUisi aKylIepCKOW MaTOJIOTHH,
reMOJIMTUYECKOTO MOCTTPAHC(PY3MOHHOTO CHUHIPOMA.

Ocmpuoiit  cundpom J[BC XxapaktepeH s Cencuca HW NPUMEHEHUH
OaKTepULIMIHBIX aHTHOMOTUKOB, MACCUBHOT'O Kpalll-CUHIPOMA, OOIIIMPHBIX 0KOTOB U
OTMOPOXXEHUM, TPaBMATUUECKUX XUPYPrUYECKUX BMEIIATEIbCTB, MAaCCHUBHBIX
remMoTpanc(y3uil u nepeaMBaHUU HECOBMECTHUMOW KPOBH, paciajia OIyXoJeH Mpu ee
OOJTy4YeHUU WIIM JICUCHUM HIUTOCTATUKaMH. [IpoAoiKUTEIbHOCTh Pa3BUTHUSL JAHHOU
(GhOpMBI OT HECKOJBKHX YacOB JI0 HECKOJILKMX CYTOK Ha (poHE OBICTPOro pa3BUTHS
MyJIbTH(OKaTBHOTO neduimra remoctasza. [losBiieHre MPU3HAKOB KPOBOTOYMBOCTH
Kak HanboJiee paHHEro CUMITOMA CMEHSIETCS BhIPAXKEHHBIMU MUKPOIMOOTNYECKUMU
MOpaXEHUSIMU OPTaHOB U TKAHEH C pa3BUTHEM IIOKA U MOJIUMOPTraHHON AUCHYHKIIUH.
HNannas popma JIBC-cunapoma xapaktepHa sl TPUIIIIO3HOTO MOPAKEHUSI JIETKUX —
MOJIHUEHOCHOH (hopMbl (PUOPO3HO-TEMOPPArHueCKOro MHEBMOHUTA.

Ilooocmputit cundpom /[BC pa3BUBaeTCs MPU BCEX MEPEUYUCICHHBIX BBIIIEC
COCTOSIHUSIX, a TakKe NpPH ayTOMMMYHHBIX 3a00JIeBaHUSX (CHUCTEMHas KpacHas
BOJIYaHKA, TEMOPPAruyecKuii BACKYJIHUT, MOJIOCTPHIA TJIIOMEPYJIOHEDPUT U Jp.).
[TpoaomKUTENHHOCTh OT HECKOJBKUX HEJEb IO MECSIIEB, KIMHUYECKUE MPOSBICHUS
MEHEE BBIP@KEHBI, YE€M TIPU OCTPOM, MPeodIaaal0T MHUKPOIUPKYISITOPHBIC
HapymieHuss. OcTpoe U TOAOCTpOE TEYEHHWE OTIMYAIOTCS MEXAy Cco0oit
MAaCCUBHOCTBIO TIPOIIECCOB.

Peyuousupyrowue gpopmuet cunopoma /[BC pa3BuBaroTcs Ha (OHE TIKEIBIX
PEIUANBUPYIOMMX 3a00JICBAaHUN — BACKYJIMTOB, MH(PEKIUNA W XapaKTEpU3yeTCs
MEHEE BBIPAKCHHBIMU KIMHUYECKHMU TPOSBICHUSIMH: HEOOWIbHBICE HOCOBBIE H
JIECEHHbIC KPOBOTCUEHHUSI, TEMOPPAruueCKuil TacTpUT, CUHSIKU Ha KOXKE€ B TEPUOJ]
obocTpeHust 3a00JIEBaHUS U MOJTHOE UX UCUE3HOBEHUE B MIEPUOJ] PEMHUCCHUHU.
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Xponuueckue meuenue cunopoma /IBC MoxeT npoTeKkarb CyOKIMHUYECKH U
MHOT/a TOJbI HE MPOSBISATHCS TEMOPPArnYeCKUM CUHIPOMOM WiH Tpombo3zamu. Kak
MIPaBHUIIO, COMPOBOXKIAET XPOHUYECKUE 3a00JIEBaHUS U 000CTpsIETCSl ¢ 000CTPEHUEM
OCHOBHOI'0 3a00JI€BaHUS U PAa3BUTHEM I'€MOPPAruyecKoro CHHAPOMA U Pa3BEPHYTOU
kauHUKoM. HaOmromaercs mnpu  cepAeyHOM HEIOCTaTOYHOCTH, XPOHUYECKOM
JErOYHOM  CEpJle, XPOHUYECKOM MHEIOHEPpPUTE, XPOHUYECKOM IMOYEUHOU
HEJ0CTAaTOYHOCTH, aTEPOCKIEPO3e, KOPOHAPOKAPAMOCKIEPO3€e, CaXxapHOM JuadeTe,
apTepualibHOM runepreHsun v Jap. Ha QoHe HapymeHuss MHUKpPOLUUPKYJISLIUN
HaO01aeTCsl pePPaKTEepHOCTh K OOBIYHON Tepanuu — pepakTepHbIi K TUypEeTUKaM
OTEYHO-ACIIUTUYECKUI CUHAPOM IPU CEPAECYHOM HEAOCTAaTOYHOCTH WM TpHU
XpPOHHYECKOM JIETOYHOM Cepjle, pedpakTepHas THUNepTeH3us. DPQPeKTuBHAs
KOPPEKLUs MUKPOLMPKYJIATOPHBIX HAPYLIEHUH B ATHX CIIy4asX MOKET IPUBECTH K
MCYE3HOBEHUIO pa3BUBIICHCSA PEPPAKTEPHOCTH.

['pynmoi SMOHCKKUX CHEeNUAMCTOB 10 reMocTasy 1moja pykoBojacrsom H.\Wada B
2014 rony Owuta mpemiokeHa kiaccudukanus cuaapoma JIBC, ocHoBaHHas Ha
MPEBATUPYIOLIEH KIMHUKO-Ta00paTOpHOM cumnToMarhke. KimHuKo-1abopaTopHbIe
BAPUAHTHl CUHAPOMA JIHCCEMHUHUPOBAHHOIO BHYTPUCOCYJIHUCTOIO CBEPTHIBAHUS
IIPEACTABIICHBI HA PUC. 8.

DOUOPUHOJIUTHYECKHH (PeHOTHIT IN'unmoxkoaryasiuMOHHBIN
(kposomouueocmo) denorun (maccusnoe
/7 "\ Kpoeomeuenue)

Ipe-ABC
()
n
b
P
n
H JABC
O
JI
n
3
N THEPKOATYJISTIAS ,FHHZI:(:{OOaTFXE o

Pucynok 8. Kiimnuko-nadoparopubie BapuaHThbl (peHoTunsl) cuaapoma JIBC
(Wada H. et al., 2014)
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CornacHo konnernuuu H.Wada HapylieHuss CBEpTBHIBAIOIIEH CHUCTEMBI IPH
JIBC mnpencraBieHbl B BHJE TpPEX BEKTOPOB, JIOMUHHUPYIOIIMM WX HHUX W
00yCIaBIMBAET Ty WJIM MHYIO KIMHUYECKYIO KapTUHY, BbIAEICHA U 0€CCUMITOMHAs
dopma. B mpouecce pa3BuTHS JAHHOTO CHHApPOMAa BO3MOMKEH IMEPEXOJ OJHOTO
dbenotumna (popmbl) B Ipyroi. ABTOpaMu BBIJICJICHBI CAEAYIONTHE (DEHOTHIIBI:

¢ Quopunonumuyeckuil penomun — peodIagacT BEKTOp GUOPHUHOIN3A
C KJIIMHUYECKUM TPOSBICHUEM B BHJE KPOBOTOUMBOCTH. Hambomnee xapakTepeH aiis
aKyIIepCKOM MaTOJI0OTUU, OHKOTEMATOJIOTHH, PACCIanBaloIIeld aHEBPU3MbI A0PTHI;

% T'unoxoazynayuounslii ghenomun — npeodIANAET BEKTOP MOTPEOICHUS
Y UCTOIEHUS! (JAaKTOPOB CBEPTHIBAHUS C MACCUBHBIMU KPOBOTECUCHHSIMU, Yallle BCETO
BCTPEUAEMbIMH MPU aKyIIEPCKOU MATOJIOTUH, TOJUTPABME, MACCUBHOU KPOBOIIOTEPE
U TeMOTpaHCchy3UsX, a TAaKKE IPU CENTUYECKOM IIOKE;

s T'unepkoazynsauuonnutii (mpomoomuueckuil) penomun — npeodagact
KJIMHAYECKasi KapTHHA CHHJPOMA TOJUOPTaHHBIX JUCHYHKIHMM TpPHU TSHKEIbIX
MHDEKIUAX, CETICUCE, COUIHBIX OMyXO0JIsX;

% beccumnmomnasn gpopma — HabMoOgACTCS B CIIyYasx HE BBIPAKCHHOCTH
MEPEUYNCIIEHHBIX HAPYIIEHUH B CUCTEME IeMOCTa3a, CKYyTHOM KIIMHUYE€CKOW KAPTHUHBI,
HO TIPU HAJIMYKUU 3a00JI€BaHUs, TIPU KOTOPOM JJOCTATOYHO YACTO MOKET HAOII0aThCS
JNBC-cunapom. IIpu HeOnaronpuaTHOM Te€UeHUH JaHHas (opMa MOXKET MEPEXOIUTh
B JTI00YIO U3 Ha3BaHHBIX BBIIIIE.

YV mnauuentoB OUTP, Haxoasmmxcsi B KPUTHYECKOM COCTOSIHUM, TEUYEHUE
cencuca ocnoxusierca cuaapomom JIBC tpomOoTudeckoro (peHortura, akymepckas
MAaTOJIOTHs U MOJUTpaBMa — puOpuHonuTuyeckum penorunom JIBC.

KIIMHNYECKASA KAPTUHA CUHAPOMA /IBC

Knuanueckue mposisaenuss JIBC, ocnoxHsitomero TtedeHue 3a00JieBaHUs-
TpUreppa, MOTyT OBITh CaMbIMH pa3HOOOpa3HbIMH. Tak, B paHHEH cTaguu
3a00JIeBaHUsl KIMHUYECKHUE TPOSBICHUS MOTYT ObITh HE3HAUUTEIbHBIMU, B TO3/IHEH
CTaauy KIMHUKA TIOJUOPTraHHBIX AuChyHKOUN. Ecnm y manmeHTa pa3BHBaeTCS
HUPKYJISATOPHAS W JIbIXaTEIbHAA HEJOCTATOYHOCTH, CHUXKACTCA NUYPE3, MOABIISAIOTCS
KOXHbBIC METEXUH, OKXUMO3bl, PA3JIWYHBIE KPOBOTCUCHHUS, TO KIMHUYECKHUE
MPOSIBJIEHUST HAPYLWIEHHM TIE€MOCTa3a HE BBI3BIBAIOT COMHEHHM, a ITOCTaHOBKA
nuarno3a JIBC He 3arpyanutenbHa. B cinywae HesBHoro JIBC kimHu4eckas
MaHudecTanusi  CKyaHas M HETUINIMYHAs, J1labopaTOpHbIE  HCCIETOBAHUS
ManonHdopmatuBHbl. Knunnueckas kaptuHa npu JIBC-cunapome ckiaasiBaeTcs U3
CUMIITOMOB OCHOBHOTO 3a00JieBaHMsI, OOYCIOBMBIIIETO 3TOT MPOIECC, U KOTOPHIC
MOTYT NPEBAIMPOBATh B KIMHUYECKOW KAapTUHE (HANpUMEp, OXKOTH, TSXKEIbIC
TpaBMbl M T.J.) W KIHmHHYecKuX mnpossieHuii JIBC: TpomOoTHueckue sBIEHUS,
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MUKPOLIUPKYJIATOPHBbIE HAPYLIEHUsI ¢ TUC(YHKIMEH BHYTPEHHUX OPTraHOB U CHCTEM,
FEMOPpPArvYeCKUy CHHAPOM, HAPYLICHUWE pelnapalvy TKAHEH, aHEMHUYECKHUU
CHUHAPOM, HapylleHHE TEeMOAMHAMHUKH U HWH(QEKIMOHHBIE OCIOXHEeHHs. B
OOJIBIIMHCTBE KJIMHUYECKUX CHUTyallud MpeBanupyome cumnromatukoit JIBC
ABIIIIOTCS  KIMHUYECKUE NMPU3HAKH MOJUOPTaHHbIX AUCHYHKLIUMN, FeMOpparnueckue
IIPOSIBJICHHS] TOM WJIM MHOM CTENEHU TSKECTH OTMEYAKOTCS Yy YETBEPTH ITALIMEHTOB C
JABC-cunnpomom.

OcHOBHBIE KIMHMYECKHE NposBieHHUs cuHapoma JIBC B 3aBHcHMMOCTH OT
npeoOaaaromieit ero ¢popmsl (heHOTHIA) MPEACTaBICHBI B Ta0. 1.

Tabmuua 1 — OcHOBHBIE KIMHUYECKUE TposBIeHHs cuHapoma J[BC

JlaGopaTopHble npu3HaKu/ Kiunnyeckue nposiBJIeHUs1
¢enorun ABC
['uneptpomOuHemus/TpoM00361 | [loueunas, JIbIXaTeabHas, MeYeHOYHas

HEJIOCTaTOYHOCTH, KOMa, HEKpPO3bl KOXH,
raHrpeHa KOHEYHOCTEH, BEeHO3HBIE TPOMOO3bI

['enepanus 1a3MUHa U | CIOHTaHHBIE CHUHSKH, MNETEXWUH, KEIYTOYHO-
runepPpuOPUHOIN3/KPOBOTEUEHHS | KUILIEUHbIE KPOBOTEUYECHHSI, reMarypus,
JEroYHble, = MAaTOYHbIE,  BHYTPUMO3TOBBIE

KpoBOTeueHHUsI, AUP(Py3Hass KpPOBOTOUHNBOCTh B
ONEpPallMOHHOM paHe

KJIMHUYECKMM HCXOJ0M JBYX KIIMHHUKO-TA00paTOPHBIX BaPHAHTOB CHHAPOMA
JIBC (Matsuda T., 1996) sinsercst koaryjomnaTusi MOTpeOjcHHs, 00yCIOBICHHAS
UCTOIIeHHEM (PaKTOPOB CBEPTHIBAHHS KPOBH M TPOMOOIIMTOB, M XapaKTEPH3YOMIAsCsI
MAaCCMBHBIMH TIeHepaJH30BAHHBIMH KpOBOTeYeHHsIMH. Bce KpoBoTedyeHHsS B
3aBUCHMOCTH OT MPHYHAH pPa3fesioTCs Ha JIOKANbHbIE (XHPYPrHYCCKHE) H
CHCTEeMHBIE (HEXHPYPrHUYECKUE WK KoaryjonaTudeckue). HecMoTpst Ha BO3MOXKHYIO
B psJC KIMHMYECKUX COCTOSHUAX OOIIMYIO KOAryJIomaTHYECKYI0 COCTABIISIONIYIO OHH
pasensroTes 1Mo xapakrepy (tabdi.2):

Tabnuia 2 — XapakTepucTUKa KPOBOTCUCHU I

Jlokanvnwie (e ceésa3annble ¢ Koazyronamueil)
KpoBoTeueHus M3 OAHOTO MCTOYHMKA, BHE3AMTHOE TOSBJICHUE MACCHUBHOTO WJIU
OBICTPOTO KPOBOTEUEHHUS, IOCTYIUICHUE CBEXEW KpPOBU U3 YCTAHOBJICHHOTO
HMCTOYHUKA, 00pa30BaHUE CI'YCTKOB B M3IMBIICHCSI KPOBH.
I'enepanuzoeannsvie (koazyionamuueckue)

OIHOBpPEMEHHOE KPOBOTECUCHHE M3 PA3IMYHBIX MECT, MEIJECHHOE IOCTOSHHOE
MpOCAaYMBAaHUE KPOBH W3 HEYCTAHOBIICHHBIX HMCTOYHHKOB, OTCTPOYEHHOE
KPOBOTEUEHHE TOCe Tepuojaa aJeKBaTHOTO T'eéMOCTa3a, OTCYTCTBHE CTYCTKOB B
V3JIMBLIENCS KPOBHU.
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TpomGoTHyeckune siBJeHUsi. TsDKENIble CIIOHTAHHBIE TPOMOO3bl KPYMHBIX
KPOBEHOCHBIX COCY/OB HAOJIOJIal0TCA KpalHE PEKO, OAHAKO UMEIOTCS TPOMOO3HI B
M3MEHEHHBIX COCYJaX M MPHU MECTHBIX HAPYIICHUSX MUPKYISAIUNA — TPOMOUPOBAHUE
OpBDKECUHBIX apTEepPHil C TMOCISAYIONMM HEKPO30M KHIIEYHUKA, TpoMOohaeour,
aTEepOCKIIEPOTHUECKHUE MOBPEXKACHUS U JIp. MoryT HabmoaaTbest TpPOMOO3bI UTJT MpU
3a0ope KpoBH, TpOMOO3bl TMOAKIIOYMYHBIX W HHBIX BEHO3HBIX KAaTETEpOB,
apTepUOBEHO3HBIX IIYHTOB MW  (QUCTyJN, TpoMObl Ha KJamaHax CepJua,
TPOMOOIHAOKAPIUTHI, TPOMOBI B YIIIKE JIEBOTO MPEACEPUs IPU HAPYIICHUIX pUTMA
(MepraTenbHasi apuUTMHUS, 4YacTast SKCTPACUCTOJIUS ).

MuKpouupKky/JATOpHble HAPylIeHHd ¢ JUCPYHKIHEHd BHYTPEHHHX
OpPraHoB M cucreM. MUKpoTpoMO0OOpa3oBaHWE B TOKE KPOBH M BBIMAJICHUE ITHX
CTYCTKOB B  MEJKHMX  KpPOBEHOCHBIX  COCYJax  BBI3BIBAIOT  HapYIICHHE
MUKPOIUPKYJISIIIUN, B Pe3yJIbTaTe KOTOPOro CTpajaeT nepudepudeckuil KpoBOTOK,
YXYAIIAeTCsl OKCUTEHAIUsI TKaHEW, 4TO BIEYeT 3a cOOO0M OpraHHylo JUChHYHKIIHIO.
Poct nepudeprueckoro COnpoTUBIICHHUS, a 3aTEM €T0 PE3KOE CHUKEHUE B PE3YJIbTATE
cOpoca KpOBM MO IIYHTaM BJI€YEH 3a COOOM LIEHTpaIU3alli0 KPOBOTOKA U PA3BUTHE
II0Ka.

KpaitHuM  mposiBIeHHEM  HapyUIEHUS  MHUKPOIUPKYISIUM, BBI3BAHHOTO
MHUKPOTPOMOOOOpa30BaHUEM B COCYAaX, SIBISIETCS pa3BUTHE TUCHYHKIIMM OPTaHOB U
TKaHell — Jlezkux (IUCTPECC-CUHIIPOM, OCTpasi JIErOYHasi HEJO0CTaTOYHOCTh C
HApACTAOIIEH OABIIIKOW W LMAHO30M, aTEJIEKTAa3bl B JIETKUX, MPOTrPECCUPYIOLIUN
WHTEPCTUIIMANBHBIA OTEK, OCTpas JIETOYHAsl TUTEPTeH3Us), noueKk (MUKPO- W
MaKporeMaTrypus, OJUTYypus, pedpakTepHas K JIUYpETHKAM, OCTpas TMouYeyHas
HEJIOCTaTOYHOCTh, TpeOyroliasi MPOBEACHUS TeMojuanu3a), HneueHu (BLICOKUU
YpOBEHb TpaHCaMHHA3 Ha (pOHE MOBPEKACHUS KJICTOK MEUYEHH, KENTyXa, CUHIPOM
OCTPOH TEYCHOYHOW HEJIOCTATOUYHOCTH), 207106H020 Mo32a (dHUEdaonaTus ¢
HapyIIEHUs TICUXUKUA BIUIOTh JIO KOMBI, KPOBOM3IHUSHUSA B OOOJOYKH MO3Ta,
TOJIOBHOW W  CIMHHOW  MO3T), HaonoueuyHukos (TSDKENbIE  PacCTPOMCTBA
reMOJIMHAMHUKN Ha (POHE OCTpOW HAJMOYEUHUKOBOW HEIOCTATOUYHOCTH), KOMCU U
Mbluwieunoii  mkanu  (Pa3NUYHOM CTENEHU BBIPAXKEHHOCTH JAUCTPOPUUYECKUE
W3MEHEHHMS, JIOKAJIbHBIE TEeMOpPparkuyeckue HEKPO3bl Ha JUIle, KOHEYHOCTSX,
KPOBOTECUCHHMSI W3 MECT HMHBEKIHH, S3BEHHBIC TOPAKEHUS  CIU3HCTHIX),
nO0XCenyO0ouHou Jicene3bl (TOJICEPAHTHOCTh K TJIIOKO3€, KOMBI), MCeayO0OUHO-
Kuweuno2o mpakma (AUHAMHUYECKAs KUIIEYHAs HEMPOXOJAUMOCTh, U3bSI3BICHUS
CIIM3UCTBIX C Pa3BUTHUEM OCTPBIX DPO3MI W 3B, HAPYIICHHE OapbepHON (QYHKIIMH
KHUINIEYHUKA, TPUBOJIAINIEH K OakrepueMun — (EHOMEH TPAHCIOKAIUU MHUKPOOHOM
¢opsr).

I'emopparuyeckuii cunapom. KiuHUYEeCKH MNPOSBISIETCS  Pa3IUYHOMN

CTCIICHBIO BLIPAXKCHHOCTH KPOBOTOYHMBOCTBIO OT CHMHAKOB HA KOKC KaK CIIOHTAHHBIX,
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TaK W TMOCJe JaXe HE3HAUUTEJbHbIX TpaBM (KryTa, MAaHXKETbl WU T.I.) [0
KpPOBOTEUYEHHI  (HOCOBBIX, MAaTOYHBIX, JKEIYJOYHO-KHUIIEYHBIX M Jp.) H
KPOBOMBJIMSHUN B MO3T M BHYTPEHHHUE OPTraHbl. JTO MOTYT OBITh TaKkKe CHUHSIKH B
MeCTaXx  BEHEMyHKUMH (KyOWTanbHbIE  BEHbBI, MOJKIIOYHUYHBIE  KaTETEphl),
KPOBOTEUYEHHUSI U3 MECT BHYTPUMBIIICUHBIX HHBEKIHUN U J1aK€ KPOBOTECUEHUS U3 MECT
IIPOKOJIOB KOH, MHOTIa CJIEJITAHHBIX HECKOJIBKO JTHEW Ha3a/l.

Hapymenne penapauuu TkaHeil. AKTUBaIKA TPOMOOIIMTOB COMTPOBOXKIACTCS
BbIIeNIeHHEeM (akTopa pocTa coeAuHUTENbHOM TkaHW. [Ipu ero HemocrtaTke He
oOpa3yercs pyOel, HapymiaeTcss penapamnus TKaHed, HaOMoJaeTesl IUI0X0e
32)KMBJICHHE PAHEBBIX IMOBEPXHOCTEH M HarHoeHue pad. [lpu u30bITkKE — pe3ko
aKTUBU3HUPYETCA TMpoIlecC OOpa3oBaHMUsS COCTUHHUTEILHOM TKaHU C 0Opa3oBaHUEM
KEJUIOUAHBIX PYOIIOB, C aKTUBHBIM (PUOPO3UPOBAHHMEM BHYTPEHHHUX OPraHOB U
COCY/IMCTON CTEHKM (aTepOCKJIepo3, LUPPO3 IMeueHu, Hedpockiepos). M3meHenue
TpoMOoLUTapHO-MaKkpodaraibHOro B3auMooTHouleHus: Ha ¢oue /IBC-cunnpoma B
OJIMHAKOBOM  CTemeHW  OO0yclnaBiIMBAlOT  Kak  K30bITOYHOE  0Opa3oBaHuUE
COEIMHUTEIIbHON TKaHU, TaK U HEJOCTATOYHOE PyOLIEBaHHUE.

AHemmn4yeckuii cHMHAPOM. KinHHYECKME NPOSBICHUS JAHHOTO CHHIPOMA,
0OYCIJIOBJIEGHHOTO BHYTPUCOCYJIUCTBIM T'€MOJIM30M M KPOBOTOYMBOCTBIO, CBS3aHBI C
OCTPOM IOCTIEMOPPArMYeCKOl aHEMHUEH, KOTOpas Ha pPaHHUX JTalax MOXKET He
COTIPOBOXAAThCS CHM)KEHHEM IeMOrjo0uHa, 0 MEpe MpOTrpeccCUpOBaHuUs Mpoliecca
HapacTaeT KapTHHAa aHEMHUH CO CH)KEHUEM IeMOTJIO0MHa U SPUTPOLIUTOB.

Hapymenune remoamHaMuKu. brokaga MUKPOLMPKYJIATOPHOIO —pycia
00pa30BaBIIMMHUCS MHUKPOTPOMOAMU COIMPOBOXKIAETCS BHAYaJle HAapacTaHUEM, a
3aTeM MaJeHUEM NepUPEPUUYECKOro CONPOTUBIICHUS, CHUXEHUEM apTepUaIbHOro
JaBJICHUS W LEHTpalu3alueil KpoBooOpaileHusa. Pa3BuBaeTcss kapTHHa IIOKOBOIO
COCTOSIHUSI, UHOT'/Ia PACTSIHYTOTO BO BPEMEHU Ha HECKOJIBKO YacoB.

Nudexunonnbie ocjokHeHHs. OTI0XEHHE MUKPOCTYCTKOB, HapyLIEHUE
MUKPOLMPKYJISLHNU, HATUYUE TeMaToM Ha (POHE HEAOCTATOYHOIO UMMYHHOT'O OTBETa
CO3/1a10T OJaronpusATHbIE YCIOBUS JIUIsl MX HAarHOGHUS U JaJIbHEHIIeH reHepaau3aluuu
THOMHOIO TMpoliecca BIUIOTh 10 cerncuca. Kpome 3toro, mukpodiopa, BbLAEIAA
aKTUBATOPhl CBEPTHIBAHUS KPOBM, CO3Ma€T BOKPYr ce0d TpoMOOTHYECKOE
OKpYXe€HHUe, Hapyliatolee paboTy ryMOpajibHOTO U KJIETOYHOTO UMMYHHUTETA.

Hanuure u BBIpaXEHHOCTh MPEACTABICHHBIX BbIIIE CHHIPOMOB 3aBUCUT OT
BUJIA U TSDKECTH 3a00JIeBaHUSI-TPUITEPa, a Takxke oT (hopmbl curapoma JIBC.

[Ipu Mmonnuenocnoit opme JIOMUHUPYIOIUIMM B KIWHUKE SBJISETCS
BBIPQKEHHBI TeMOpparuueckuii CUHAPOM (MpOo(y3HbIE MATOYHBIE M >KEIYIJOYHO-
KHUILIEYHbIE  KPOBOTEYEHMS), HEPEAKO C KIMHUYECKOM KapTHUHOM  IIOKa,
pa3BUBAIOIIMNCS B TEYEHHE OYEHb KOPOTKOTO BPEMEHU U C OpraHHbIMHU

TUC)YHKITUSIMHU.
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Ilpu ocmpoit ¢opme TaKxKe NPEBAIMPYIOT SBJIEHUS KpPOBOTOUYHUBOCTH
(HOCOBBIE, JE€CEHHbIE, U3 MECT IIyHKIUH KpOBOTEYEHHS), OJHAKO OHH MEHEE
BBIPQKEHBI, YEM MPU MOJHUEHOCHOU (popme. MUKpOLUUPKYIATOPHBIE HAPYIICHUS
BEIyT K PAa3BUTHI0 OPraHHbIX JUCQYHKLIHM, NPUCOECIUHAECTCS aHEMHUYECKHM
CHUHJIpPOM, HapyllaeTcs penapanuss TKaHEH, pa3BUBAIOTCS  MH(QPEKLINOHHbBIC
OCJIO’KHEHHUS.

Ilpu noocmpoii ¢popme KIVHUKA CKIIQJbIBACTCA U3 BBILIENIEPEUUCICHHBIX
CHUH/IPOMOB, XOTSl 1 MEHEE BbIpaXKEHA, YEM NP NPEAbIIYIUX (popmax.

Ilpu peuyuouesupyroweii ghopme KIVMHAYECKUE MIPOSIBJICHUS MEHEE BBIPAKEHBI —
HEOOMJIBHBIE HOCOBBIE U JIECEHHBIE KPOBOTEUEHMS, TP OOOCTPEHUH CUHSKH Ha KOXKE
U NPAKTUYECKHM HMX IOJHOE HCYE3HOBEHHE B IEPHOJ PEMUCCHUH, HE3HAYUTEIBHO
BBIPAKEHBI MUKPOLUPKYJIATOPHBIE HapyILIEHUs oe3 BBIPA)KEHHBIX
IUCQYHKIMOHANBHBIX  paccTpodcTB. Ilpm  XpoHumueckoil  ¢opme  BHauaie
KJIIMHAYECKAas] CHUMITOMATHKA IPAKTUYECKHM OTCYTCTBYET M MOSBISETCS IIPU
IPOrpPEeCCUPOBAHUH 3a00JIE€BaHUSA-TPUITEPA.

Knunnueckass xapakrepuctuka cunapoma JIBC mnpencrtaBiena B Tabm. 3
(3abonorckux U.b., 2011).

Tabnuua 3 - Knuanueckas xapakrepuctuka nposisieHuit cuaapoma JIBC

Ipuznaku Tpom6o0o6pasoBanusi I'emopparuuyeckue

Koxa u cnuzucteie | AKpOLIMaHO3, TOCUHEHHE Ilerexun, nmypiypa,
KOHEYHOCTEW, MOBEPXHOCTHAS | SKXMMO3, KDOBOTCUCHUS
TaHTpEHA MIpPY BEHEMYHKIINH,
HOCOBBIE KPOBOTECUCHMUS,
KPOBOTOYMBOCTb JIECEH

[{enTpanpHas Nmemnueckue CyOxaricynsipHbie
HEpBHAsI CUCTEMa | MUKPOUHCYJIBTHI, UHDAPKTHl | TEMATOMBbI

[Toukn [ToBpexaenne nouek I'ematypus
(onmurypusi, a30TeMUsI,
KOPTUKAJIBHBIN HEKPO3)

Jlerkue CuHIpOoM OCTPOTO
MOBPEXKIEHUS JIETKUX
Kenynouno- OuaroBslil TaHKPEOHEKPO3 JKeny1o4yHO-KUIIEYHbIE
KHUIIICUHBIA TPAKT KPOBOTEUCHHUS
Cocynucras cuctema | ['emonu3s (¢ HaTM4IreM
dbparMeHTHPOBAHHBIX
SPUTPOIIUTOR)
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JANATHOCTHUKA CUHAPOMA ABC

Juarnoctuka cunjapoma JIBC ocHOBbIBaeTCs Ha BBISBICHHH 3a00JICBaHUS-
TpUTTEpa, KIMHUYECKUX TMPU3HAKAX, JA0OPATOPHBIX U MHCTPYMEHTAIBHBIX JIAHHBIX,
UMCIOIMX  BBICOKYIO  YYBCTBUTEIBHOCTH, CHCIMUPUIHOCTH H  JIOCTYITHOCTH
BBINIOJIHEHMS. Bce naboparopHble TecTbl ucciaenoBaHus remocra3a mnpu JIBC-
CUHJIPOME, pPEKOMEHJOBaHHbIE K MNpUMEHEHUIO KoMuTETOM 10 Hayke WU
CTaHJapTU3auu, MexXayHapoaHbIM COOOIECTBOM IO TpoMOO3aM U TeMOCTasy,
MexayHapodHBIM ~ COI030M  (DyHIaMEHTaabHOW WM TNPHUKIAJHOW  XHUMUH,
MexayHapoaHoi (denepanueil KIMHAYECKOWM XUMHHM M JJA0OpaTOPHON MEIUIIMHBI,
JCIATCSA HAa CKPUHUHIOBBIC M CIICIIHAIBHBIC TECTHI JUArHOCTHKH (puc. 9).

— [ —
JIABOPATOPHBIE
HNCCIIEAOBAHUA 'TEMOCTA3A

= = = =

CKPUHUI'OBBIE TECTbI CIIENUMAJIBHBIE TECTBI
Bpems kpoBoTeueHHA ®daxkropsl cBepThiBanus (11, VII, X, V...)

Yucj10 TpoMOOIUTOB
Arperanusi TpoMOOLUTOB (B TOM YHCJIe

AKTI/IBI/IpOBaHHoe YaCcTU4YHOEC HHAYIHpYeMas renapHHOM)
TPOMOOILIACTHHOBOE BpeMsl
Ili1a3muHOreH
(AYTB)
AHTHILUIA3MUH
IIporpomOuHOBOE Bpems
(IITB) TkaHeBO aKTUBATOP MIA3MUHOICHA,
HHTUOUTOP AKTUBATOPA IIA3MUHOT€HA
Tpomobo3aacrorpadus
AHTHTEJIA IPOTUB (PAKTOPOB
DudpuHOreH CBEePTHIBAHUA KPOBHU
IIporeun C
D-numep ¢pudpunorena
IIporenn S

I'eneTnueckue uccjaegoBaHus (AHAJIU3
JHK, TunupoBanue reHoB GpakTopoB
CBEPTHIBAHUSA) U T.[.

AnTuTpoMOuH Il

Pucynok 9. JlabopaTopHble TeCThI HCCJIEIOBAHMS I€eMOCTA3a NPHU
cunapome JIBC
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IIkanabl quarnoctuxku cuuapoma JIBC
MextyHapoaHOe 00IIECTBO MO0 TPOMOO3y M TeMOCTa3y MPEAIOKUIIO BBIACIATD
sBHbI  (Overt) m HesBHBIM (non-overt) cuaapom JIBC, anropuT™ JUarHOCTHKH
KOTOPBIX MpeacTaBieH Ha puc. 10 u B Tadu. 4.

Nmerorcsa Jin kanandeckue npossiaenus JBC?

,Z[A‘i’ 2 iHET

Ouenka napamMmeTpoB remMocrasa: He Npoo/kaTh MOHCK
e Yucio TpoMOOLUTOB

e IlporpomOuHOBOE BpeMsi
e @uOpuUHOreH
o @uopun-monomep uau 1D

v

Ouenka pe3yJbTaTOB:
Yucao Tpoméouutos. >100x10°/x1 - 0 6as1oB
<100x10°/x1 - 1 6ann
<50x10°/n -2 6amaa

Yiaauuenue IITB: <3¢ - 0 6asi10B
>3-6C - 10a/11
>6c -2 0aIa

DuOPHUHOIEH: >1r/a - 0 6aa10B,
<Ir/n -1 6ann

Duodpun-monomep win IIJIP: B npegeaax Hopmbl - 0 6a/u10B
YMepEeHHOe YBeJn4eHue - 2 0ajuia
Pe3koe yBesmuenue - 3 0asia

!

v v

/ 25 0aJ10B l <5 O0aJu10B
Asnprii IBC-cunapom. Pe3yJibTaT COMHHTEIbHBI.
Pexomenayercsi moBTOPATH PexoMeHIyeTcs1 MOBTOPHUTH
HCCIeJ0BAHNUS reMocTa3a MCCIIeIOBAHMS B OJIMKaiime

e:KeIHEBHO 1-2 pus

Pucynok 10. Anroputm q1marHocTuku sBHoro cunapoma /IBC
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Ta6nuna 4 — [llkana quarnoctTuku HesiBHOTO cuHApoMa JIBC

HNmeercst iu y nanuenTa 3adojieBaHue,
cBsi3aHHOe ¢ cunapomom JIBC?

Jla— 2 6amna

Her — 0 6anmos

JInnamMuka usMeHeHuii 3a 24 yaca

Iloxka3arean

I'1aBHBIC

KpHUTEepHH

Koauuecmeo mpomooyumos:
>100x10° — 0 6aywIoB
<100x10° — 1 6amn

VBemnuenue — 1 0amn
bes usmenenus — 0 6ayuioB
VYmenbieue — 1 6amn

Yonunenue InN'TB:
<3 ¢ — 0 GatoB
>3 ¢ — 1 Gamn

VBeauueHue — 1 0asun
bes usmenenusa — 0 6ayu1oB
Vwmeunsiiienne — 1 0amn

Il ®D:
Hopwma — 0 6amios
VBenunuenue — 1 0amn

VBenunuenue — 1 Gamn
bes nsmenenus — 0 0ayuioB

VYmenbiieaue — 1 6ann

Bcnmomorarean

Hble KpUTEPUH

AT 111 Hopma — 1 6ann
YmMenbiienue — 1 6amn

Ilpomeun C Hopwma — 1 Gann
YmMenbienue — 1 6amn

Jlpyeaue AK Hopwma — 1 Gann

VYmenbiieaue — 1 6ann

[Tpu cymme 5 u 6osee 0amnoB — HessBHbIN cuHApoM JIBC

[[Iupokoe pacrnpoCTpaHEHUE NOJy4YWsIa W IIKaJIA, MPEIIOKEHHAs SMOHCKOM

accorpanuert HeotyoxHoi MmeauuuHbl B 2008 r. — JAAM-DIC (Ta6:m1.5).

Tabnuna 5 — [lIkana nuarnoctuku cunapoma JIBC JAAM-DIC

IHapameTtp

PesyabTar

Conymcmeyrowue 3a601e8aHusl

0 Oayu10B

Kpumepuu SIRS

Hanuuue 6onee 3 mpusnakos — 1 Gamn

Tpomboyumol, x10°%n
24 g —

>120 - 0 6amnos, 80-120 wnm | Ha 30% B TeueHue

1 6amn, <80 unmu | Ha 50% B Teuenue 24 4

— 3 daiuta

IITB (nayuenm/nopma)

>1,2 — 1 6ami, <1,2 — 0 6annoB

TJ{D, mxe/mn

<10 — 0 6aymmos, 10-25 — 1 6ayur, >25 — 3 6amna

Cuapom IBC -

4 u 0oJ1ee 0asL1a
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Onna w3 momubukanmii mkaasl JAAM (Japanese Association for Acute
Medicine) Bkiro4aeT KOHTPOJL 3a 4 JIaOOpaTOPHBIMU ITOKA3aTesIMH T'eMOCTaza |
nojcyeT OajyIoB IO HAJMYUI0 M BBIPAXXEHHOCTH JaHHBIX IOKaszaTened (s
MOCTaHOBKHU Auarnosa cuaapoma J[BC HeoOxoaumo Hammyue S 6amioB) (Tabm.6).

Ta6nuna 6 - Moaudurnupoannas mkaita JAAM st nuarnoctuku cunjapoma JIBC

JlaGopaTopHblii NpU3HaAK Banabl
0 1 2 3
Tpomboyumowt kposu (x10°/1) >100 50-99 <50 -
PT-axmusnocms (%) >60 30-59 <3 -
D-oumep (me/n) <2,0 - 2,1-8,0 >8,0
Dubpuroeen (2/1) >1,0 <1,0 - -

OcHoBol COBPCMCHHLBIX AJITOPUTMOB JHUAHOCTUKH CHHAPOMA HBC ABJACTCA
IIKaJjaa, IIPpCHIIOKCHHAs MI/IHI/ICTepCTBOM 3APaBOOXpPAaHCHUA, TPyda U COLHMAJIBHOI'O

passutus Snonmm (Japan Ministry of Heath, Labor and Welfare - JMHLW-DIC)
(Tabn.7).

Tabmuua 7 — llkana /IBC (JIMHLW-DIC)

IMapamerp PesyabTar
Coomeemcmeyroujee 3ab0ne6arue Ectsb - 1 Gamn
Her - 0 GamioB
Knunuueckue nposenenus:
Kposomeuenus Ectp — 1 6ann
Her — 0 Gamnos.
1IOH Ectb — 1 Gamn
Her — ( OamioB
Tpomboyumet, x10° /n 50-120 -1 Gam.
50-80 — 2 banna.
<50 — 3 bama
1D, mxe/mn 10-20 - 1 6amn.
20-40 — 2 Gana.
>40 — 3 Oaa
Dubpunoeen, e/ 1,0-15 — 1 6amn.
<1 — 2 Oamna
IITB 1,25-1,67 — 1 Gamnn.
>1,67 — 2 Oamna.
/Inarno3 /IBC 7 6as1710B 1 DoJ1ee
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be3ycnoBHO, HCHONBb30BAaHWE MPUBEACHHBIX IIKal, YyBCTBUTEIbHOCTh
KOTOpbIX coctaBimsieT 91-93% wu cnemubuunocts — 97-98%, mo3BomsieT
00BEKTHUBU3HPOBATh AUArHOCTUKY cuHjapoma JIBC Ha Oosiee paHHUX 3Tamax €ro
pa3BUTHS.

Jns panneit nuarHoctuku cunapoma JIBC npu cencuce M Tak Ha3bIBaeMoOil
cencucuHayuupoBannoii koaryjgonatuu (CUK) ucnonb3yercss oTAenbHas IIKaja,
npeokeHHas T.1ba ¢ coart. B 2017 roxay. B pesynbrare ucciaenoBaHust UMU ObLIO
MOKAa3aHOo, YTO 28-/THEBHAs JIETAJILHOCTH Y MAIIMEHTOB C CETIICUCOM KOppeJIpoBaia co
CHIWKEHUEM KOJIMYECTBa TpoMOOomuToB, yBemmueHneM MHO u BbicOkMME OayuiaMu
no mkane SOFA, 4To u Jerio B OCHOBY pa3paOOTKU JaHHOW MIKAIbl JUarHOCTUKU
cunaapoma JIBC u cencucuHIyIMpoBaHHON KoaryionaTuu (Tabm.8).

Tabnuua 8 — [llkana TMarHOCTUKU CENICUCUHAYIIUPOBAHHOMN KOAryJonaTuu

IHapamerp O 6amn0B 1 6ann 2 0ay1a
MHO <1,2 >1,2 >1,4
Tpomboyumoi, x10° >150 <150 <100
SOFA, 6annw 0 1 >2
Muarno3 CUK - npu 4 u 0oJee dasLIax

JlaHHas mIKana BKJIIOYAET JIETKOJOCTYHHBIE M IPOCTbIE B HCIOJIB30BAHUU
KPUTEPHH, TTO3BOJIAIOIINE C BBICOKOW TOYHOCTBIO IMArHOCTUPOBaTh cuHapoM JBC u
CEMCUCUHAYLHPOBAHHYIO KOAryJIONaTUI0 W HMETh BBICOKYIHO) IMPOTHOCTHYECKYIO
eHHOCTh. 1[0 cpaBHEHUIO C paHee UCIO0JIb3yEMbIMU MIKAJIaMH B JaHHyo mkanty CUK
HE BKJIIOUCHBI:

- ypoBeHb Jerpaganuu (uOprHA, TMOBBIIIEHUE KOTOPOTO COOTBETCTBYET
npexne Bcero pudpunomutuyeckoMy genorumy J(BC, koTopblil HE XapaKTepeH s
OOJIBHBIX C CETICHCOM,

- mkana SIRS, BMecTo koTOopoil BBeaeHa mikana SOFA kak ucrnosnb3dyemasi B
HacTosiee BpeMss B otaeneHusx OWNTP corimacHo COBpeMEHHON KOHIETIUH
JTMAarHOCTUKH CETICUCa.

Ha cerogusmuuii nens nanHas mkaina CHUK mo3Bosisier Ha paHHHMX 3Tamax
JIMAarHOCTUPOBATh PACCTPOMCTBA CUCTEMBI I€MOCTa3a, MPEAIIECTBYIOIINE PA3BUTHIO
asgHoro JIBC mnpu cencuce. B npanpHelemM B mepcnekTUBe MeXayHapOIHOE
o0IIecTBO Mo TpomMOO3aM M TEeMOCTa3y IUIaHUPYeT pa3padoTaTh YHPOIIEHHYIO
ABYXAITAllHYI0 CHCTEMYy TmojacyeTa OamioB s panHHedl aumarHoctuku JIBC,
BKJTIOYaONIyt0 ckpuHUHT 110 mikane CHUK (mepBsiii 3tam) u BeisiBiieHue sssHoro JIBC
y NallUEeHTOB, COOTBETCTBYIOIUX Kputepusm CHUK (BTopoii sTan).
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Y OepeMeHHBIX JKCHIUMH, POMXKEHHUL M POJWJIBHHUL A ObICTPOil
auarHoctuku JIBC-cunapoma Ha ¢oHe maccuBHON KpoBomorepu. Poccuiickue
METOJMYECKUE PEKOMEHIAINH «JIMarHOCTUKA W WMHTEHCUBHAsS Tepamus CHUHIPOMA
JUCCEMUHUPOBAHHOTO BHYTPHCOCYAHMCTOIO CBEPTHIBAHMS KPOBU IPU MAaCCHBHOU
KpoBomoTepe B  akymepctBe» (2022 T1.) PpEeKOMEHIYIOT  HCIOJIb30BaTh
CTaHIapTU30BaHHbIE JJAOOPATOPHBIE TECTHI:

¢ - KOJINYECTBO TPOMOOIIMTOB;
¢ - KOHIICHTpaIus puObpuHOreHa;
¢ - IpPOTPOMOMHOBOE BpEMsl C PACUETOM MEXIYHAPOJHOTO HOPMAJIU30BAHHOTO
orHouenus (MHO);
¢ - aKTHUBHPOBAHHOE YacTUYHOE TpoMOormacTuHoBoe BpeMs (AUTB);
- KOHIIEHTpalus reMorjioOnHa.

OCHOBHBIE TECTBl JKCIPECC-OLEHKH CHCTEMbl T'e€MOCTa3a IpU OKa3aHHH

HEOTJIOKHOM NMPU KPUTUYECKUX COCTOSHUAX B aKyIIEPCTBE MPEACTABIEHBI B Ta0I. 9.

Ta6JIHIIa 9 - TecThl IKCIIPCCC-OLUCHKN CUCTCMBI I'CMOCTAa3ada B aKYHICPCTBC

IMapameTtpsl Pedepencubie 3Hayenuss | Kpuruueckue u3dMeHeHMsI
K-60 mpomboyumos 150-350 ThIC./MKI Menee 50 ThIC./MKI
Konyenmpayus 2-4 t/n Menee 2 r/n
@ubpunozena
MHO -1,0 bonee 1,5
AYTB 28-32 ¢ B 1,5-2 pa3a Bbllie HOpMbI
LI'emocnobun, /n 110 u Gonee AHemust:

100-109 — nerkas
70-99 — cpennss
Menee 70 - Tsxenas

JlaHHbIE TECThl TO3BOJISIIOT YCTAaHOBUTH KaK ypOBEHb CyOCTpaToB ISt
(dbopMHpOBaHUS CTyCTKa KpOBH (TpoMOOLMTHI, (UOpPUHOreH), Tak U (PaKTOPOB
BHemHero (TpomouHoBoe Bpemsi, MHO) u BuyTpennero (AUTB) myTu cBepThIBaHUS
KpOBH, a TaKX€ CTEIEHb aHEMHH, YTO B COBOKYIHOCTH SIBJISIETCS ITOKA3aHUEM IS
LICJICHAITPABJICHHOW TEPAIUHU.

[TockonpKy OmucaHHBIC BBIIIE M HAaWOOJEE YacTO MCIOJIb3yeMbIE B JIPYIHX
0o0NacTAX MEIUILMHBI IIKAJIbl HE YYUTHIBAIOT OCOOEHHOCTH TIeMOocTa3a Mpu
oepemenHoctu (yBenuuenue [IJIDD, Pubpunoren), To AJAsl AHATHOCTHKH
runoxkoaryjsiuun U cungapoma /IBC y OepeMeHHBIX, pPO:KeHUI] W POAUIbHMIL
PEKOMEHyeTCsl HCIONb30BaTh MOAMPUIMPOBaHHYIO MKany cuHiapoma JIBC s
akymepctBa - The International Society on Thrombosis and Hemostasis (ISTH) u
mikany, npemiokennyto O.Erez et al. (2014) (ta6a. 10).
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Tabmuma 10 - MoauduiupoBanHas Iikaida JuarHocTUku cuHapoma JIBC s

akymepctBa (ISTH) u mkana, npemnoxxennas Erez et al. (2014)

IMapameTtpsbI HIkana (ISTH) IIkana O.Erez et al.
IMoxka3zarenu banasl | [lokasareau | banisl
K-60 mpomboyumos >100x10° 0 >185x10° 0
50-100x10° 1 100-185x10° |1
<50x10° 2 50-100x10° |2
<50x10° 1
Pacmeopumvie monomepwr | Het yBenuuenus | -
Gubpuna/npodyKmei YMepennoe
oezpadayuu pubpura YBEITMYCHHE 2
3HaYUTEIHLHOE
YBEJIUYEHUE 3
Ilpompomobunosoe  eépems | Menee uem Ha 3¢ | O <0,5 0
(veenuuerue) Or3mob6¢ 1 0,5-1,0 5
boneeuemna6c¢ |2 1,90-1,5 12
>15 25
Dubpunoeen >1,0 r/n 0 3,0 25
<1,0 r/n 1 3,0-4,0 6
4,0-4.5 1
>4.5 0
Cymma 0as110B boJiee 5 — sisub1id JIBC boJee 26 - IBC
CkpuUHMHIOBBIC JIa0OpaTOPHBIE TeCTbl MCCICHOBAaHHUS TIEMOCTa3a B
nuarHoctuke cuuapoma JIBC, wuX 4yBCTBUTENBHOCTh U  CHEIUPUYHOCTD
npeacTaBiieHbl B Tabm. 11.
Ta6muna 11 — CkpuHUHTOBBIE TECTHI B AUarHoctuke cunapoma JIBC
Tecr I'mnep- ®uopu- | 'mnokoa- | YyBCTBUTEIBHOCTD/
KOaryJisi- | HOJIUTH- ryJjs- crnenupuIHOCTD
LMOHHBIN | YeCKMH | HMOHHBIN
Yucno mpomboyumos N ! ! ++/+-
AYTB /N 1/N ™ +—/+—
IITB JIN 1/N ™ +/+
Dubpunozen T/N ! ! -/ ++
I]]®, D-oumep 1 ™ ! ++ /[ +
AT I, npomeun C N /N ! +/+

JlabopaTtopnass amarHocrtuka JIBC-cuHapoMa BKIIOYAET OIpPEAECICHUE

CJIEIYIOIINX MTOKA3aTeIIeH:
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¢ AKTHBHPOBAaHHOE YaCTHYHOe TpoMmOomiacTuHoBoe Bpems (AUTB, APTT)
Pa3zpaborannbiii uccnenoBarensiMu  yHuBepcuteta CeepHoit Kapomunsl
(CIA) eme B 1953 rony ocraercs Hamboyiee pacrmpoCTpaHEHHBIM JTA00OPATOPHBIM
CIIOCOOOM OLIEHKH MOTEHIIMAJIa KOaryJIsilUOHHOTO TemMocTasza. OTpa)kaeT BHYTPEHHUM
MEXaHU3M CBepThIBaHUSI KpoBU. HopmanbHble okaszarenu B npenenax 25-35 c. [pu
JABC-cunapomMe. yKOpoYeHHe — THUIEpKoarysiiuoHHas ¢asza, yJIJIUHEHUEe -
notpedyieHue GakTopoB CBEPTHIBaHUA B (pa3y rumokoaryisuuu. B mensx Gosnblieit
CTaHJapTH3AIMKN PE3YyJIbTaTOB HanOOJIee ONTHUMAJIbHBIM CUYUTACTCS MCIIOJIb30BAHUE
uHaekca Ratio - orHomenne dakrndeckoro AUTB (manuenTa) k HopMe (370pOBOTO
YenoBeKa), KoTopoe HaxoauTes B mpenenax ot 0,85 go 1,25. AUTB sBusiercs 6omee
TOYHOM U OOBEKTUBHOM aJbTEPHATHUBOM BpEeMEHHM CBepThiBaHUA. (OCHOBHOI
HEJIOCTaTOK  JAHHOTO  TIOKa3aTedasi — €ro  YyJIJWHEHHE  BBEACHHBIMH U
HUPKYJIUPYIONIUMUA B KPOBU AHTHKOAryJsIHTAMHU — TEMapuHOM U MPOAYKTaMHU
nerpaganuu ¢pudpuHa. IPheKTUBHOCTD (IPUTOIHOCTD) ISl TMATHOCTUKH CHHJIpOMA
JIBC cocraBisiet okono 50%.
¢ IIporpomonnosoe Bpems (PT) niu Bpems Keuka (Quicka)
[Mpennoxennsiii B 1935 r. A. J. Quick ¢ coaBT. ocTtaercs MHpPOCTHIM M
paclpOCTPaHEHHBIM METOAOM HCCIENOBaHUS Koaryaanuu. OTpakaeT BHEIIHUUN
MEXaHU3M Koaryjsinud. B HopMe maHHBIA Tokazarenb cocraBisier 14-16c¢. Ilpu
octpbix ¢opmax cunapoma JIBC — ymiaunenue PT roBoputr 00 wucToleHUH
KoJinyecTBa (haKTOpPOB  CBEPTHIBAHUS, YYACTBYIOIIMX BO  BHEIIHEM IyTH
cBepThiBaHUS. OOBIYHO MCHOJB3YIOTCS CIEIYIOUIME MOKA3aTeNn: MPOTPOMOMHOBBIN
WHJICKC, IPU3HAHHBINA B HacTosiee BpeMs: ManonHpopmaTuBHbIM (HOpMa 80-120%)
U MeNCOYHAPOOHOE HOpMAu30eannoe coomuowenue (MHO), npu3Hanubii B 1983 .
MexayHapoaHbIM KOMHUTETOM IO TPOMOO3y M TeMOCTa3zy CTaHAapTHU30BaHHBIM
TECTOM, Mpexke Bcero st KoHTpouis [1B y nauuenToB, nonyvatomux Hemnpsimbie AK.
B cBsi3M C 3TUM HCHOJIB30BAaHHWE JIAHHOTO IOKAa3aTessl IJIsl OLEHKH aKTUBHOCTH
CBEpPTHIBAIOLIEH CHCTEMBI KPOBU HE SBIKIETCA KOppekTHbIM. B Hopme MHO
kosnebnercs B mpeaenax 0,8-1,3. OCHOBHON HEIOCTAaTOK JAHHOTO TOKA3aTels — €ro
VIJIMHEHUE BBEJICHHBIMM M UUPKYJIUPYIOUIMMH B KPOBU AHTUKOATYJSHTAMU —
rernapuHOM W TPOJyKTaMH Jerpananuu ¢uodpuHa. [IpurogHocTs sl AMArHOCTUKA
JABC-cunnpoma coctasisier 0koJio 60%.
¢ TpomOuHOBOE Bpemsi
CKpUHUHIOBBI TECT, OMNPENCIAIONIMNA BpeMs KOAryJslUu IJIa3Mbl IO
BIIMSIHUEM TPOMOMHA U XapaKTepU3yIOIUid 3P (HEKTUBHOCTh 3aKIIOYUTEIBHOTO dTana
CBEpThIBaHUS KpoBU (0OpazoBanus ¢pubprHa u3 pudpuHorena). B Hopme cocrapiser
12-16 c. Ilpu cunapome JIBC: ykopoueHue — runeppuOprHOTCHEMUS, Ha9aIbHAS,
rUnepkoaryisiiiuonHas  ¢asza, yajguHeHue - runopubOpuHoreHemus, ¢asa

TUTIOKOATYJISIIINM, W30BITOK B IUIa3Me NPOAYKTOB jAerpaganuu  ¢GuOpuHA W
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¢ubpuHorena. OCHOBHOM HENOCTaTOK JAHHOTO TIOKa3zaTelii — €ro yAJIMHEHHE
BBEJCHHBIMA M LHMPKYJIUPYIOIIUMU B KPOBH AHTHUKOAryJISIHTAMU — TE€MapyuHOM U
npoaykTaMu aerpaganuu ¢pudpuna. [IpurogHocts mis nuarHoctuku cuaapoma JIBC
coctaBisieT 0koio 70%.

¢ YpoBeHb puOpuHOreHa

dubpuHOreH — OeJoK, MPEAIIeCTBEHHUK (PUOpHUHA, COCTABIIAIONIEIO OCHOBY
CrycTKa npu cBepThiBaHuu kpoBu. Hopma coctasnser 200-400mr/100 miu. CHukeHue
— nuchubpuHoreHemusi, octpblii cuHapoM JIBC, noBbllleHHe — MOJOCTPLIA M
xpouunueckuii cunapom [ABC, nndexmonHble, BOCHATUTENbHBIE U ayTOUMMYHHBIE
npouecchl. Kak npasuiio, ero yposess npu cunapome JIBC 10BoiabHO penko nagaer
HUKE HOPMBI, TTOCKOJIBKY SIBISIAICH OEIKOM OCTpOoil (ha3bl, yCHIIEHHO CUHTE3UPYETCS
MEYEHBI0 TpHU 3a00JICBAaHUSX M COCTOSHUAX, NpUBOIAIIMX K pasputuio JIBC-
cungpoma. [Ipuroguocts qus auarnoctuku JIBC-cunapoma cocrasisier menee 50%.

¢ KouunyecTBo TpoMOOLHTOB (0€3 yuera X GyHKIMH)

KomuuectBo TpombormToB B HOopMe — 180-320x10°. TpomGouuronenus
BcTpedaercsa B 98% ciyuaes [IBC, chmkenue 10 ypoHs menee 50x10%m — B 50%.
JABC: TpoMOOIMTHI OTCYTCTBYIOT WUJIM €IUHUYHBbIE — MOJHHEeHOcHas ¢gopma JIBC-
CUHJIpPOMA, CHIDKCHHE — pa3linyHas TPOMOOIMTOICHUS TPH Pa3IMYHOM CTENEHU
TSOKECTU JIAHHOTO CHUHJIPOMA, BBICOKHE HU(PBI — XpoHUYEeCcKui oryxosesbiii JIBC-
cungpom. MHorna npu psiae cocTosiHui (0epeMEeHHOCTh) UMEETCS UCXOIHO BBICOKHE
MoKa3aTelld, MOATOMY B JAaHHOM CHUTYyallMd I€JecO00pa3HO aHalM3UpOBaTh HE
abcouroTHbIE 1UpHI, a cTeneHb ux cHwkeHus (Ha 40% u 6onee).

¢ TpomOouutapHbie (paKTOPHI

Uccnenosanue daktopa 4 u B-tpomO0rinodynnHa 0osiee 4yBCTBUTEIBHO, YEM
ypoBeHb TpomOoruToB. [Ipu paszsutun cungpoma JIBC ypoBeHb 3THX (PaKTOPOB
NOBBIIIAETCSH, B TO BpEMA KaK KOJM4YeCTBO TPOMOOLMTOB CHUKAETCH.

¢ Arperanusi TpoM0OOIIMTOB

XapaktepuzyeT TpOMOOIMTapHBI KOMIIOHEHT TemocTa3a. HopmaabHbie
MoKa3aTey: MHAyIupoBaHHas arperaius TpomoouutoB AP (10 mxmoins) — 77,7%,
arperaiusi TpomOoruToB ¢ aapeHamHoM (300 Mkmonb) — 92,5%, arperanms
TpoMboI1uTOB ¢ KosutareHoM (10 mxr/mi) — 93,1%. Ilpu JABC-cunapome arperarus
TPOMOOILIMTOB CHUKAETCSI.

¢ Anturpomous 11 (ATIII)

OHJIOTEHHBIA ~ AHTUKOATYyJSHT,  WHTHOWTOpP  TUTa3MEHHBIX  (haKTOPOB
CBEpTHIBaHUSI KPOBH, IJIA3MEHHBIA KOo(akTop remapuHa. HopmanbHble 3HAYCHUS —
80-120%, 3nauyenune Huxke 80% - dakTop TPOMOOTEHHOCTH, OTPAXKAIOIINN CTEIIEHb
WCTOINCHUS] aHTUKOATYJISSHTHOW CHCTEMBI, YTO CBSI3aHO C MOTPEOJCHUEM €ro Ha
WHAKTUBAIMI0O TPOMOMHA M aKTUBUPOBAHHBIX (DaKTOPOB CBEPTHIBAHMS, W TOYTH B
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90% cnyuaeB noareepxkaaer nuario3 ABC-cunapoma. Ilpu JABC, HezaBucumo ot
NpUYMHBL, BbI3BaBlIe ero, pasBuBaerca aepuuutr AT Il 3a cuer akTHBHOTO
MOTPEOJICHUS] U PACIICTUICHUS 3JIaCTa30M aKTUBUPOBAHHBIX HeWTpoduinoB. OQHON U3
MPUYHH €T0 YMEHBIICHUS MOXET ObITh Mu(dPy3HOE BHYTPHCOCYANCTOE OTIOKCHHE
¢ubprHa U TOTEpU €ro BCIEACTBUE YTEUYKH M3 KPOBEHOCHOTO pycia. Psm aBropos
CUMTAIOT BO3MOXHBIM 110 cteneHu gedurmura AT Il onpenensate mnporHos
3a0oneBanus. Hanpumep, npu cericuce cCHUXEHUE ero koHmeHTpauuu Ha 20-40% ot
MCXOJIHOTO CBUETEIBCTBYET O TSHKECTH IMPOIECcCa U BO3MOKHOM HEOIaronpusiTHOM
HCXO0/I€, MOBBIIICHNE - XOPOIINK MPOTHOCTUYECKUN IPU3HAK
¢ PacrBopumbie puOpunH-MmoHOMepHBbIe KOMILIEKCHI (POMK)

POMK — npoaykTel, oOpasyromuecs HpH BHYTPUCOCYIUCTON aKTUBAIIUU
cBepThiBaHUsl kpoBu U (pubpunonuze. Hopma — 3,0-4,0 mr/100 mu1. IloBblmeHue
HaOmogaercss npu cunapome JIBC wu yka3piBaeT Ha TMOBBIINICHHBIA OOMEH
¢bubpuHOreHa (aKTUBaIKsI BHYTPUCOCYIUCTOTO CBEPTHIBAHUSI KPOBH).

¢ Ilpoaykrsl Aerpagaunu ¢pudpunHoreHa u puodpuna (IIJ1P)

[laTonornyeckue AaHTUKOATYJISHTHI, OOpa3yloluecs B OpraHu3Me IpH
aKTUBAIllMM  cucTeMbl  (uOpuHONMM3a.  AKTHUBHBIA  IUIA3MUH  BBI3BIBAET
MOCJIEIOBATEIbHOE aCCUMETPUYHOE pacuieruienne ¢udpuHoreHa/pudpuna. s
JABC-cunapoma xapakTepHo nmoBbimenune (Hopma — 110 10 mr/i). HyBCTBUTETBHOCTD
Merona -75-100%.

¢ YposeHns /I-numepon

[Ipoaykr nerpamanuu (GuOprHa, TO3BOJSET ONPENCIATh BBIPAKEHHOCTh B
COBOKYIMHOCTU KaK BHYTPUCOCYIUCTOTO CBEPTHIBAHMS KPOBH, Tak U (pudpuHoinza. B
HOpMe ypoBeHb JI-mumepoB cocrtaBisieT MeHee 250 MKr/i. SBisercs BakHEHITUM
mapkepom JIBC-cunapoma, ero uyBctBUTENbHOCTE — 92-100%. Ero yBeauueHue
npu cu”apome JIBC roBopuUT O BBICOKOW TPOMOMHEMHH W MOBBIIIEHHOM
notpednenun  ¢ubpuHoreHa.  Ompenenenne  D-mumepa —  10CTaTOYHO
YyBCTBUTEJIbHBIN, HO HecnenuduuecKuil MeToj IUArHOCTUKU. Ero KoHIEeHTpamus
MOXET TMOBBIIIATHCS MPU TPOMOO3ax, SKIAMIICHHU, ACIUTE, OOIIMPHBIX T'eMaToOMax,
BOCITAJIUTEINIBHBIX MPOLIECCAX MATKUX TKaHEH, MOCIE XUPYPTHUECKUX BMEIIATEIbCTB.

¢ @OudOpunonenTuab A u B

IoBbimenne ypoBHa QuOpunonentuaioB A u B u B-f nentuaos
ceugerenscTByeT o cuhapome JIBC, Hamnume Tonbko B-f  menmTruaos
CBUJIETEIBCTBYET O NePBUYHOM (pUOPHUHOJIN3E.

¢ TpomOuH-anTUTPpOMOMHOBBII KOMILTeKe (TAT).

Kommnekc tpomOuna wu antutpomOuna |ll, u30bITOYHOE KOJIHYECTBO
KOTOPOTO 00pa3yeTcsi B pe3yJbTaTe aKTUBAIUU CBEPTHIBAHUS KPOBH, XapaKTEPHOTO
s cuaapoma JIBC.
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¢ YpoBeHb INIA3MHHOIEHA
[TnazmuHOTEH — HeakTHBHAs (popma muasMuHa. CHHKEHHE ero aKTHUBHOCTH

CBUCTENHCTBYET O pa3BUTUU BTOpuyHOTrO (hrbpunonusa npu JABC.

¢ YpoBeHb 02- AHTHIIA3MUH-UHTHOUTOPa (PUOPUHOIN3A
B nmpucyTcTBUM 0p-aHTUILIa3MHUHA MPOMCXOAMUT ObICTpOe (QOpMUpPOBaHUE
HEOOpaTUMOTrO, JIMIIEHHOTO AKTUBHOCTH KOMIUIEKCA 2IJIa3MHH-0-aHTUILIIA3MHH.
IoBblenne HaOMOAAETCS IPU pa3BUTHH OcTporo cuuapoma [IBC.
Bapuantel nabopaTopHbix HapymeHuil npu cunapome /IBC mpencraBieHsl B
tabnumax 12-16 (Mamaes A.H., 2014).

Tabmuma 12 - CkpuHHHTOBEIC TaOOpaTOpHBIE TToKazarenu npu cuaapome JIBC

CKpHHUHTIOBBIE TECThI

N3MmeHnenus

AIITB Yacrto yanuHeHue
Ilpompomburosuwiii VY nnuHenue
mecm

Tpombunoswiti mecm

Yanuaenne npu  TIyOOKOW runouOpUHOTEHEMUH,
HaJIMYKUU renapuHa U HakoruieHuu 111D

DubpuHoeeH

YacTo cHMKEHA KOHLICHTPALUs

Tpomboyumsoi

CHIKEHHE C OSBJIICHHEM MOJIOABIX TpOM6OHI/ITOB

Ma3sok kposu

Yacro BCTPCUAIOTCA IIU30LNUTHI

Tabmuua 13 - H3meHeHust 1a0opaTOpHBIX TMOKa3aTele, XapaKTepU3YyHOIINX
AKTUBALMIO KOATYJSIMUOHHBIX peakuui rmpu cuaapome JIBC
TecTnl N3meHeHus

Dpacmenmol npompomobuna 1+2 IToBeiIeHNE

Dubpuronenmuo A IToBhilIeHKE

Dubpunonenmuo B IToBhilIeHKE

Komnnexc mpomoun-anmumpomobun [ToBbllIeHUE

DubpuH-moHoMepbl [ToBbllIeHUE
Tabmuua 14 - H3meHeHust 51a00OpaTOpHBIX TMOKa3aTened, XapakTepU3YHOUIUX
aktuBaiuio pudpunonusa npu cuaapome IBC

TecTnl N3menenus

D-oumepur IToBbIIcHHE

Ilpooykmel decpadayuu pubpunocena u puobpuna | IloBbiieHUE

TInazmunozen CHuxenue

Komnnexc nrasmun-anmuniasmun [ToBblilIeHME
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Tabmuma 15 -

WN3meHeHnus: 11abopaToOpHBIX IOKa3aTesei,

XapaKTepU3YyIOIINX

noTpedieHue HHrHOUTOPOB Koaryisiuu u pubpunonusa npu curapome [IBC

TecTnl HN3meHeHnus
Anmumpomoun 11 CHmxenue
Anmunnazmun CHmxenue
Ilpomeun C Camxenue
Inazmunozen CuamxeHnue
Tabmuma 16 - V3meHeHus 5a0OpaTOpHBIX IIOKa3aTeliel, XapaKTepU3YHOUIUX
TuchYHKIIMIO OPraHoB U cucteM 1pu cuuapome JIBC
TecTsl HN3menenusn
Jlakmamoezuopoeenaza YacTo noBsIlIeHa
Obowuii 6unupyoun Hepenko nosbliieH
Kpeamunun YacTo nosblleH
pH kposu CHumxeHo
PaO; CHuxeHo
OpHUEHTUPOBOYHBIE  JTAOOPATOPHBIE  T'€MOCTA3UMOJIOTUYECKHE  KPUTEPHUH

cunapoma JIBC npencraBieHsl B cBOIHOM Tabnuue 17.

Tabnuua 17 - JlaboparopHsie remocTazuosiornaeckue kpurepuu cudjpoma JBC

JlaGopaTopHble Hopma JABC-cunapom (ocTpblii)
MoKa3aTeJu Cranus Cragust
THNEPKOATYJISIIMA | THIIOKOATYJISAIIHH
IITH (%) 80-100 N, >100 <80
AYTB (c) 38-55 N, <100 >55
DubpuroeeH (2/1) 2-3 >8 <2
Omanonoswviii mecm (+) 0 3-4 0,>0
Aumumpomoun 111 (%) 90-110 20-39 <30, >120
Koaghgpuyuenm 0,7-1,4 45-11 <7
mpomboonacnocmu (KTO)
Tpomboyumur (10%7) 180-320 30-99 <30
Dubpunorumuyeckas 180-260 <180, N, >360 <180, N, >360
AKMUu8HOCMb (MUH)
ITnasmunozen, me/mun.n 225-235 75-149 <100
Koaghgpuyuenm 0,5-1,6 42-11 >7
NIA3MUHO00PA308aHUS
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HNuTerpanbublie (1;100ajJbHbIE) METOAbI HCCJIET0BAHUSA

K wHTETpansHBIM (T100aTBHBIM) TECTaM OTHOCSTCS TpomOoamactorpadus/
TpoMOOdTaACTOMETPHS, TECT TCHEPAIIUHA TPOMOHMHA, TPOMOOIMHAMUKA. J[aHHBIE TECTHI
MO3BOJISIIOT ~ XapaKTEpU30BaTh CHUCTEMY TeMOCTa3a B 1I€JIOM W  OILICHUTH
B3aUMOJEHCTBUE  COCYAMCTO-KOAryJsIIMOHHOTO,  IUIa3MEHHO-KOAryJSLIMOHHOTO
3BEHBEB, (PUOPUHOJIN3A U MPOTUBOCBEPTHIBAIOIICH CUCTEMBI.

Tect renepanmu TpomOuuHa (TI'T) — uHTErpaabHBIA METOJ MCCIIEIOBaHUS
remMocraza — JMHAMHKA OOpa3oBaHUs M WHAKTUBAIIMM KIIOYEBOTO (epMeHTa
reMocraza — TpoMOuHa.. [I0CKOJIBKY, KaKk W3BECTHO, TPOMOUH SBISICTCS KITFOYEBBIM
dbepMEeHTOM B CHCTEME TE€MOCTa3a M Y4acTBYET B MpeBpaiieHuu (HuOpuUHOTeHa B
¢ubpun, akrusupyer V,VIII, IX u Xlll dakropsl, ctumynupyer arperamuio
TpoMOOIIMTOB, akTuUBUpyeT mnpoTrenH C ©W BBIOPOC TKAaHEBOIO AaKTHUBATOpa
IJIA3MUHOT€HA, TO IMHAMUKA €r0 U3MEHEHHS BaXKHA JIJIsI XapaKTEPUCTUKU IeMOCTas3a
OCOOEHHO y TAIMEHTOB B TpPYyMIE pUCKAa MO PA3BUTHIO TPOMOOTHYECKUX
ocioXkHeHHil. TecT OCHOBaH Ha PErucTpalid HWHTEHCHUBHOCTH  CBEUYEHUSA
(dmrooporeHHoro cybctpara, pa3pyliaeMoro TPOMOMHOM TIOC]E€  J0OaBICHUS
Tpurrepa (TkaneBoro ¢akrtopa). [loBbillieHHEe reHepaluu TPOMOUHA OTMEUEHO MpHU
TpombOo3ax Ha (oHe Hemocratka mnporemHa C W S, PE3UCTEHTHOCTH K
akTuBUpoBaHHOMY npoTeuHy C, anTudochoIMmUAHOrO  CHHApPOMA), MpHU
remopminu, npu aedunute (PaxKTopoB CBEPTHIBAHHSA, Yy MAIMEHTOB C BBICOKUM
puckom pas3Butus kpoBoreueHu. TI'T He UCmONb3yeTcs I OLEHKH I'eéMOCTas3a B
ODKCTPEHHBIX W HEOTJOXHBIX CHUTyallusX, TaK Kak TpeOyeT TIIaTeabHOM
MpOOOIOJATOTOBKH, BBICOKOM CTOMMOCTHM PEaKTUBOB M OOOpYJAOBaHUS, 3aHUMAET
JIOCTATOYHO BPEMEHHU JJIsl €70 IPOBECHUS.

TpomOoauHaMuKa — METOJ KAUYECTBEHHOM M KOJIMYECTBEHHOM OILICHKHU
KOAryJisiuy MyTeM PEeTUCTPallMK U aHaju3a JUHAMUKUA pocTa GUOPUHOBOTO CIyCTKa
OT TOpPIIAa BCTABKU-aKTUBATOpa MPUOOPOM B PEKUME MOCIIEI0BATETHLHON (HOTOCHEMKHU
npy MOMOIIM (POTOKaMepbl METOJOM TEMHOro mojisi B TedeHue 30 MuUHYT (Bpems
npoBeneHus uccienopanus). [lomyueHHbie POTOM300pAKEHUS] OTPAKAIOT Pa3MeEpHI,
dbopMy U MIOTHOCTH (PMOPUHOBOrO CrycTka Bo BpeMeHu. Kpome pocra cryctka ot
BCTaBKU-aKTUBATOpa  MOXET  PErUCTPUPOBAThCA  JWHAMUKA  CIIOHTAHHOTO
CBEpThIBaHUSI B O0OBEME IMJIa3Mbl KPOBHM, HE KOHTAKTUPYIOIIEH C aKTHUBUPYIOILEH
MMOBEPXHOCTHIO BCTaBKU. [loxoxkass cuTyanusi MOXET HaOJI0aThCsl y MAIUEHTOB C
BBIPQKEHHBIMU SIBJIEHUSMHU THUIEPKOAryJaiuu (HayaiabHas TUIEPKOATYISIUOHHAS
¢daza JIBC-cunapoma).

Ha ocHOBe mOnMydeHHBIX HW300paXEHW MporpaMMa CTPOHUT KPHUBYIO
3aBUCHUMOCTH pa3Mmepa CTyCTKa OT BPEMEHHM U PAaCCUMTHIBAET YHCIICHHBIC MMapaMeTphbl
pocta (GUOPHUHOBOIO CryCTKa M CIIOHTAaHHOTO TpPOMOOOOpa3oBaHus (MapameTpbl

TPOMOOJMHAMUKH) — CKOPOCTh POCTa CTYCTKa, BpEMsI 3aJIEPKKU pOCTa CrycTKa U JIp.
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[loka3aHa BbICOKasi YyBCTBUTEJIbHOCTh JAHHOTO TECTa K THUIEPKOATrYJISIUOHHBIM
HapyIICHUSIM, AHTUKOAryJISIHTHOM W 3aMECTUTENIbHOW Tepanuu y MalUeHTOB C
KoarynomnatusiMu. K HegocTaTkaM METOJa MOKHO OTHECTH BBICOKYIO CTOMMOCTH
anmapaTypbl © HEOOXOIUMOCTh OTIPEIECICHIS COOCTBEHHOTO AMana3oHa HOpMabHBIX
3HAYEHUN OIEHUBAEMBbIX ITAPAMETPOB.

Tpoméodnacrorpadgust (TII', TEG) m tpombGoznactomerpusi (POTIM,
ROTEM) — naubosee U3BECTHBIH METO UCCIICIOBAHMS FeMOCTa3a, IPEII0KCHHBIN
B 1948 rony nemerkum npodeccopom X. XapTepToM U BHEAPEHHBIN B KIMHUYECKYIO
npaktuky CIHIA ugepe3 25 neT aJist OLIEHKU CUCTEMBI FeMOCTa3a PpU TpaHCILIaHTaAlUK
neyeHu. JIJIg BBINOJHEHUS TeCTa HEOOXOAUMO HeOOJbIIoe KoiaudecTBO (360 MK)
mpoObl (TeJIbHAsE KPOBB, ITUTPATHAsl IIEJIbHAS KPOBB), KOTOpas IOMEIIAETCS B
IJIACTUKOBYIO U3MEPUTENIBHYIO KyBE3Y, B KOTOPYIO JaJIe€ BCTABISAETCS MIACTUKOBBII
mTUT U TPOBOJATCS KojiebarenbHble ABMkeHus . [lociie Hayana cBepThIBaHUS KPOBU
U TOsABJICHUS HUTeW ¢GUOpUHA JBIDKEHHWE KIOBETHI IMepefaeTcss Ha IMTUDT U
PETUCTPUPYETCST ONTHUYECKON H3MepuTenbHOM cucteMoi. Ilpouecc wu3MeHeHHs
IJIOTHOCTH CTyCTKa OTpakaeTcs rpadudeckd. MeToj MO3BOJSET OIEHUTH BpeMs
CBEpThIBaHMUS oOOpasla KpOBHU, CKOPOCTh OOpa30BaHMs CTyCTKa, MaKCHUMAaJbHYIO
IJIOTHOCTh CTYCTKA, GUOPHUHOIUTHICCKYIO aKTUBHOCTD, HAJIMYME B KPOBH TelapuHa,
MPSIMBIX OpPaJIbHBIX AaHTUKOATYJISTHTOB, (PYHKIIMOHAIBHYIO aKTUBHOCTh TPOMOOIUTOB,
KauecTBO ¢uOpuHOreHa. MeToa MONy4YHJI MUPOBOE TPHU3HAHUE MJII MOHUTOPHHTA
remMocTasa, B TOM uucie u y naruestos OUTP.

Cxema TpoMOO3/IacTOrpaMMbl B HOPME M €€ OCHOBHBIE IOKa3aTelH
NpeJIcTaBIeHbI HA puc. 11.

Koazynsayusi —+ QubpuHonus
/

ov LY
¢ g
¢/ B /

O6pasoeanue DyHKYUA
caycmka mpombouumos

(R) L) (MA)

p— —— . . SRR e i e—

Pucynox 11. Tpom6o3dnacTrorpamma B HOpMe
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OCHOBHBIMH ~ MOKa3aTeIsIMU  TPOMOOAJACTOTPaMMbl,  PAaCCUUTHLIBAEMBIMU
KOMITBIOTEPOM aBTOMATUYECKH, SBJISIFOTCS:

Bpems peakmuu (koaryasimuu) R (TOI') u CT (POTOM) - Bpems ot
MOMEHTa MOMEIIEeHHsT 0o0pa3lia KpOBH B aHalu3aTop (Hayaua HCCIEIOBaHMS) 0
oOpa3zoBaHusi TepBbIX HUTEH (ubOpuHa. XapakTepusyeT IJIa3MEHHYIO 4YacTh
KOaryJasiiuoHHOro Kackana. HopmanbHoe 3HaveHume — 5-7 muH. R<4 MuH —
IUIa3MEHHas runepkoaryisinus, R B auanazone 11-14 Mun — aeduuuT nia3MeHHbIX
(dhaxTopoB, R> 14 MuH — BbIpa)XKeHHBIN AEPUIIUT IJIa3MEHHBIX (PaKTOPOB.

Bpemsi cBeprbiBanusi (gpopmupoBanus crycrka) (K) CTF- Bpems or
Havasma (POpPMHpPOBAHUS CrYCTKAa JO JOCTIKEHHUS (PUKCUPOBAHHOTO YPOBHS €rO
npoyHocty (ammummtyasl 20 mm). Otpaxkaer Bpems (POpMHpPOBaHHS U KHUHETHKY
YBEJIMYEHHUs] MPOYHOCTU CTyCTKa, 3aBUCALIEIO OT TpoMOuMHa U (QuOpUHOreHa.
HopmanbHoe 3Hauenue — 1-3 mMuH.

a-¥Yroa (A) — yroj, MOCTPOCHHBIH KacaTelbHO K TpoMOoO3jacTorpaMme M3
TOYKM Haudaja oOpa3oBaHUSl CryCTKa. XapaKTepU3yeT YpPOBEHb (UOPUHOIEHa B
miasMe U oTo0paxkaeT CKOpocThb pocta  (GUOPMHOBOM CceTM U €€
cTpyKTypoobpaszosanue. HopmanbHoe 3HaueHne — 5-7 muH. 3nauenne menee 45° —
MOKa3aTelsib HU3KOro YpOBHS (pUOpPUHOTEHA.

MakcumajibHasgs mIoTHocTh cryctka (MA) (MCF) - mokasaredb,
MHTEIPAJIBHO OTPaXKAIOUIUH MEXAHMYECKHE CBOMCTBA CIyCTKa, ONpEIEIsEMBbIE
KOJIMYECTBOM  TPOMOOIIMTOB, KAdeCTBOM HUX  (YHKIUOHAJIBHBIX  CBOIICTB,
KOJM4YecTBOM (UOpHMHOTEHA M KadecTBOM oOpaszoBanus ¢ubpuna. MA Ha 80%
0OyCJIOBJIEHa KOJIMYECTBOM M CBOMCTBaMU TPOMOOLIUTOB M HX CIOCOOHOCTBIO K
arperaiu, Ha 20% -xonudecTBOM oOpa3oBaBiierocs ¢ubpuna. HopmanbHoe
3HaueHue — 59-68mm. MA B nuanazone 46-54 MM CBHUIETENBCTBYET O AUCPYHKIIUU
TPOMOOIIUTOB, B quana3one 41-45 — o BepaxeHHON TUCHYHKITMH TpoMOoIuToB, <40
MM — 00 3KCTpeMalbHOW NUCPYHKIIMU TPOMOOIMTOB, >73 MM - TPOMOOIUTapHAs
TUTNIEPKOATYIISIIIHS.

Jlutnuecknii wmugexkc (Ly) (Li) — wu3MeHeHwe IUIOIIAAM IO KPHBOM
TpoMOO3JIacTOrpaMMbl B TE€UEHHE CIEAYIOMUX 3a JocTiwkeHrneM MA 30 MuH 1o
OTHOUIEHUIO K TUIOUIaJM MOJ KPUBOM TPOMOORIACTOrpaMMbl 0€3 MPU3HAKOB JIM3UCA
(mIpsiMOYTOIBHUK C BbicOTOM MA), BbIpakeHHOE B %. XapakTepu3yeT Ipoliecc
pacTBopeHus (JIM3uca) CrycTKa.

Meton Tpombonmactorpaguu  MOXKET TPUMEHSATHCS Uil  CKPUHUHTA
HapyILICHUI TeMOCTa3a, Tak KakK MO3BOJIIET JOCTATOYHO OBICTPO BBISIBUTH COCTOSIHHE
runep- u runokoarymsiiuu. TOIT B Hopme (a), mpu rumepkoaryisinuu (0) u
TUNOKOAryysiiuy  (B)  MpelacTaBlieHbl Ha puc. 12, Jlng  manveHToB ¢
runepkoaryisiiueii  xapakrepHo ykopoueHue R+K u yBenmnuenue MA, c

runokoaryssiiueit — ynnmuaenue R+K u ymensimenne MA.
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Havgano
12 e NOBdHI~S

Pucynok 12. Tpom6o3;1acTorpaMmMbl PU HAPYILIEHUSAX reMOCTa3a

B amarnoctuke cunapoma JIBC mNpUOPUTETHON SBISIETCS KIMHUYECKAs
JUArHOCTUKA, OCOOCHHO B CIyyasx HAIMYUA Yy TAalMeHTa TeMOpParuyecKoro
CUHJIpOMa WJIM OpTaHHbIX AUChYHKIUN. OJIHAKO ATa JUAarHOCTUKA BEChMa MO3AHSIS U
3a4acTyI0 OTpakaeT (PMHAJIbHBIC MPOSIBIICHUS JAHHOTO CUHJIpOMA. XOTS M CUUTAETCH,
yT0  HambOosiee  JOCTOBepHbIMU  kpuTepusimu  JBC-cunapoma  sSBIsIOTCS
MOATBEPKIEHHBIE Ouoricuelt pruOpUHOBBIE TPOMOBI B MUKPOCOCYAUCTOM PYCII€ HIIA
muddy3HOE KPOBOTEUEHHE B COOTBETCTBYIONICH KIMHUYECKONW OOCTAaHOBKE TMIPH
OTCYTCTBUU 3a00JI€BAaHUN KOATYJSIIMOHHOW CHCTEMBI WJIM COCYJIOB, TEM HE MEHEE,
OHH HE MOTYT OBITh PEKOMEHIOBAHBI JIJIsl IPAKTUYECKOTO UCIIOJIb30BaHUsA. B maHHOM
CUTyallMM JUIA paHHEW IWAarHOCTHKH, OICHKA IWHAMHUKH DPAa3BUTHS W yTOYHEHUS
MPOTHO3a OOJIBIIOE 3HAYEHHE MNPUOOPETAIOT JIa0OpaTOPHBIE TECThl, XOTS M OHH
HMMEIOT Pa3JIMYHYIO YYBCTBUTEILHOCTD U CIIEIIM(UUHOCTb.
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INPOPHNJIAKTUKA CUHAPOMA JABC

C yderoMm TOro mMHoOrooOpasus 3a00JIeBaHMI M MATOJOTUYECKUX COCTOSIHHM,
KOTOpble MOryT mnpuBecTH K cuHapomy JIBC W He3aBUCMMO OT OCHOBHOIO
3a00€BaHUsA-TPUITEPA B HACTOsEEe BpeMsl pa3paboTaHbl OOIIKME MPUHIUIIBI
npo(UIaKTUKA U MHTEHCUBHOHM Tepanuu [IBC-cuHIpoMa, OT CBOEBPEMEHHOCTU U
AKTHUBHOCTHU KOTOPBIX BO MHOI'OM 3aBHUCHUT TSXKECTh T€YEHHUS M MUCXOA. A MOCKOJBKY
JIBC-cunnpom siBisieTcss HaumOoJiee TSKEIbIM OCJOKHEHUEM psiia KIMHUYECKUX
CUTYyallMii, TO MEphl €ro NpO(UIAKTHKU CUUTAIOTCA Oojiee BaKHBIMH, YEM CaMU
nedyeOHble MepomnpuaTus. B 3Toil cuTyanuM Kak HUKOTJAa YMECTHA aHTJUHCKas
nocioBuia «Jlydmie yHuus npoduiIakTUKH, yeM QYyHT JedeHus». llamueHTsl ¢
KJIIMHUYECKUMH NposiBieHUsIMH cuHApoMa /IBC HyxnarTcsi B paHHEM IEPEBOJE B
OTJIEJICHUE HWHTEHCUBHOW TepanmuMd U peaHuMauud. MaKcuMajabHO paHHEe
YCTpaHEHHE NPHUYMH, BBI3BABIIMX pa3zBuTHe cuHapoma JIBC, mpaBuiibHOE nedyeHue
MAaTOJIOTMYECKUX COCTOSHMM W OCHOBHOIO 3a00JIEBaHMS, BO3MOXKHO MEHEe
TPaBMAaTUYHOE MPOBEACHUE XUPYPTHUECKUX BMEIIATEIbCTB, 00pb0a C HAYaBIIUMCH
IIOKOM U PAacCTPOMCTBAMHM MUKPOUMPKYJSILIUM, XUPYyprudeckas caHaluss |
JIpEHUpOBaHWE oOdYaroB HHGEKIUH, aHTHOAaKTepualbHasg Tepanus THOWHO-
CEeNTUYECKUX 3a00JieBaHMM, MH(Y3MOHHAs Tepanus MpPU THUIOBOJEMHUH, IIOKaX,
KOPPEKLMsI aHEMHUH, Ba30MPECCOPbl IPH IIOKE, XUPYPrUYECKUE METOABI JIEUYEHUS -
BAKHEMIIME YCIIOBUS NIpeaynpexaeHus cuaapoma JIBC.

C uenbsro npodunaktuku cuaapoma JIBC npu oTCyTCTBHM KPOBOTOYMBOCTH
TpaHcy3uu cBexke3zaMmopokeHHoU 1ma3mel (C3I1) He MpUMEHSIOTCS, TOCKOJIBKY OHU
HE BIMSIOT HAa YacTOTy BO3HUKHOBeHUs cuHAapoma JIBC u He yMEHbBIIAOT
MOTPeOHOCTh B UX JaibHEHIIeH TpaHchHy3un.

B npodummaktuke cungpoma JIBC B Hacrosmiee BpemMs B KIMHUKE
UCIIOJIb3YETCSl TPAHEKCaMOBasi KHCJI0Ta — aHTUQUOPUHOIMTHUYECKOE CPEICTBO,
crielu(pUYECKr MHTUOUpPYIOIee aKTUBAIMI0 MPOoPUOpUHOIN3MHA (TJIA3MUHOTEHA) U
ero mpespaieHue B ¢GuopuHonu3uH (Tuia3muH). O01agaeT MECTHBIM U CUCTEMHBIM
réMOCTATUYECKUM JIEUCTBHEM IPU KPOBOTECUEHUSX, CBSI3AHHBIX C IMOBBIIICHUEM
¢ubpuHOIM3a. BBIsABIEHO TaKkKe MPOTUBOBOCHAIUTEIBHOE U MTPOTUBOAIIIIEPTHUECKOE
JeCTBHE JIEKapCTBEHHOTO CPEACTBA 3a CUET MOJaBieHHs] 00pa30BaHUS KUHUHOB,
00yCaBIMBAIOUINX JaHHbBIE MATOJIOTMYECKUE COCTOSHUS.

Ilokazanus kK npumeneHuro: KpOBOTEUEHHS WM PUCK KPOBOTEUEHMs Ha (hOoHE
ycuieHuss (QuOpHHONM3a, KaK eceHepanu306anHo2o (KpOBOTEUEHHUS BO BpeMs
Ofepalyy U B MOCJIEONEPAMOHHOM MEPUOJIE, TTOCIEPOIOBbIE KPOBOTEUEHHUS, PYUHOE
OTIIEJIEHUE TIOClie[]a, OTCIOMKAa XOpPHUOHA, KpPOBOTEYEHHE TMpU OEpeMEHHOCTH,
3JI0KaYE€CTBEHHbIE HOBOOOPA30BaHUSI MOJKEIYJIOYHOW W TPENICTATEIbHBIX Kelles,
reMoQuiInsi, TEeMOpparuyeckue OCJIOXKHEHUS (PUOPUHOIUTHYECKOM  TEeparmuH,
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JeiKo3bl, 3a00JIeBaHUSl TEUEHU WU [1p.), TaK U MecmHo20 (MAaTOYHbBIE, HOCOBBIE,
JIETOYHBIE KEITYJOYHO-KHUIIIEYHbIE KPOBOTEUEHHUS, TeMaTypusi, KPOBOTEUEHHUS TOCTe
MPOCTATAKTOMHUHU, 3KCTPAKUUHU 3y0a y NAMEHTOB C I'e€MOpPParnyeckuM JUaTE30M),
olepalyyd Ha MOYEBOW IMy3bIpe, P CUCTEMHON BOCIAIIUTEIBHOM pEaKLMH (CEICHuc,
MIEPUTOHUT, TAHKPEOHEKPO3, TSHKEIBII recT03, MIOK Pa3IMIHON SITHOIOTHH U JIP.).

Ilpomusonokasanus: TOBBIIEHHAs] YYBCTBUTEIBHOCTh K JIEKAPCTBEHHOMY
CpEeICTBY, cyOapaxHouAanbHOE KpoBoTeueHHe. (C  OCTOPOKHOCTBIO  CIIEAYET
OPUMEHATh IPU TPOMOOTEMOPPArMYECKUX COCTOSHUSIX, OCOOEHHO B COYETAaHUU C
rermapuHOM U HEMPSIMBIMU aHTHKOATyJISHTaMH, TpoM003ax Ha ¢oHe TpomOodaeduTta
ri1yOOKHX BEH, TPOMOOAIMOOIMUYECKOTO CHHAPOMa, WH(AapKTa MUOKapaa, TeMaTypuu
U3 BEPXHHUX JIbIXaTEIbHBIX MMyTeH, MOUeYHONU HEAOCTATOYHOCTH.

Cnocob npumenenusi u 003vl: TPAHEKCAHOBAsI KUCJIOTa BBOJUTCSI BHYTPUBEHHO
KanejapHO WM CTpyiHHO. [Ipy BBICOKOM pHCKE KPOBOTEUEHMSI M NPU CUCTEMHOMU
BOCHAJINTEIBHON peakluu J103a JEKapCTBEHHOTo cpeacTBa cocrasiseT 10-11 mr/kr
3a 20-30 mMuH no BmemarenbcTBa. [Ipu renepanuzoBaHHOM (puOpHHONIM3E pazoBas
no3a cocTtaBisieT 15 Mr/kr kaxaele 6-8 4, CKOpOCTb BBeAEHHS | MII/MUH., TpH
MecTHOM (pubpunommze — 250-500 mr 2-3 pasa B CyTKH.

NHTEHCUBHAS TEPAIINA CUHAPOMA /IBC

Hepelennble Ha CErOAHSIIHUN JIEHb BOIPOCHI MaTOreHe3a, Kiaccuukauu u
auarHoctTuk J[BC oka3aim u cBOe OTpULATENIBHOE BIUSHUE Ha pa3pabOTKy
ONTUMAJIBHBIX U MAaKCUMAIbHO 3(PPEKTUBHBIX MEPONPUATUN UHTEHCUBHOM TEparvu.
MHuoroo0pa3ue npuyuH pa3BUTHs U KIMHUYECKUX GopMm cunapoma [IBC, cnenuduka
€ro MpOSIBIEHUH M OCOOEHHOCTEM TEeYeHWsl MpU pa3IMYHbIX 3a00JEBaHUAX U
MATOJIOTMYECKUX COCTOSIHUSIX, HE IMO3BOJSIOT BbIPA0OTATh €AUHBIE KIMHUYECKHE
pPEKOMEHJalMu MO ero Npo(UIaKTHUKE W MHTEHCUBHOW Tepanuu. CyliecTBYIOLIUE
KJIIMHAYECKHE PEKOMEHJALUMHA HOCSAT OrPAaHWUYEHHBIM XapakTep, Kak IpaBHIIo,
pa3pa®oTaHbl JUIsl OTIEJIbHBIX HO30JIOTMH (aKylIepCcTBO, OHKOJOTHS W Jp.) U
3a4acTyl0 JEHCTBUTEIBHO POTUBOPEUYMUBHI.

OcCHOBHBIE  MPUHIMIBI ~ WMHTEHCUBHOM  Tepanuu  cunapoma  JBC:
CBOEBPEMEHHOCTh (HampaBlieHHass Ha YCTPAHEHHE KIMHUYECKUX MPOSBICHUN
3a0071€BaHUS-TPUITEPA, IPEPHIBAHUS BHYTPUCOCYAUCTOIO CBEPTHIBAHUS U OCTAHOBKY
KOaryJIOMaTH4eCKoro  KPOBOTCUCHUS), KOMILIEKCHOCTh, NATOr€eHeTHYHOCTb,
nu¢pdepeHIMPOBAHHOCTG B  3aBUCHMOCTM OT CTaJWM TEUYEHHs MpoLECca.
WNuTeHcuBHAs Tepamusi HampaBieHa Ha MAKCUMANIbHO paHHee 8030elcmeue Ha
eemocma3z  (OCTaHOBKY  KOAaryJOmaTH4eCKOTO KpPOBOTEUYEHHsS M NPEpPbIBAaHUE
BHYTPHUCOCYAUCTOTO CBEPTBHIBAHUS), CBOEEPEMEHHYIO KOPPEKYUIO €20 HAPYUIeHUU 8
coomeemcmeuu ¢ ouHamuxou [JBC U y4eToM MpealIecTBYIOMIEH reMocTaTuiecKon
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Tepanuu B COOTBETCTBYIOLIEM OOBEME MEPONPUATUNA, a TaKKE YcmpaweHue
KAUHUYECKUX NPOAGIeHUl OCHO8HO20 3abonesanus, ocnoxuusiero cuaapom /IBC.
Jledenus  Takux mamnueHToB  mpoBoauTcsi B OUTP ¢ o0s3aTenbHBIM
MOHUTOPUPOBAHUEM, KpPOME KOHTPOJISI ITOKa3aTesled TIeMOKOAryJisilhH, YpPOBHS
CO3HAHUs, IOKa3aTelel AbIXaHus U TeMOJUHAMHUKH, JIa0OpAaTOPHBIX IOKa3aTese
(reMoryIo00MH, TeMaTOKPHUT, ra3bl KPOBH, BOJIHO-3JICKTPOJUTHBIH OOMEH, KHCIOTHO-
MIEJIOYHOE COCTOSIHUE, OMOXUMHUYECKHUE MOKAa3aTeIu v JIp.).
NurencuBHas tepanus curapoma [IBC npoBoauTcs 1o 3 OCHOBHBIM HallPaBJICHUSM:

1. Ycrpanenne TtpurrepHoro ¢axkropa — Xupypruueckas caHauus H
OpEHUpPOBaHWE oOdvara WHQEKIUU, AaHTHOMOTUKOTEpanusi THOMHO-CENTUYECKUX
3a0oyieBaHWi,  ajnekBaTHas  WH(QY3WOHHAs  Tepamuss WU BOCCTAaHOBJICHHUE
HOPMOBOJIEMUM, KOPPEKLHUS aHEMHUM, ONTHMH3ALMUs JOCTaBKM U YTHUJIU3ALMU
KHCJIOPOJa, KapAHOIIPECCOPHAs MOAIEPAKKA, IPOTUBOOIYXO0JIEBAsk TEPAMMS U JIP.

2. Topmo:xkeHue ype3MepHO akTUBUPOBaHHOM koaryasiuuu — AT |11, remapum.

3. IlporesupoBanue AepUMUMTOB CHCTEMbl KOAryJasilMd — KOHLEHTpAT
TPOMOOLIMTOB, OTMBITbIE 3puUTpouuThl, KOoHIEHTpaT AT Ill, cBexeszamopoxeHHas
11a3Ma, KOHUEHTPAT TPOMOMHOBOTO KOMILIEKCA.

HecMoTpst Ha OTCYTCTBME €OUHBIX B3IVISIIOB, COBPEMEHHbBIE MPUHLIUIIBI

tepanuu cuHjapoMa /IBC Moryt ObITh IpencTaBieHbl cleayroumm obOpa3zom (puc.
13).

Cunapom JIBC
Gnnemcoarynﬂunonﬂmb anoxoarvnnunonan

T — —
Tepanus 3a00/1eBaHusI-

TDHUITEDA

Y Y

C3I1, TpoMOOKOHLIEHTPAT,
KPUONPEUUNUTAT,
aHTU(PUOPUHOJINTUKHA

I'emapun, HMI', ne3arperanrsi,
peonpenaparbl, KOHIEHTPAT

anTurpomoOuna 11,
(uHruduTOopsI nporennas), PA®

Vlla, KITK+ anHTuTpOMOUH

AKTUBUPOBaHHBII nporenH C

Pucynok 13. CoBpemeHHbIe NPpUHIUNBI Tepanuu cuHapoma /IBC
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C yyeToM KIMHHUKO-IA0OPATOPHBIX JIAHHBIX WU COBPEMEHHBIX MPHUHIIUIIOB
JICYCHUS WHTEHCHMBHAs Tepamusi manueHTtoB ¢ cuHapomoMm JIBC moxer OBITh
MpeCTaBlICHA B BUJIE CIeAytonel cxeMsbl (puc.14).

BBISIBJIEHUE U YCTPAHEHUME 3ABOJIEBAHUS-TPUITEPA,
JABOPATOPHBIA KOHTPOJIb

{ { {

Perpecc ki1MHMKO- MuxkporpomMoupoBaHue
JIadopaToOpPHBIX OPraHoOB-MHIICHeH WIN r
eMopparuu
npusHakos JIBC- TPOMOO3bI B KPYIIHBIX
CHHIpPOMA cocyaax
v v V
3amecTuTeIbHAS
Jleuenue /IBC ne AHTHKOAryJISHTHAA uH(}Yy3MOHHAA Tepanus,
MPOBOJSAT, Tepanus (renapux, HHTUOUTOPHI poTeas +
cUMIITOMATHYeC- HMI', cpeacrBa aHTU(GUOPUHOIU3HBIEC
Kasi Tepanus Peo0JIOrH4ecKOro npenaparsl mojg
OCHOBHOI'O neiicreua = AT 111, KOHTPOJIEM
3a00J1eBAHUA nporeun C J1a00paTOPHBIX
noxKasareJeH

|

HeanexkBaTHas Tepanus

3amecTuTeIbHAA HH(PY3HMOHHAA
Tepanusi, HHFHOMTOPHI MpoTeas *
AaHTU(PUOPUHOIU3HBIE MIPENAPATHI MO/ <«
KOHTPOJIeM J1a00pPaTOPHBIX
nokaszarejeii+Vlla, koHuenrpar
nporpomounna (PPSB)

3a00/iIeBaHUAI-TPUITEPA
+npoaosrkaneecs
KPOBOTEYECHHE

Pucynok 14. CxeMa HHTEHCHMBHO# Tepanuu NauueHToB ¢ curapomom /IBC
(Anekceesa JI.A., ParumoB A.A., 2010)

B 3aBucumoctu OT npeoOiiajaHusi T€X WM HHBIX KIMHUKO-1a00paTOPHBIX
npusHakoB cuHapoMa JIBC (mpexie Bcero reMopparutieckoro) NpuHSATHIM SIBIISETCS
nuddepeHIMPOBaHHBIN TIOJXO01 K ero nHTeHcuBHOM Teparnuu JIBC (tadi. 18).
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Tabmuna 18 — JuddepeHunpoBaHHbI MOAX0] K MHTEHCUBHOM Tepanuyd CHHIpOMA

JIBC B 3aBucHUMOCTH OT peHOTHIA 3a00JICBAHMS

KoMmnoHeHTBI ®enoTun cunapoma JIBC

HHTEHCHUBHOM Tepanuu I'umno- DudpuHO- I'mnep-
KOATYJISIUOHHBIN | JJUTHYECKHUN | KOATYJISIIIMOHHBIN
Jlewenue 3zabonesanusi- + + +
mpueeepa
C311, + + _
MpOMOOKOHYEHMpPam
Kpuonpeyunumam, + + -
KOHYeHmpam @uopuHo-
eena, KIIK
Tenapun, HMI” - +/-
Anumu-Xa - - -
(dhonoanapunyxc)
ITnazmoobmen -[+ - -
3amecTuTeIbHAS TPAaHCY3MOHHAA Tepanusi
Tpaucdy3uss HIpuTpouMTApHO MAaCChl HE SBISETCS 00S3aTEIbHBIM

KOMITOHEHTOM JieueHusa cunapoma JIBC, omHako B YCIOBHUSIX OrPaHUYEHHOTO
BPEMEHH TMPU MPOAOJDKAKOIIEMCSI MACCMBHOM KOAaryJonaTU4eCKOM KpPOBOTEYEHUH
obecrieyeHUsT TpaHCIOPTa KHCIOpoaa M
Hapsay  C
MaKCUMaJIbHO ObICTpas peanu3alnus MPOTOKOJIa MAacCHUBHOM

Ul YCTPAHEHUsI TSDKEJIOW aHEMUHU,

a¢(PexTUBHOTO  TeMocTa3a  PEKOMEHIYyeTcH, XUPYPrUYECKUM

remocrazom!!!),
TpaHC(Y3UHH ITyTEM BBEACHHS IPUTPOIMTAPHON Macchl (3-4 103b1 B 3aBHCHMOCTH

OT KJHMHUYECKON CHUTyalud) W/MIM HMHTPAONEPALMOHHON peuHdy3uu
ayTOIPUTPOLUTOB /ISl NOJJEP:KaHUSl YPOBHS remMorjioomHa oOosiee 70 r/m u
KOMIIOHEHTOM  CBepThiBaIleil  cucreMbl  (TPOMOOUMTOB,  (PaKTOPOB

cBepThIBaHUsl). B 1aHHOW CHUTyalldd YYHMTBHIBACTCSA TIOJOXKHUTEIBHOC BIUSHHE
SPUTPOIUTOB HA CUCTEMY T'€MOCTa3a — PEOJIOTHUIO KPOBH, aKTHBAIIUIO TPOMOOIIUTOB,
SHAOTENUH COCYZI0B, POPMUPOBAHUE U PETPAKIIMIO KPOBSHOTO CTYCTKA U T.J.

B KayecTBe IMOPOroBbIX 3HAYeHU I Ji ) 6 TpaHcy3uun
IPUTPOLMTCOACPKAINMX KOMIIOHEHTOB JOHOPCKOM KPOBH PEKOMEHIOBAHBI
cilenylomue  J1abopaTOpHbIE IIOKa3aTeIun (Poccuiickue MeTOoANYeCcKHue
pexomMeHaauuu  «/lmarHocTuka W UMHTEHCHMBHAs  Tepanmus  CHHAPOMA

AUCCEMHUHMPOBAHHOTO BHYTPUCOCYAUCTOI0 CBEPTHIBAHHUSI KPOBU INPH OCTPOI
MAaCCHMBHOI1 KPOBONOTEpPeE B aKyIepcTBe», 2022 r.):
¢ MUHUMAJIbHOE cojiep>kaHue remoryioonna 70-80 r/i;
¢ reMatokput < 21%;
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¢ KOIMYECTBO SPUTPOLUTOB — 2,5-3x10%2/m1.

B cinydasx, Korga HEBO3MOXHO OIPEAEIUTH TPYIIy KPOBU PELUUIIMEHTA IO
cucteme ABO, 1o KU3HEHHBIM T[OKa3aHUSAM JOMyCTHMa  TpaHchy3us
APUTPOLIUTCONECPKAIIUX KOMIIOHEHTOB JIOHOPCKOW KpoBu O Tpymmsbl, pe3yc
OTpULIATENbHBIX.

Ceexke3amopoxxennasi miasmMa (C3II) — o0s3aTenbHBIA U ONTUMAabHBIN
KOMITOHEHT 3aMeCTUTeNbHON Tepanuu cuaapoma JIBC, nHdy3us KOTOPOH MO3BOISIET
BO3MECTUTh MPAKTUYECKH BCE HEAOCTAIOIINE KOMIIOHEHTBl TIe€MOCTa3a, PE3KOe
CHIDKEHHE KOTOPBIX mpoucxoauT npu ganHoM cunapome (AT I, mporeunos C u S,
AHTUIPOTEa3) M BOCCTAHOBUTh YPOBEHb €CTECTBEHHBIX AaHTUIIPOTEa3, a TaKKe
aHTUATPETalMOHHYIO AKTUBHOCTh KPOBU U TPOMOOPE3UCTEHTHOCTD SHOTEIHUS .

Tpanchysus C3II He npumensieTcst ¢ uenbio npodunaktuku cuuapoma IBC,
TaK KakK MEpEIMBAaHUE €€ B ATOT IMEPUOJ] HE BIUSET HA TSKECTh PA3BUBILIECHCS B
JanbHENIIeM MaTOJOTUU U HE CHUXKAeT 00bEM HEOOXOTUMBIX NJisi MepeTruBaHUs
remokoMnoneHToB. C3II (15-20 mu/Kr Macchl Teia) B MHTEHCHUBHOW TEpamnuu
KOaryJionaTUu IO3BOJISIET YBEJIWYUTh COJEpKaHUE (PAKTOPOB CBEPTHIBAHMS B
cpeanem Ha 30% OT UCXOTHOTO COAEPKAHUS.

[Ipu pazutum cu"apoma JIBC mepenuBanme C3II B nmoze 15-20 mur/kr
Macchl Tejla MAIMEHTAa I[I0Ka3aHO NpH CIEAYIONIMX KIMHUYECKUX CHUTYaIUsax
(PexoMeHamm MexayHapoIHOTO 001IecTBa 1Mo TpoMbo3aM u remoctasy, 2013 r.):

v’ Hanuuuu kpoBoTeuenus U yumHenus [ITB w/umu AUTB B 1,5 paza oT HOPMBI;

v’ CHWKeHWH Ha (OHE KPOBOTEUCHHUS ypOBHS (prubpuHorena <1,5r/i;

v’ HE0OXOIMMOCTH WHBAa3WBHOTO BMEIIATEIILCTBA Y TMAIMEHTOB C aHATOTHIHBIMU
71a00paTOPHBIMU NTOKA3ATEIIAMH.

Pa3MOpOXEHHYIO B CHELNMAIBHBIX YCTPOWCTBax mpu Temmneparype +37-40°C
1a3My HEOOXOAMMO IMEPENUTh B TEUEHHE 2 4acoB, 00s3aTeNieH yueT IpyHIoBOU U
OMOJIOrMYeCKON COBMECTUMOCTEN KPOBH JIOHOPA U PELIMITUEHTA.

Omnako mnepenmuBanue C3II, ocobeHHO B CTOJNB OOJBIIUX 00BEMAX,
PEKOMEHJOBAaHHBIX 11  WHTeHCMBHOW  Tepanuun  JBC-cunapoma,  MOXKeT
COMPOBOXKIATHCS PA3BUTUEM PsiIa OCIOXKHEHUN U ATOJOTUYECKUX COCTOSIHHIA:

@ Peaxmozennocmv niazmvl u CHOCOOHOCb ee 6bI3bL6AMb UMMYHHbIE PeaKyul,
CBSI3aHHBIE C NPHUCYTCTBHEM B IJIa3M€ INEPE] 3aMOPAKUBAHUEM JIEHKOLUTOB.
PazpylieHnble npu 3aMOpaKMBAaHUM JICUKOILUTHI, TOMAaJas B MOCIEIYIOIIEM
npu uHby3un C3I1 B KamuumsIpbl JIETKHX, MOTYT YCHJIMBATh HAPYIICHHYIO
JETOYHYK0 MHKPOLMPKYJISIHMIO W CBS3aHHBIE C 3TUM IATOJIOTMYECKUE
cocrosiHud. Jlyia mpouIIaKTUKKM JAHHOTO OCJIOKHEHHUS MPU MPUTOTOBICHUHU
C3II B mocieaHwe TOAbl CTalM MPUMEHATHCS JEUKOIUTapHbIE (PUIbTPHI,
MO3BOJISIONIME €lIe Mepe]] 3aMOPaKUBAHUEM YIIAJISATh U3 HEE JIEHKOLUTHI.
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@ Ilepedaua eupycnvix ungexyuii u pazeumue eupycHoz2o 2enamuma. Ilpouecc
3aMOpaXMBAaHUS WHAKTHUBUPYET OakTepWH, OJHAKO 3aMOpPaKMBAHHWE HE
MHAKTUBUPYET CBOOOAHBIE BUpYCHI (BUpychl rematuta A, B u C, BUY-1,
napBoBUpyc Big). IS MUHUMM3AIMU JAHHOTO OCJIOKHEHUS HMCIOJIb3yeTCS
kapantuHuzanus C3I1, yerkuil yder miuasma TpaHcdy3uii, HCIONIB30BaHUE
MOCTOSIHHOT'O KOHTUHI'€HTA JIOHOPOB IJIa3Mbl U JIP.

Q7 unokanibyuemuss 3a c4et BBoguMoro ¢ Oosbmmmu oobémamu C3II mutpara
HaTpus. [Ipu 5TOM MOXET pa3BUTHCS psii HEOIATONPUSATHBIN CUTYallUi BIJIOTh
70 OCTAaHOBKM cepaua. s ux mpexynpexaeHus HCIOIb3yeTcs BBEICHHUE
MpenapaToB KaJIbIIHSL.

@ lunepeonemus, nepezpyska obvémamu C3I1. HeoOX0OUMO IPOBOIUTH
MOCTOSIHHBI KOHTPOJb aJICKBAaTHOCTH JIMYype3a, OCOOCHHO y MAaIMEHTOB C
HapylieHueM (YHKIUMU MOYEM M CHUKEHUEM JINype3a, a TaKkKe MPUMEHEHUE
JTUYPETUKOB U TeMO(PUIbTPALIUH.

@ Ocmpoe noepexcoenue nezkux, accoyuuposannoe ¢ mpanceysuei C3I1
(TRALI).  OmachHoe s >KM3HHM OCJIOXHEHHE (JIeTambHOCTh 10 30%),
MNPOSABIISIONIEECS KAK  TSDKEIBIM  PECHHUPATOPHBIM  AUCTPECC-CUHIPOM  C
TUIMIOKCHEH, OTEKOM JIETKH, JIMXOPAJAKONW M TUIOTOHUEH U OOYCIIOBICHHOE
peakimMe aHTUTeN JOHOpa C aHTUreHaMu penunueHta. Haumbonee wyacto
npuurHoM (B 89% Bcex cllydaeB) SIBISIOTCS aHTHUTENa K YEJIOBEYECKOMY
nerkonuTapHoMy aHTureHy (antu-HLA anTuTena) m anTUTeNna K aHTUTECHAM
rpanynouutoB. HLA anTutena oOHapysxkensl B 9% equnun C3I1, momydeHHbIX
OT OJMHOYHBIX JOHOPOB. DTHU aHTUTENa HauOoJee YacTo OOHAPY>KUBAIOTCS Y
KEHIIMH TTOC)Ie OEPEMEHHOCTH W HE MPHUCYTCTBYIOT B TUIa3ME€ MYXYHH, €CITH
UM paHee HE NPOU3BOJAWINCH TEeMOTPAHC(PY3UH. YMEHBIIUTH YaCTOTY
pazButuss TRAIL BO3MOXHO CMOXET HCIOJIb30BAHUE IIJIa3Mbl MYKYUH,
OJIHAKO B DKCTPEHHBIX CUTYAIUSX U MPHU HEOOXOIUMOCTH MH(DY3UH OOIBIINX
KOJIMYECTB TaKOW IMyTh MPO(PMIAKTUKY HE BCETa BO3MOXKEH.

C uenpio onTUMHU3AIMKU WH()Y3MOHHOW TEpanuu U CBEJICHUI0O K MHUHUMYMY
pUCKa pa3BUTHS OINMCAHHBIX BBIIIE OCHOKHEHUMN npu nepenuBanun  C3I1
UCIIOJNIb3yeTCs JiekapcTBeHHoe cpeactBo Okramiac (Octapharma). Pacteop s
nHpy3mii m3rotaBnuBaercs w3 C3II, mokazaHus I TPUMECHCHHS aHAJIOTHYHBI
TakoBbIM 17151 C3H, 0o1HaKoO 10 CpaBHEHUIO C MOCIETHEN UMEET Psi TPEHMYIIIECTB:

1. ConbBeHT/neTeprenTHas 00pa0OTKa WHAKTUBHPYET OOOJIOUYECUHBIE BHUPYCHI
(BUY, Bupyc renatuta C);

2. UmmyHHas HeuTpanmuzammsi 6€30007104€YHBIX BUPYCOB (BHpPYC TemaTtuta A,
apBOBUpPYC Big;
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3. BpIcokas cTemeHb OYMCTKH IJIa3Mbl TO3BOJISIET CHU3HUTH PHUCK Pa3BUTHS
MOOOYHBIX peaKIuii, a CcTepuiIbHas (QUIBTpAIlMs TapaHTUPYET TMOTyUYCHUE
aCeNTUYECKOT0 KOHEUHOTO MPOIYKTa;

4. JlokyMeHTanbHO TOATBEpXAcHHAS A(()EKTUBHOCT, TPH TPOMOOTHUECKOU
TPOMOOIIUTOTICHUYECKOH MypPITypE;

5. bezonacHocTb B mane pa3Butus TRALI, 4To moarBep)kmaeTcss OTCyTCTBUEM B
OKTamiace ompenensieMblx ypoBHed HLA anTUTEn, a Takke OTCYTCTBHEM
MOJITBEPKJICHHBIX OIMYyOJMKOBAaHHBIX CIy4daeB Ha MpoTsokeHuH 20 Jer
MPUMEHEHHUS MTOCIIEIHETO;

6. IlepenuBanme B mo3e 12-15 Mi/Kr macchl Tena C CTaHIAPTU30BAHHBIM
CoZlepKaHUEM KOAryJSITUOHHBIX (akTopoB (Tabimmma 19) obecmeunBaer
KJIMHUYECKU TPEJCKa3yeMble Pe3yibTaThl — YBEIUYCHHE YPOBHSA (PaKTOpOB
CBEpTHIBaHUS KPOBU B IUIa3Me MalMeHTa Ha 25%;

7. U3roraBnuBaercs W3 IUIa3Mbl, MOJYYEHHOM B CTpaHax C HU3KUM PHUCKOM
pa3BuTHsl BapuaHTHOW Oonesnu Kpedrtudenbara-Akoda (TpaHcMHUCCUBHAs

cnoHroopMHasi 3HIE(anonaTus), 1 MOXKET XpaHUTbca 10 4-X jeT npu (< -
18°C.

B Tabn. 19 npencraBineno conepxanue B C3II m okramnasze OTIENbHBIX
KOaryJsiliUOHHBIX (DaKTOPOB

Tabmuma 19 - Comeprkanne koarymsiuoHHbIX ¢akTopoB B C3I1 u Okramnace

Koarynsuuonusie gpakrops! | Jlnanazon Oxkramunac C3II (cpennee,
HOPMAJIbHBIX | (CpemHee, MUH U MHUH ¥ MaKC
3HAYEHU U MaKC 3HAYEeHUS) 3HAYEHMS)
Dubpunozcen, 2/n 1,45-3,85 2,5 (2,4-2,6) 2,6 (1,9-3,6)
@Daxmop 1, ME/100 mn 65-154 83 (79-86) 88 (77-118)
@Daxmop VI, ME/100 mn 54-145 78 (75-84) 90 (73-150)
Daxmop VI, ME/100 mn 62-165 108 (90-117) 95 (67-138)
Daxmop VI, ME/100 mn 45-168 68 (51-78) 76 (52-113)
Daxmop |X, ME/100 mn 45-148 96 (86-106) 102 (82-128)
Daxmop X, ME/100 mn 68-148 78 (75-80) 79 (62-99)
Daxmop XI, ME/100 mn 42-144 99 (91-104) 113 (96-180)
Daxmop X, ME/100 ma 40-152 84 (74-89) 82 (45-112)
Daxmop X, ME/100 ma 65-165 108 (105-1110 106 (68-169)

Tpanchy3uss agoHopckux TpomOouuToB. IIpodunakrruueckoe BBeACHUE
TPOMOOKOHLEHTpAaTa npu TpomOouuToneHur Ha yposHe 100-200x10%m um 6e3
KJIMHUKWA KPOBOTOYMBOCTH HE MOKA3aHO.
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[Tokazanus ans BBeIEHHs] KOHIIEHTpaTa TpoMOoruToB mpu cuuapome JBC
MIpeACTaBIICHBI Ha puc. 15.

* HapacTanue ypoBHsI TPOMOOLUTONCHUM - CHUKEHUE YHUCIIA
TPOoMOOUTOB Oos1ee S0% HCXOAHOI0 YPOBHSI B T€UE€HHE CYTOK |

» TpomoouuTonenusi<50x10%.1, mepen MHBa3HBHBIMH )
BMeENIATEJIbCTBAMM, HAJTHYHE PU3HAKOB KPOBOTOYHBOCTH,
BbICOKMH PUCK KPOBOTEYCHUI )

* TpomoouuTonennsi<100x10°/;1, nPU3HAKH BHYTPHMO3IrOBBIX
KPOBOM3JIUSIHU I, OTIEPALIMHA HA TOJIOBHOM MO3r€, OBbIIIEHHAS
KPOBOTOYHMBOCTH CJIU3UCTHIX, KPOBOTEUEHUE U3
ONepalMOHHBIX PaH (MCTOYHUK KPOBOTEYEHHS. KAK IPABUJIO,
He BbISIBJISIETCS)

TpooMOOKOHIIEHTDAT

Pucynok 15. Iloka3zanus 1J14 nepeijMBaHNsI KOHLEHTPATa TPOMOOLUMTOB NPH
cunapome JIBC

KoHnieHTpaT TpOMOOLMTOB MEPENTMBAIOT JO TOCTHXKCHHS TEpPareBTHUECKOTO
abdexra. Kpurepuum  sddextuBHOCTH — mepenuBaHUS — TPOMOOKOHIIEHTpaTa
MIpEACTaBIICHbI HA puc. 16.

r 3
KoumnuecTBo
TPOMOOLIMTOB
é ) 0oJiblE, YEM
a0 Tpancdy3uu a \
Hopmanu3zanus L )
WJIH YKOpO4YeHHe IIpexpanienue
BpeMEHHU WM YMEHbIIEHHE
CBEPTHIBAHHSA KPOBOTOYMBOCTH
KPOBH \ J
. J

Kpurepun
3¢ dexTUBHOCTH
nepeTuBaHus
TPOMOOKOHIIEHTPATAa

Pucynok 16. Kputepun 3¢ pexTuBHOCTH epeiMBaHNs TPOMOOKOHIIEHTPATA
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IlepenuBanue ¢uopuHorena. [Ipu BepakeHHON TUNOPUOPUHOTEHEMHUH B
rUnokoaryysiuonnyto craauio cuaapoma JIBC (ypoBennr ¢ubpunorena <1,0 r/m)
JUIA BOCIIOJIHEHUS €ro AeduinTa rnmokasana TpaHcysus KoHLeHTpata GuOpuHOreHa
Wuin Kpuonpernunurata. GuOpuHOTEH MPEICTaBICH B BHJIE JICKAPCTBEHHBIX CPENICTB:
®uopuHoren Bo ¢akoHax mo 2 r. PactBop BBOJIUTCS BHYTPUBEHHO HE mo3jaHee |
yaca 1nociie IpUroToBIICHUs B CpeiHeH a03¢e 2-4 T.

®dudpura Bo Quakonax mo 1 r auodunuzara yeaoBeueckoro pudpuHoreHa. B
TEepanuu KPOBOTEUEHHUS HCIOJBb3YeTCS B J103€, HEOOXOIMMOM MJis TOJJEp KaHMs
IIEJICBOTO YpOBHS (puOprHOTEeHa B I1a3Me KpoBH 1 T/11.

B 1 no3e kpunonpeuunnurara conaepxurcs 150-250 mr ¢pubpunorena, 100-150
EJl dakropa Bumie6panma, 80-150 EJl dakropa VIII, 50-75 EJl dakropa XIII, a
Takke PUOPMHEKTHH B KOHIEHTparusax Beiiie, yeM B C3II. TepameBTuueckas go3a
1151 B3pocibix — 10 103, mist gereit — 1 1o3a Ha 10 kr Maccel Tena.

Konunenrpar mporpomOounoBoro komiuviekca (KIIK) usroraBiauBaercs u3
JIOHOPCKOM  TIa3Mbl, TIPEJCTaBICH JIEKAPCTBEHHBIM cpeAcTBOM (OKTamjiekc

(Octapharma), umerommM CyIIECTBEHHBIE TpeumyniecTBa mo cpaBHeHuto ¢ C3I1
(ta61.20, Anekceesa JI.A., Parumos A.A., 2020).

Tabmuua 20 - CpaBHUTENbHAs XapaKTEPUCTHKA CBEKE3aMOPOKEHHOW IUTa3Mbl U
KOHIIEHTpaTa MpOTPOMOMHOBOTO KOMILJIEKCA

Kpurepuu C311 KIIK
Conepxanue (axropoB | He onpeneneHo Conepxut CTaHIapTHBIE
CBEpTHIBAHUS KOHILICHTPALlMK, HWMEET  J03a-
3aBUCHMBI TEpaINeBTUUECKUN
b dexr
['emocTaTnueckuit OrcTpouen B TeueHMe HECKONBKMX MHUHYT
ahdekr MIOCJIC TICPBOM JT03BI
[ToctTpancdys3monnas | Puck Beicokuit HET
HUPKYJISATOpPHAs
neperpysKa
NudexknmnonHbie Bo3MOKHBI Puck MuHUMaIIbHBIN
OCJIOKHEHUSI
Omnpenenenue rpynmnsl | TpeOyetcs He Tpebyercs
KpPOBU NAI[MEHTA
TexHnueckue JlmurenbHOE PactBop TOTOBST
0COOEHHOCTH pa3sMOpaKUBaHHUE, HEIOCPEACTBEHHO nepen
NPUMEHEHUS U XpaHEeHue IIpU | BBEJICHUEM, BBOJSIT BHYTPUBEHHO
XpaHECHUS temmeparype -30°C, | MEIJIEHHO B T€UEHUE HECKOIBKUX
OTrpaHHYEHA MUHYT, XpaHeHue npu
CKOpOCTb BBeJieHHs | Temmeparype +2-25°C
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[ToMMMO  TOpHUBENEHHBIX  BBIIE MPEUMYLIECTB IO  CPAaBHEHHIO  CO
CBEKE3aMOPOKCHHOM  IJIa3MOW, KOHILIEHTPAT MPOTPOMOMHOBOrO  KOMILIEKCA
COJICP’KUT B JIOCTATOYHO BBICOKOW KOHIIEHTPALMU (PAaKTOPHI CBEPTHIBAHHS KPOBU —
IpPOTPOMOMH, MPOKOHBEPTHH, (akrop CTioapTa, aHTUTeMO(UIbHBIA TIOO0YIMH B
(Tabmn.21).

Tabmuma 21—  Copepxkanue  (aKTOpOB  CUCTEMBI  CBEPTHIBAaHUS B

CBEXKE3aMOPOKEHHOM IJ1a3Me U KOHIIEHTpaTe MPOTPOMOMHOBOIO KOMILIEKCA
DaKTOpbI CBEPTHIBAHUSA C3I1, ME/ma KIIK, ME/ma
F-11 1 14-38
F-VII 1 9-24
F-1X 1 25

F-X 1 18-30
Ilpomeun C 1 13-31
Ilpomeun S 1 12-32
Anmumpomoun 1 -
I'enapumn - 2-5

B KIIK B wuaeaJlbHOM COOTHOIICHUH COJEpkKaTCAa dYeThipe (akTopa
ceepthiBanus kpoBu — I, VII, IX u X, a taxke unrubutop nporenH C u ero
koaktop — mporeuH S. On wumeer 100% OMOAOCTYMHOCTH, €r0 BBEICHUE
oOyCaBIMBaeT MOBBINICHUE YPOBHS BUTaMUH K-3aBUCHMBIX (haKTOPOB CBEPTHIBAHUS
B IUIa3ME€ KPOBH M MOXET OBICTPO KOPPUTHPOBATH HAPYIICHHUS KOATYJSAIHUH Y
MAlMEHTOB C AEPUIUTOM OJHOTO WJIK HECKOJIBKHUX 3TUX (PAKTOPOB.

KoHueHnTpar npoTpoMOMHOBOIO KOMIUIEKCA TOKa3aH Mg KyNUPOBAHMS
npody3HbIX KpoBOoTeueHUM Hapsny ¢ npumenenuem C3II, ¢ubOpuHorena,
TpoMOOKOHIIeHTpaTa y nanueHToB ¢ cunapomom JIBC. CornacHo PexkomeHnaanusim
EBponeiickoro odmecrBa anecre3nosioroB (ESA) u EBponeiickoro pykoBojacrsa
no uHTeHcuBHOM Tepanuu KIIK moka3zan s Tepanuu KpOBOTEUCHUM NALIMEHTaM,
HE TMOJIyYalOllUM TEpalui0 HENPSIMbIMU AHTHUKOATYJSHTaAMHU, TpPU HATUIUHU
JUTUTEILHOTO BPEMEHM CBEPTBHIBAHUSI, a TAKKE Y MAIMEHTOB C KPOBOTEUECHUSAMH TPU
HaJIUYMH JAHHBIX TPOMOOAIACTOMETPUHU 00 OTCTPOUCHHOM Hayalle KOaryJisiHH.

B nacrosmee Bpemst KIIK paccmarpuBaeTcst kak cepbe3Has anbrepHaruBa C311
IpU  KOAaryJjomaTusiXx M KpPOBOTEUEHHUSX PA3IUYHOM HSTUOJOTUU C JACPUIUTOM
(hakTOpOB MPOTPOMOMHOBOTO KOMITJIEKCA MTOCKOJBKY:

v Cogepxanne QaxkropoB koaryimsiuu B C3I1  J0CTaTOYHO HHU3KOE 110
cpaBHeHntro ¢ KIIK, B cBsA3M ¢ 4YeM [ KOPPEKIMU KOAryJomnaTuu

HE00X0aMMBI 04eHb OoJbie 00bEMbI C3I1.
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v' PHCK mepemauyn BUPYCHBIX MH(pEKIUH npu ucnoib3oBanun KITK mpakrudecku
OTCYTCTBYET, TaK KaK B TIPOIECCe €ro MPOU3BOJACTBA MPUMEHSIETCS
JABYXdTalHasi BUPYCHAsh WHAKTHUBALMA — COJIbBEHT/eTepreHTHas oOpaboTka
(30710TOM CTaHIAPT MHAKTUBAIIMM 000JIOYEYHBIX BUPYCOB) M HAHO(DHIbTpALIUS
(ynanmeHue Kak 000J0YEUYHBIX, TaK U 0€3000JI0Y€YHBIX BUPYCOB).

v' BesomaceH Mpu HUCIOJIB30BaHUH, TaK KaK OTCYTCTBYET PUCK TPAaHC(])Y3HOHHBIX
OCIIO)KHEHUH, cBs3aHHBIX ¢ mepenuBanueM C3II u, B 4acTHOCTH, CHHIpOMa
octporo noBpexacHus gerkux (TRALIL).

v' Jlocturaercst 6osiee ToUHast U OBICTpast KOppeKus (JaKTOpOB CBEPTHIBaHUS (B
ormuumne ot C3II, KIIK comepxut crangapTH30BaHHOE KOJUYECTBO (PAKTOPOB
I, VII, IX u X).

v’ Jlocturaercst OBICTPBIA 3((deKkT Onaromaps MaioMy O00BEMY BBOIUMOIO
JIEKapCTBEHHOI'O CPEJCTBA U BHICOKOM KOHUEHTpaluu (aKTOPOB CBEPTHIBAHUS.

v’ KpaiiHe HU3KHH PHUCK pasBUTHS HEXeIaTeIbHBIX TPOMOOTE€HHBIX peaKIvii
omaronapsi coxaepxanuto B KIIK mporenna C u S B TepaneBTHUECKHX
KOHIICHTpAIUsX.

B 3aBucumocTtu ot HaudaibHOTO ypoBHA MHO wucnons3yrorcs cieayrouue
no3bl KIIK:

v' IIpu MHO 2-2,5 opuentuposounas n03a 0,9-1,3 MII/KI Macchl Tea;
v' IIpu MHO 2,5-3 opuentupoBounas n03a 1,3-1,6 MII/Kr Macchl Tena;
v" TIpu MHO 3-3,5 opuentupoBodnas 103a 1,6-1,9 Mi/kr Maccel Tena;
v' TIpu MHO >3 opuentrpoBouHas 103a >1,9 Mi1/Kr Macchl Tena.

Buvicoxas aghgexmusnocms  (yCTOMUMBOE TE€MOCTATUYECKOE PABHOBECHE
(aKTOpOB CBEPTHIBAHUS KPOBU M WX HHTUOUTOPOB), XOPOwids NepeHOCUMOCb
(MuHUMAabHAs aKTUBalUs (HAKTOPOB CBEPTHIBAHUS KPOBH M TEPANEBTUYECKUE
KOHIIeHTpauu npotenHoB C u S), evicokuil yposenv eupycroil b6ezonacnocmu (1Ba
dTara BUPYCHOW WMHAKTUBALMU/AJIUMHU- HAUU), Ovicmpwii 3¢hpexm (Menee 10
MHUHYT), y006Hble Yeno6us xpanenus (Xpanenue rpu temneparype ot +2°C mo +25°C)
nenatot KIIK npenapatom BeIOOpa MpH JICUEHUH KOAryJIOMaTHUYECKUX KPOBOTCUCHU I
¢ aehunuToM (pakTOpoM IMPOTPOMOMHOBOTO KoMILiekca Ha done [IBC-cuaapoma.

B bpuranckom pykoBoacTBe mo JedeHurw curapoma IBC (2009 r.)
OTpe/eieHbl TIOKA3aHHs MO TPUMEHEHWIO TPaHCPY3MOHHOW Tepanuu U ypPOBEHb
KadecTBa JoKa3aTeiabCTB. ClielyeT OTMETHTh, YTO JAHHBIE PEKOMEHIAIMH UMEIOT C
YpPOBEHb KadecTBa JI0OKa3aTENIbCTB, YTO O3HAYACT MPU HAIWYUU JPYTUX JTaHHBIX
JIOTIOJTHUTEIIBHBIX HUCCJICIOBAHWA BO3MOXXHO HM3MEHEHHE TIPUBEICHHON OICHKU
3P HEKTUBHOCTH KOMIIOHEHTOB TpaHC(HY3HMOHHOU Tepanuu (Tadi.22)
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Tabmumna 22 - [loka3zaHusi 10 MPUMEHEHUIO TPaHC(HY3MOHHOM Tepanmuud U YPOBEHb
KauyecTBa JI0Ka3aTeIbCTB

KommnoneHnTsl Tpacy3noHHOM Tepanuu KauecTBoO
A0KAa3aTeJIbCTB
Tpanchy3uss miaa3Mbl ¥ TPOMOOIIMTOB IMOKa3aHa MalMEHTaM C C (V)
KJIMHUKO-JTA00PaTOPHBIMU IPU3HAKAMHU KPOBOTOUYMBOCTHU
Tpancdysus TPOMOOLMTOB MOKa3aHa Ipy TpoMoorurax <50x10° C (V)
[Tpodunaktuuecku TpaHCHy3UH TPOMOOIIMTOB HE MPUMEHSIOT C (V)
[Tpu HeBo3moxkHOcTH TpaHcy3uu C3II BciaencTBue Hamuuus y C (V)

MMalucHTa TUIICPBOJICMHUHN CIICAYCT HCIIOJb30BATh IIPCIIapaThl
HpOTpOM6I/IHOBOFO KOMIIJICKCA

[Ipu runodubpuHOreHeMuu, TonepaHTHou K TpaHchyszuu C3II, C (V)
MOKa3aHO TPUMEHCHHWE KpHUOIpEIUnuTaTa WIA KOHIICHTpaTa
(¢ubpuHOreHa

IlepesnBaHue pPeKOMOMHAHTHOrO AaKTUBMpPOBaHHOTO ¢akrtopa Vlla
(rVIlla, snrakor aabda). B coBpeMeHHO# KiuHUYecKoW npakTuke rVIla pyruHHO
HE MPUMEHSETCS, MCIOJIb3YETCS B KauecTBE «Tepamuu craceHus» (Pexomenmarmu
EBpomneiickoro oOmiectBa anecte3nosoron). IlokazanmeM st TpUMEHEHUS TPU
JBC-cunapome SBISIOTCS KU3HEONMACHbIE HEKOHTPOJIMPYeMble KPOBOTEYeHMSI,
NP KOTOPbIX BCe JAPyrue BHAbl KOHCEPBATHBHOIO M XHPYPru4ecKoro
reMoCTATHYECKOro JieueHus: He aaau 3Ppdexra. 1 x0Ts JIeKapCTBEHHOE CPEACTBO
UCToJb3yeTcss BHe oduimanbHbix nokazanus (Off-label), ono wumeer psn
HECOMHEHHBIX npeumyitiects nepea C3I1:

v/ BO3MOKHOCTh HEMEJIJIEHHOTO BBEIEHUS M CKOPOCTH HACTYIUICHHs d(deKTa

(meiictBue panbiie, yeM y C3I1 va 30-40 mun);

v/ IMMYHOJIOTHY€ECKask ¥ HHPEKIMOHHAs 0€30I1aCHOCTD;

v/ yMEHBIIIEHHE KOJIMYECTBA APYIHX MPENAPATOB 3aMECTUTEIBHOM TEPAIINH;

v/ CHIJKEHHME YaCTOTHI IIOCTTPAaHC(Y3UOHHBIX TOBPEKIEHUM JIETKUX.

HecMoTpst Ha TO, 9YTO OTCYTCTBYIOT JaHHBIE MHPOBBIX HCCIEIOBAaHUH,
nokaspiBarome AQPEKTUBHOCT JAHHOTO CPEACTBA, OHO PEKOMEHI0BAHO [IJIsl
HCMOJIb30BAHUSA B MCKJIKYHMTENbHBIX cay4dasax npu cunapome [IBC na done
MACCHBHOW KpoOBONoOTepu npu HedpdeKTUBHOCTH remocrasa. [Ipeanonaraercs,
YTO €ro remocraruyeckuii 3¢dext oOyclOBIE€H aKTHUBAIMEl TreMocTaza 3a CYET
(dhopMHUpPOBaHUS KOMITJIEKCOB C TKAaHEBBIM (DaKTOPOM, BBIJICICHHBIM MOBPEKICHHBIM
cyosHmorenmueM. Ha akTMBHOCTH, TIpemapara HE BIMSCT MYyJIbTH(hAKTOpHAS
HEJOCTAaTOYHOCTh TeMOCTa3a, XapaKTepHas UIsi MAacCHBHOTO KPOBOTECUEHHS, OH HE
OKa3bIBAE€T CYIIECTBEHHOTO BIMSHMS Ha CHUCTEMHYIO aKTHBAIlMIO TeMocTaza (Ha
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ypoBeHb (UOpPUHOTEHA W AHTUTPOMOMHA), YTO SBJISETCS BECbMa CYIIECTBEHHBIM
npeumyiectsoM mpu JABC-cunapome.

[Ipenapar Haznagaetcs B 103¢ 90-120 MKT/KT MacChl Tejla ¢ MHTEPBAJIOM 2-8 d,
KPaTHOCTb BBEJCHMS 3aBUCUT OT HAIMYHUSI UM BBIPAXKEHHOCTH KJIMHHYECKHUX
NPU3HAKOB  MPOQy3HONM  KPOBOTOUMBOCTH U TOKaszaTelled  THIATEIbHOIO
71a60paTOPHOTO MOHUTOPUHTA MPOIIECCa CBEPTHIBAHUS KPOBH; MPOTHMBOIIOKA3aH Y
HAIMEHTOB C TPOMOOAIMOOIMUYECKIUMH OCIIOKHEHUSIMU B aHAMHE3E.

IleperuBanue aHTHPUOPHMHOJMTHKOB B IIOCIECJHEE BpEMS HMEET
OrpaHUYECHHOE MPUMEHEHHUE U HE MOKA3aHO UX PYTMHHOE Ha3HAYEHUE y MAlUEHTOB C
cuaapomoM [/IBC. B rpynmy aHTHPUOPUHOTUTHKOB BXOAAT CHHTETUYECKUE aHAJIOTH
JM3MHA — AMUHOKAIIPOHOBAS KUCJIOTA U TPAHEKCAMOBasi KUCJIOTA.

[Tokazanuem nnsi nmpumeHeHust npu JIBC-cunapome sBisitorcs (araibHbie
KpOBOTEUEHMsI, PA3BUBLIMECS BCIEACTBHE CUCTEMHOro (uOpUHOIM3A IIpU
XUPYPrUYECKUX BMEIIATEILCTBAX HA OpraHax, 00raThlX akTUBaTopamMu GUOPUHOIU3A
(rOJIOBHOM M CHMHHOM MO3r€, CepAle, COCyAax, IOKEIYJOUYHOU Kenese),
aKylIepCKUX TMAaTOJIOTHSIX, TPAHCIUIAHTAl[MM T[I€YEHU, CHHJIPOME MAaCCHUBHOMU
remotrpancy3un. Cucremuslii ¢(uOpuHonu3 (Bropuunsld npu JBC-cunapome)
XapaKTEpU3yeTCsl 4YpPEe3MEPHBIM HAKOIUIEGHHWEM B KpPOBU (PUOPUHOIUTHYECKUX
(dbepMeHTOB (TIa3MUHA ¥ TKAHEBOT'O aKTHBATOpa MIa3MUHOT€HA.

CuHTeTHYEeCKHE aHAJIOTH JIN3MHA — aMUHOKaIpoHoBas kuciaora (MM 131/1a) u
TpaHekcamoBasi kuciota (MM 157 Jla) uMerOT CXOIHBIM MEXaHW3M JEHCTBUS -
OJIOKUPYIOT TKaHEBOW akTuBaTop IwiasmMuHoreHa (t-PA) um muasmMuHa, a Takke
00JaAat0T aHTUIIPOTEA3HOM, AHTUKUHUHOBOM AaKTUBHOCTBIO, OJOKHUPYIOT TKAHEBBIE
KHHAa3bl, YpPOKHHA3y, CTPENTOKWHA3Y, TPHUIICUH, KaJUIMKpeuH. MMEeT KOpOTKUH
MEpUOJI BBIBEACHHUS M3-32 HU3KOM MOJICKYJISIPHOM MACChl, MPOHHUKAKOT YEpe3
reMaTo3HIepaInyecKkrii 0apbep M CO3AA0T BBICOKYIO KOHIIGHTPALMIO B OpraHax U
TKaHSX.

AMHMHOKANIPOHOBAasi KUCJI0TA HCIOJIb3YETCS KpPaWHE PEIKO B KIMHUYECKOU
OpakTUKE W  Ha3HAyaeTcss IMOJ KOHTPOJEeM JIabopaTOpHBIX  IOKa3aTenen
(GUOPUHOTUTUYECKON AaKTUBHOCTH W KOHIEHTpauuu (UOpPUHOTE€HAa BHYTPUBEHHO
kanenbHo nmo 100 ma 5% pactBopa B Teu 1 u B noze 4-5 1, najnee A0 MOJHOU
OCTaHOBKHM KpOBOTeueHMs 1o 11/4 B TeueHue He Oozee 8§ 4. OnUH U3 METabOJIMTOB
AMUHOKAIIPOHOBOW KHUCJIOTHI — aUIIMHOBAsI KUCJIOTAa META0OJU3UPYETCS NEYEHBIO U
BBIBOJAUTCS TIOYKaMH, B CBSI3M C YEM OHA NPOTUBOIOKA3aHA Yy IMALUEHTOB C
[IEYCHOYHOU U MTOYEYHOM HETOCTATOYHOCTHIO.

TpanekcamoBasi KHCJI0Ta Ha3zHA4yaeTCs MJs NPOGUIAKTHKHA € JICYCHUS
KpOBOTEUYECHH Ha (POHE rumnepakTuBaluu (GUOpHMHOIN3Aa BHYTPUBEHHO B Pa30BOM
no3e 15 mr/kr maccel Tena (1,0 r) moBTopHO uepes 8-12 4, cyTouHas 032 HE T0HKHA

npeBblath 2 . [IpuMeHseTcs ¢ OCTOPOKHOCTHIO IPU HAPYLIEHUHW BBIACIUTEIBHON
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(GyHKIMM TIOYEK, B COYETAaHUU C JIPYTUMU aHTUKOAryJIsHTaMHu, IpU YIpo3e
TpOMOO30B, B  COYETAaHMM C  TeMOCTaTUKaMHd  (BO3MOXKHAa  aKTHBAIIHs
TpoMOooOpazoBanmsi). TpaHekcamoBass KHCIOTAa JOKHA BBOJUTHCS KAaK MOYKHO
paHbIlie, TOCKOJNBKY €€ 3¢ deKTUBHOCTh cHMkaeTcs Ha 10% xaxasie 15 MuHYT U
yepe3 3 yaca nepectaeTr BIUsATh Ha 0KUJIa€MbIi pe3yJbTarT.

[Ipyn HazHaueHUU AHTU(PUOPUHOIUTHKOB CIEAYET YUYUTHIBATh TOT (haKT, UTO
OHM CHHXAIOT aKTUBHOCTb JHJIOTC€HHOr0 (UOPUHOIU3A, YTO MOXKET MPUBECTU K
BHYTPUCOCYAUCTOMY 00pa3oBaHui0 (UOPUHOBBIX CTYCTKOB M K elie OOJbIIeMy
HApYyIIEHWIO MUKPOIMPKYJSIUA B OpPTraHaX-MUIICHIX W B KOHEYHOM HWTOTE
YCYIyOUTh TIOJMOPTaHHYIO HEJOCTaTOYHOCTb. YUHUTHIBas JIaHHOE SIBJICHHE
HEOOXOUM TIIATENbHBII M B3BEIICHHBIN MOAXOA K Ha3HAUEHUIO JIEKapCTBEHHBIX
cpenctB naHHod rpynnel. [lepen ux mnpuMeHeHHEM HEOOXOJUMO OICHUTh UX
1eJ1eCO00pa3HOCTh — OMNpPEIEIUTh BO3MOXHOE TEpPANeBTUUYECKOE BIUSHUE Ha
KPOBOTOYHMBOCTh, BO3MOXKHYIO CTEIEHb pUCKAa TPOoMOOOOpa3oBaHMs W BIIMSHUE Ha
Pa3BUTHE U MPOTPECCUPOBAHUE MOTUOPTAHHON TUCHYHKIIUH.

[lokazaHo, YTO TpPUMEHEHHE [aHHBIX AaHTU(PUOPUHOIUTHKOB IOAABIISAET
runepPuOprUHOIN3, CHUKAET 00BbEM KPOBOMOTEPH M MOTPEOHOCTH B MEpEIUBAHUU
QJIJIOTEHHBIX KOMIIOHEHTOB KPOBH, @ TaKXE CHW)KAET JICTAIBHOCTh NPU CHHIPOME
JIBC Ha poHE MacCHBHOM KPOBOTIOTEPH.

BBeneHne aHTUKOATYJISIHTOB

JlekapcTBEHHbIE CpeAcTBa JTAHHOMU IPYIIIbI pEACTaBIICHbI
HeppakunoHUpPoBaHHLIM  remapuHoMm (H®I') wu  HM3KOMOJIEKYJISIPHBIM
renapuaom (HI') u ucnone3yrorcst I BOCCTAHOBJICHUSI HOPMaJIbHOIO T'E€MOCTa3a
(mpodwitakTK B CIOy4asX BBICOKOTO pHUCKAa TpPOMOOIMOOIMH IaTbHEHIIETO
TpOMOOOOpa3oBaHus), JH3Uca O0Opa30BaBIIMXCA TPOMOOB, BOCCTAHOBJICHHS
reMocTas3a M )KU3HEHHBIX (DYHKIIMH MOCTPaaBIIMX OPTaHOB.

HedpakunonupoBanubii remapun (H®I) - aHTHKOAryissHT mpsiMOTO
nevictBusg (MM ot 4000 1o 30 000 [da), ocHoBHBIME 3¢ dekTamu koToporo npu IBC-
CUHApPOME SIBIISIIOTCSI AHTUTPOMOOIIJIACTUHOBOE W AHTUTPOMOHWHOBOE JIEHCTBHE,
TOPMOXKEHUE TpeBpaieHus ¢uoOpuHoreHa B (UOpPUH, CHUKEHUE arperamuu
SPUTPOLUTOB U TPOMOOIIUTOB, UTO B KOHEUHOM WTOTE€ MPENATCTBYET JajdbHEHIIEMY
Pa3BUTHIO BHYTPUCOCYAUCTOro TpoM0Oo3a. Ilockonbky ero kodakTopoMm sBisieTCs
antutpomOun Il (AT [ll), To npu neduiure moOCACIHET0, KaK €CTECTBEHHOIO
KOAryJisiHTa, Pe3KO CHIKAETCS aHTUKOAryJISIHTHOE JecTBUE remapuHa. |'emapux
ces3piBacTcs ¢ AT Il u xatanusupyer ero nelictBue B OTHOIIEHUHU (pakTopa Xa u
TpomOuHa (¢aktopa lla). Temapun Takke CHOCOOEH  HWHAKTUBHUPOBATH
TpoMOonuTapHeiii (akrop mnporeuH-4 (PF-4), pacmonoeHHbIH Ha MOBEPXHOCTH

AKTUBHUPOBAHHBIX TpOM6OI_[I/ITOB N CBA3BIBATH KJICTOYHBIC WU IIJIA3BMCHHBIC IIPOTCHUHBI
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(makpodaros, TpoMOOLIUTOB U Jip.). BenencrBue Takux MHOTO(MAKTOPHBIX BIUSHUM
3¢ (HEeKTUBHOCTh TemapuHa 3aBUCUT HE TOJBKO BBOJAMMOM J103bI, HO TaKXke OT
KOHIIEHTPAIlMU TJIa3MEHHBIX (DAaKTOPOB M TEMapUH-CBSI3BIBAIONINX OEIKOB, MEPHOA
€ro IMOJYBBIBEICHHs J03a3aBUCUMBIA. BceneactBue srtoro moadop 3¢(pexkTuBHON U
0e30macHOM 703kl MPEACTABISIETCS] B YCJIOBHSIX AKCTPEHHBIX CUTYyallMi HE BCernaa
OpOCTOM 3ajadeil, MpU 3TOM HEOOXOAMM M CTPOTUH KOHTPOJIb TMOKa3aTelen
remMoctasza. l'ermapuH crnocoOCTBYeT TakKe€ WHAKTHBAllMM TPOMOWHA U aKTUBAllUU
daxTopoB Xl, X, IX u tkaneBoro dakropa Vlla, u XoTsa renmapus sBISICTCS CHIIBHBIM
UHTUOUTOPOM  TPOMOHMHA, KOMIUJIEKC TeMapUH-aHTUTPOMOMH HE  CIOCOOEH
penoTBpalaTh NpeBpaiieHue TpomMOrnHa B GpuOpuH.

[Tpu ucnonp30BaHUU renapuHa CleAyeT IMOMHUTh U O BO3MOKHOCTH Pa3BUTHUS
OCJIO)KHEHHUH, B YaCTHOCTU 2enapuHuHOyYupo8arnHou mpomoboyumonenuu (CKopee
BCEr0 UMMYHHOT'O NPOMCXOKJEHUS B CBA3M C DKCIPECCUEN renapuH-CBI3bIBAIOIIETO
nporeuHa PF4 Ha mnoBepXHOCTHM TPOMOOIMTOB M BBIPAOOTKHM K HEMY Yy psna
MAalMeHTOB aHTuTeN), ycunerus degpuyuma AT 111 (mpu ucoab30BaHUK OOJBIINX 103
renapuHa 3anacel AT Il wucromarorcs, a xkommiaekc AT Ill-remapun OwicTpo
BBIBOJUTCS W3 KPOBCHOCHOTO pyclia ¥  Pa3BUBACTCA  TUIEPKOATYIISAINSA),
pe3ucmenmnHocms K 2enapuwny (pe3ynbTaT JEWUCTBUS TIeNapUHHEUTPaTU3yIOMUX
oenkoB uian nedurmra AT I11).

Jloza Ha3HauaeMoro remapuHa 3aBUCUT OT craguu JIBC-cunapoma,
no0upaeTcss MHANBUIYAIBHO C YYETOM JIabopaTOpHBIX mokaszareneil. Kak mpasuio,
HaynMHAOT ¢ Manbix 103 (10 ME/kr/4), B BUie MOCTOSSHHOW BHYTPHBEHHOU MH(Y3UU
(Oomroc MmpOTHBONOKA3aH), 3aTeéM NpH HEOOXOIMMOCTH 103y YBEJIWYMBAIOT. B
CTAIMU TMNEPKOATYJISALMH C [IETHI0 MPOPIIAKTUKN U TIPH OTCYTCTBUH TeMOpparui
renapuH HazHadaeTcs B go3e 35000-50 000 EJl/cyT nau 500-800 E[l/xr/cyT. (mepBas
no3a 5000-10 000 EJI BuyTpuBeHHO OOJIFOCHO, 3aTeM wuHdy3omaToMm). B
THNOKOAryJsIHOHHOM (a3e BHyTpuBeHHO 2500-5000 EJl mepen kaxmoit undysuei
C3II wm B no3y mia3mel B 250-300 M noGasnsercs nepen uadysueir 100-500 EJ]
renapuna. [Ipy HamUYMU KPOBOTEUCHUIM aHTHKOATYJISTHTHAS TEpamnusi TemapuHoOM He
MIPOBOIUTCAL.

O [OCTMKEHWW TEepareBTUYECKON AaHTUKOATryJSIIuu Ha (PoHE NpUMEHEHUs
renapuHa CBUAECTENBCTBYIOT — YJIJIMHEHHE BPEMEHH CBepThiBaHus B 1,2-1.8 paza mo
cpaBHeHUIO ¢ HOpMOii; ynnuHenue AUTB B 1,5-2,5 pa3a o cpaBHEHUIO ¢ HOPMOIA.
KonTponp mokaszareneil reMocTazuorpamMMmbl MPOU3BOJUTCS HE pEXe UYeM depes
kaxasle 4 vaca. IloMuMO  BBIIENEPEUYHCIECHHBIX TOKa3aTelied  OIICHWUTH
3¢ (HEeKTUBHOCTh TEMapUHOTEpPAMd MOXKHO 10 KYIMHPOBAHUIO TOJTHOPTraHHOU
TUC()YHKIIMUA, BO3PACTAHUIO KOHIIEHTpaluu (UOpHHOreHa, 4Yucia TPOMOOIUTOB,
camxenuto [1/1®, D-numepos.
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XOTd B MOCJIEIHHUE TOAbl B MUPOBOM JINTEPATYPE U MOSBISIIOTCS OTIEIbHBIE
CTaThbM W JlaXKe JaHHBIE MHOTOIeHTpoBoro wucciemoBanus (A randomized clinical
trial-HETRASE study, 2009), nemoHcTpupytomue oTcyTcTBre 3¢ (deKTa OT BBEICHUS
renapuHa npu cuHapome JIBC, pa3BuBIIEMCS NpU psAde KIMHUYECKUX CUTYaIHil,
refnapuH OCTAeTCsl HamOoJiee YacTo MPUMEHSEMbIM B OTEUYECTBEHHOM NPAKTUKE
JIEKAPCTBEHHBIM CPEACTBOM JUIsl MPO(PMIAKTUK M JEUYECHHUS] TPOMOOIMOOIMYECKUX
OCJI0’KHEHHUM.

Huskomosiekyasipubie renapunbl (HMI') — nexapcrBennbie cpeacrsa (MM
ot 1000 no 10000 [da), monmydyeHHbIe myTeM (HPAKLIMOHUPOBAHUS U AETOIUMEPU3ALAN
rermapuHa, KOTOphIE OTJIIMYAET OT MOCIEAHEro 0obiel OroaocTymHOCTRIO (80-90%),
MEHBIIEH TeMAPUHOPEIUCTEHTHOCTHIO, MEHBIIEH CIIOCOOHOCTHIO KaTaJIM3UPOBATh
WHaKTUBAIMI0O TpoMOuHAa u Ooinbmied (aktopa Xa. Cregyer oco00 MOTYEPKHYTH
MEHBIIIMA PHUCK BO3HMKHOBEHHUs KpoBOoTeueHHs Ha Qone mnpumenenus HMI mo
cpaBHeHuto ¢ H®I. Mexanusmbl nedictBus pasznuuabix HMIT Ha  daktopsl
CBEpPTBhIBAaHUS KPOBH 3aBUCSAT OT HX MoOJeKysipHoro Beca (MM<5400 Jla wu
MM>5400 Ia) (puc. 17).

AT Il X
MM< 5400/a AKTUBH. a
o -
>
AT I
avr | |{T= atm Z>< o <>
\

MM> 5400fa [~ AT Il Tpom6us
dKTUBH.

Pucynok 17. Mexanusmsl aeiictBuss HMI Ha pakTopbl cBepTHIBAaHUS

HMI' ¢ pa3nuyHOM MOJIEKYJISIPHOW Maccou B3aUMOJECHCTBYIOT U aKTUBUPYIOT
AT Il mna3mel, ogHaKO WX JajdbHEHIIee eicTBUE HA (PAaKTOPhl CBEPTHIBAHUS KPOBU
3aBucuT oT MM HMI'. Tak, B ciiyyae ¢ HMI' ¢ MM< 5400 [1a x kommiiekcy AT I u
HMI npucoenunsercs Xa, IpOUCXOAUT MHAKTUBALIMA IOCIeaHero. B ciyyae ¢ HMIT
c MM>5400 Jla xommuiekc AT Il u HMI' B3aumopeiictBytor ¢ TpomOuHOM. C
Y4€TOM TOT0, YTO AHTUTPOMOOTHYECKYIO AKTUBHOCTh TI€lapuHa CBS3BIBAIOT C
WHTHOMpOBaHrEM xa (hakTopa, a aHTHUKOATYJISIHTHYIO — ¢ JelicTBrueM Ha ¢akrtop lla,
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cpaBHUTENIbHAsT xapaktepuctuka HMI', 3aperucrpupoBanHbix B PecmyOmuke
benapych, BRITIIAIUT clieAyomuM oopa3om (Tadi. 23).

Tabnuma 23 — CpaBHutensHas xapakrepuctuka HMIT

HMI' T1/2 MM CooTHoOIIEeHUE
Antn FXa: lla
Jlanmenapun 3,7 6 000 1,9-3,2:1
DHokcanapun 4.4 4500 3,3-5,3:1
Haoponapun 2,3-2,8 4300 2,5-4:1
bemunapun 5,2-5,4 3600 8:1

CootHomenue akTuBHOCTH (aktopoB Xa u lla y HOI' cocrasnser 1:1, B TO
BpeMmsa kak y HMI™ Bapsupyert ot 2:1 no 8:1. C yuerom 3¢pdexkroB HMI' (antu FXa u
antu lla), cmocoOHOCTH 3aMeNJIATh CUHTE3 U HAKOIJIEHUE TPOMOMHA — KIIIOUEBOTO
3BeHa mnatorene3a JIBC-cunapoma, HeoOXoauMocTh wucnosib3oBanuss HMIT He
BbI3bIBacT coMHeHUs (lA), 1 OHM peKOMEeHI0BaHbI MeXTyHapOIHBIM OOIIECTBOM I10
tpombo3am u remoctaszy (2009 r.). ITockoibKy aHTUTPOMOOTHYECKAsT aKTUBHOCTh
rernapvHa CBsi3aHa, KaK M3BECTHO, ¢ HWHTHOMpoBaHueM Xa dakrtopa, To HMI
Bemunapun, o6Gianaronuii HauOOJBIIUM aHTH Xa, UMEET MPEUMYIIECTBA CpEIu
apyrux HMI'. OnHOo mnoakpemneHo M TeM (akToMm, 4YTO OEMHUIIapUH SBIISETCS
equHcTBeHHBIM ~ HMI',  paspemieHHbIM I8 IOCJIEONEPALIMOHHOTO  CTapTa
TPOMOOITPOPHITAKTUKH.

N3 nmpenmymiects HMI' nepen HOI cnenyer ormeTurs:

» Jnydiiee COOTHOIICHWE aHTh-Xa u lla — moreHmman s OoJbIiei
3(PEKTUBHOCTH U MEHBIIICH KPOBOTOUMBOCTH;

» BBICOKasg OHOJOCTYITHOCTh W TEPHOJA  TOJNYKU3HH, J030HE3aBUCHMAs
ANMMUHALUS — BBICOKAs 3 (PEKTUBHOCTD U MPOCTOE JO3UPOBAHHUE;

» mpeackazyemasi papMaKOKMHETHKA — KIIMHUYECKHU MPe/ICKa3yeMblil pe3ybTaT —
AHTUKOATYJISIUA C IEPBOM J03bl, OTCYTCTBHE HEOOXOAUMOCTH B PACIIMPEHHOM
71a00paTOPHOM MOHUTOPUHIE U CHUXKEHHE PACXOJI0B Ha €TO BHIIIOJHEHHE;

» TIOTCHIMAJIbHO MEHBIIAS UMMYHOTEHHOCTh — 3HAYHTEIHHO MEHbINIAS 4acTOTa
rernapuH-uHIYyLIUPOBAHHON TPOMOOIIUTONICHUH.

Kak npaBusio, ucnomns3yrorces edeOnblie 10361 HMI:

- Hanrenapun (¢pparmun) — 100-120 ME/kr noakoxHO Kaxpie 12 4acos;

- DHokcanapuH (kiekcaH) — 100 antu-XaME/kr wim 1 MI/Kr TOAKOXKHO

Kaxkable 12 4acos;

- Hanponapun (dppakcumapun) — 100 ME/kr moakoxHO Kaxsie 12 4acos;
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- bemunapun (unbop) — 100-115 ME/kr kaxaeie 24 yaca wid marueHt a0 S50
kr - 5000 EJl 1 pa3 B nenp, 50-70 kr - 7500 EJl 1 pa3 B nenp, 70-100 kr -
10000 EJT 1 pa3 B nenn, 6onee 100 kr - 115 EJ/[ Ha 1 kr 1 pa3 B 1eHb.
Omnpenenensl cneayronme nokasarenu 3gppexruBHocTr aeuenns HMI:
¢ YyJUIMHEHUE BPEMEHU CBEPTHIBaHMS KpoBHU B 1,5-1,8 pasza mo cpaBHEHHIO
C HOpMaJIbHBIMU TTOKa3aTeIISIMU;
¢ ymmaenne ACT-tecra 0 160-170¢ (N — 110-120 ¢);

¢ yBeIIMYCHME aKTUBHOCTH aHTU-(akTopa Xa a0 0,5-1,0 EJI.

JlekapcTBeHHOE  CpPEACTBO M3  TPYMNIbl  CENEKTUBHBIX  HMHTHOUTOPOB
akTUBUpOBaHHOTO (akTtopa X (Xa) apukcTpa HE HMMEET JOCTATOYHOIO OIbITa
ncnoiib3oBanus npu IBC-cunapome.

EcTecTBeHHbIe HHTUOUTOPHI IPOTEA3

['pynna mpencrtaBieHa mpenaparaMu KoHLEHTpaTa aHtutpomOuna I,
nporenna C u TpomOomorynuHa o. M XOTs ¢ mo3uliuii matorene3a ux NpUMEHEHHE
OTPaBJIaHO, MTOCKOJIBKY OHU 00€CIIEUNBAIOT AaHTUKOATYJISIUIO, TAHHBIE ITPernapaThl He
BOILIJIM B MEKJIYHApPOJHbBIE CTAaHAAPThl U HE PEKOMEHJIOBAaHBI JJISI IPUMEHEHUS HPU
cugapome JIBC. OrtcyrcTtBue JnaHHbIX 10 3(G(EKTUBHOCTH U 0€30MacHOCTH
MO3BOJISIOT HCIOJIBL30BaTh UX B pexkume «off-label).

IlepenuBanue koHUeHTPATOB aHTUTPOMOMHA |11 ¢ 11e1BI0 BOCTIONTHEHUS €T0
neduruta. Conepxanue ero B C3I1 HesHauuTeapHoe — Tak B 1 M cogepxkutcs 1 ME
AT Ill, a nepenuBanue C3I1 B 103€ 2 MJI/KT Macchl Teja MOBBIIAET aKTUBHOCTh AT
Il mums Ha 1%. Bocnonmuenue ero neduiura nepenuBanueMm C3I1 ve 3¢ dexkTuBHO,
TaK Kak TpeOyeTcsi 3HaYUTEeIbHbIE 00bEMBI, UTO MOXKET COMPOBOXKIATHCS Pa3BUTHEM
Pa3IMYHBIX pPEAKIUUW U OCIIOKHEHUW, TUIIEPBOJIEMUEN C PA3BUTHUEM CEPIEUHO-
cocyauctoit nuc@ynkuuu. Creayer yuduThiBaTh U TOT ¢akt, yto npu JABC-cunnpome
nepuoa noayxuznu AT Il ykopauuBaercs no 4 yacoB, 4uto TpeOyeT yacTtoe u
mutenbHoe ero BBeneHue. [lpu cHuxenun ypoBHs AT Il menee 50% nns
JNOCTH)KEHHUS 1I€JIeBOro 3HaueHus YypoBHs Oonee 80% mpumeHsieTcs pacTBOp
muodunusupoBanHoro AT |11 B HawanpHOM 103¢ 1000-1500 ME/CcyT BHYTpUBEHHO CO
ckopocTteio 50 ME/muH, mognepxuBaromas 103a coctapisger 50% OT HadYaJIbHOW U
BBOJUTCS C HHTEPBAJIOM OT 8 /10 24 u.

B omHOM u3 MyJIbTUIIEHTPOBBIX KOHTPOJUPYEMBIX PaHIOMU3UPOBAHHBIX
HCCIICIOBAaHUSAX OBbUIO J0Ka3aHO, 4YTo Tepamus aHTuTpoMOuHoMm |l 3HauuTenbHO
COKpalllaeT UIUTEIbHOCTh 3a00JieBaHMsI, CHUXAeT TsbkecThb cuHiapoma JIBC npu
CEercuce, JIOCTOBEPHO YBEIMYMBAET YHUCIO BBI3JIOPOBEBIIMX, HO HE BJIMUSET Ha
JIE€TaJbHOCTb.

AxTUBUpOBaHHbIA mporemH C —  pekoMOMHAHTHBIM  Tpemapar,

AHTUKOAT'YJIAHTHOC I[GIZCTBHC KOTOPOro OCHOBAHO Ha 6J'IOKI/IpOBaHI/II/I CHHTC3a
61



TpomOuHa 3a cyeT uHaktuBanuu V u VIl ¢pakTopoB mitoc mpoTUBOBOCHIATUTEIBHOE
neiicteue. B omHOM M3 mccnenoBaHuM Aoka3zaHa 3(PGEeKTHBHOCTh aKTUBUPOBAHHOTO
npotenHa C (CHUKEHHUE JIETATBHOCTHIO) B TpodruiakTike u Tepanuu cuaapoma J[BC
IIPH CETICHCE.

PexomOnHaHTHBIH TpoMoomoayiaun o (ART-123) — okaswsiBacT Oolee
BBIPKEHHOE 10 CPABHEHUIO C TeMapUHOM JIEUCTBHE HA TEMOCTAa3, IPOSBIISIONICECS B
cHwKeHnn ypoBHS D-nmumepos, 11D, yBenuuenun AT u tpomOoruToB. JlaHHBIM
3¢ (}eKT oCHOBaH Ha CIOCOOHOCTH TPOMOOMOJYJIMHA YCKOPSATH MPOLECC aKTUBALUU
nporenHa C, a TakKe IPH €ro BO3JCHCTBUHM HAa TPOMOWH MOCIEAHUI mpuoOpeTaeT
AHTUKOATYJITHTHBIC CBOMCTRBA.

HecMoTpss Ha OTMEUEHHBIE B PAJIE€ UCCIEAOBAHUMN IOJOKUTEIBHBIE CBOMCTBA
BBHIIIICHA3BAHHBIX MPEMNapaToB WX KIMHUYECKOE MCIIOJIb30BAaHUE B HACTOSIIEE BpeMs
He nokazaHo. CBOJHBIE JaHHBIC 110 UCIOIB30BAHUIO JAHHBIX MPENnapaToB COTJIACHO
MesxayHapoanbiM pekomenganusm (BCSH, JSTH, SISET, ISTH/SSC) B neucHuu
curapoma JIBC (Wada et al, 2014) npencrasiensi B Ta0:1. 24.

Tabnuna 24 - [IpenapaTbl aHTUTPOMOMHA, PEKOMOMHAHTHOTO aKTUBUPOBAHHOTO
nporerHa C 1 peKOMOMHAHTHOTO TPOMOOMOTyJIMHA B Tepanuu cuaapoma [IBC

JlekapcTBeHHbBIC Me:kayHapoaHbie peKOMeH A AN
CpeacTBa BCSH JSHT SISET ISTH/SSC
IIpenapamui -/ypoBeHb A +/ypoBerb B -/ypoerb D | Heobxonumbl
AHMUMpoMOUHa JaJIbHEUIITE
UCCIIeI0BaHUs
Pexombunanmusiii | +/ypoBeHnb A [IportuBomnokaszan | +/ypoBens | HeoOxomumer
AKMUBUPOBAHHDILL D JaJIbHEUIITNE
npomeun C UCCIIeI0BaHUs
Pexombunanmuwiti | llporuBomnokaszan | [IporuBonokasan | -/ypoBenb B | HeoOxomumer
MpoMOOMYIUH TanbHENIIme
UCCIIeI0BaHUs

KauecTBo A0Ka3aTCJIbCTB, IPUBCACHHBIX B I[aHHOﬁ Ta6m/1ue, II0 CUCTEMC

GRADE cooTBeTcTBYeT 4 ypOBHSIM:

v BBICOKOE Ka4ecTBO (A) — Majas BEPOATHOCTH TOIO, YTO JOIOJIHUTEILHLIE

UCCIIEIOBAHUSI U3MEHSAT HaIlly YBEPEHHOCTH B OIleHKe 2 (DeKTa;

(B)

v’ ymepeHHOe

Kav€eCTBO

—  CYIIECTBYET

BEPOSTHOCTD

TOTO, 4YTO

AOIOJIHHUTCIIBHBIC HCCICAOBAHUA MOTI'YT 3HAUYUUTCIBHO IIOBJIIMATL Ha HaAly

YBEPEHHOCTH B OlleHKE d(PdheKTa Ui U3BMEHUTD ATy OLICHKY;
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v’ ouenr Hu3Kkoe KadecTBO (D) — mobble ouenkd 3ddekra HOCAT OYEHH
HEOIPEICIICHHBIN XapaKTep.

MeToabl JIKCTPAKOPNOPAJBbHON [1€TOKCUKAIMU. BaXHBIM KOMIIOHEHTOM
KOMIUIEKCHOM Tepanuu JIBC-cuHapoMa SBISIIOTCS METOJbl 3KCTPAKOPIOPaTbHON
JNeTOKCUKaluk. B Hacrosiiee BpeMsi B JUTepaType MOSBISIOTCS COOOIIECHUS O
HanOoJiee 4YacTO HCIOJB3YEMBIX MeEToJax — IuiazMadepe3e U 3aMECTUTEILHOMN
MIOYEYHOM Teparuu.

Ilnazmadepes (IIP) mno3BoNSIET yAAIATH NPOAYKTHI MapakoaryJisiluu,
aKTHUBATOPbI CBEPTHIBAHMS, HUPKYJIUPYIOLINE MMMYHHbIC KOMILIEKCHI,
KPYITHOMOJIEKYJISIpHbIE coeiuHeHus. Pekomenayercs 1D nmpoBoAUTh B MAaKCUMAILHO
pannue cpoku JIBC-cunmpoma. Jlnsg jgoctikeHuss KIMHAYECKOro 3ddekTa
HEO0O0XO0IMMO, 4TOOBI 00BEM yaasieMolt mia3mbl 3a oauH ceanc [ID OblT HE MeHee
50% o0BEMa MUPKYIUPYIONICH M1a3Mbl. 3amMelieHne J0bKHO mpou3BoauThbes C3I1 B
00bEMeE, paBHOM 00BEMY yAAISIEMOM T1J1a3MBl.

Paszgutne IIOH wn, B 4acTHOCTH, OCTPOTO MOBPEXKICHUS IOYEK SBISAECTCS
MOKA3aHWEM [UJI1 TPOBEICHUS 3aMeCcTHUTeJbHON mo4veuHod Ttepanmuu (3IIT):
remoauanus, remoduibTpanus, remoauaduiabtpanus. 3IIT ynanser HU3KO- U
CPEIHEMOJICKYJISIPHBIE  TOKCHHBI, MEIUATOPhl BOCIAJICHUs, CHIDKAET OOBEM
KUJKOCTH, YIy4IIaeT KUCIOPOATPAHCTIOPTHYIO (PYHKIIHIO KPOBH.

[laTorenernueckn  OOOCHOBAaHHOE  TPUMEHEHHWE  JAHHBIX  METOJIOB
AKCTPAKOPHOPAIbHONW JIETOKCUKAIMU TO3BOJSIET OYHUCTUThH IUIa3My OT TOKCHHOB
TKAQHEBOTO pacraja, arperatoB KJIETOK, aKTUBUPOBAHHBIX (DAKTOPOB CBEPTHIBAHMS,
AP u POMK, BOCCTaHOBUTH WM KOPPEKTHUPOBATH (PUOPUHOIUTUYECKYIO
AKTUBHOCTD IJIa3Mbl U QYHKIMHU IHAOTENUS cOCYI0B. OHAKO OrpaHUYEHHBIN OMBIT
ero ucnonp3oBanus npu JIBC-cunapoma He TO3BOJSIET JI€JIaTh OKOHYATEIbHBIC
BBIBOIbI 00 UX 3((HEKTUBHOCTH U 11€71€CO00PA3HOCTH.

Takum oOpa3oM, ¢ y4ETOM BBINIECKA3aHHOTO BHIOOP MPEMapaToB U MOIXOJ K
WHTEHCUBHOM Tepanuu cuHjapoMa JIBC onpenensatoTcs B MEPBYIO OUYepeab HUTMUUEM
WM OTCYTCTBHEM Te€MOPPAruuyeckoro CHHAPOMA, MOC]e KYMUPOBAHHUS KOTOPOTO
Ha3HAYaeTCs aHTUKOATYJISIHTHAs Tepanus 1mo/i 1abopaTopHbIM KOHTPOJIEM reMoCcTasa.

Ha ocHOBaHMM COBPEMEHHBIX MEXIYHAPOJHBIX PEKOMEHJAUN MPEII0KEHbI
J03bl  PEKOMEHAYEMBIX JIEKAPCTBEHHBIX CpeAcTB (Tabm.25) U cleayronui
MOIIArOBbIM  AJITOPUTM HMHTEHCUBHOW Tepanmuyd CHUHAPOMA JAUCCEMHUHHPOBAHHOTO
BHYTPHCOCYIUCTOTO cBepThiBaHMs (puc.18).
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N

JInarHoCTHKA OCHOBHOIO 3a00/ieBanust  JleueHHe OCHOBHOIO 3a00/1eBaHuUs

\

—

JlaGopaTopHublii MOHUTOPHUHT (TpoMOouuThl, [ITB, AUTB, D-1umepbI)

KasKable 6 4 WM NP HE00X0IMMOCTH YaIlle

| 2

OuneHka TSKeCTH U PUCKA KPOBOTEYeHHUId

\ 4

HNmeercss reMmopparn4ecKuil CHHAPOM WM
BbICOKHI DUCK KDOBOTEYECHUS

—

v

v

Tpancdysus Kpnonpeunnurar C311 DpUTPOLHT-
TPOMOOLMTAPHOIO WM KOHIEHTpAT (ueseBoii coJepiKaLIHe
KOHIIEHTPATA ¢udpuHorena npu || poxasarean FeMOKOMIIOHEH-
(uesieBoi ¢pudpunorene < OTB/AYT ThI (11eJIeBOH
moKa3aTeJb 1,0 r/a (menesoii B <1,5xN HoKazaTesb
>20x10%/MK1 1 > 50 nokasarteJasb 1,5- Hb>80 1/
x103/MKJ1 npu 2,0 r/a)
AKH3HEYTPOKAIOIIUX
KPOBOTEYeHHAX
\ 4

Kiunnyeckue nposiBjieHUs U J1a00OPaTOPHbIE NMOKA3ATEIH

2

—

KpoBoreuenue ocranoBe-
HO, HO €CTh BBICOKHMI PUCK

KpoBoreuenue
OCTAHOBJICHO, HET

—————

KpoBoreuenue
OCTAaHOBJICHO, €CTh

pucKka remopparuii || reMopparui NPU3HAKH TPOMGO30B
v 2 7
JlaGopaTopHbIii JlabopaTopHbIi Hocrosinnas nHpy3us
MOHMTOPUHT MOHHUTOPHHI KaxKAbIe renapuna B no3e 5-10 EJI/xr
Kkaxapie 10- 6-8u. Tpancdy3us B Yac, Mpu He0OXOAMMOCTH
124. Tepanus réMOKOMIIOHEHTOB YBEJHYHTH 103y Ha 1-2
OCHOBHOTI0 (mpu HE0OXOAMMOCTH) EJI/kr B yac. ¢ yuerom
3200/ IeBAHUS NMPOTUBONOKA3AHMM.

JlabopaTopHbIii MOHUTOPHUHT

Pucynoxk 18. IlomaroBbiii aaropuTM HHTEHCUBHOI Tepanuu cunapoma /IBC
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Tabmuma 25 - PexkomeHayemble [03bl IpenapaToB Jisi MHTCHCUBHOM Teparuu

cunapoma JIBC

JlekapcTBeHHBIN ITpenapar

Pexomenayemas no3a npenapara

SpumpoyumapHas macca u/unu
peurgy3uposanHvle
aAymoapumpoyumsl

3-4 103b1
(s mommeprkaHWs YPOBHS TIeMOTIoOOMHA
oonee 70 r/)

Cesearcezamopooicennasn niazma (C3I1)
unu
Oxmannac

15-20 mJa/Kr macchbl TeJia ManMeHTa

(o camxkenus [ITB/MHO na 30-50%)
12-15 ™mJu/kKr macchl TeJla MNalHEHTa
¢dakTopoB

(yBenmmueHue YPOBHS

CBepThIBaeMOCTU 710 25%)

Tpomboyumapmwiii KOHYeHmpam

1 no3a Ha 10 kr maccel Tes1a (B cpeaHeM
6-10 103) 10 umcia TPOMOOILIMTOB BBIIIIE

npeaTpaHc(y3uOHHOTO

Kpuonpeyunumam 2 no3bl Ha 10 kr macchl Tesa (1LI€JIEBOM
nokazarenb Guopunorena 1,5-2,0 /)

Dubpunocen 2-4r

Dubpuea B no3ze, Heobxoaumon it moaep>KaHus
LIEJIEBOIO YPOBHS (PMOPUHOTEHA B IJIa3Me
KkpoBu | r/m.

Konyenmpam npompomournosozo | 10EJI/kr Maccbl Tesia (0 CHHUXKEHUS

komnnekca (KIIK)

[ITB/MHO na 30-50%)

Pexombunanmmuwiti  axmusupogarHuwiil

paxmop Nlla (Vlla, snmakoe

anvgha).

90-120 MKI/KI Macchl TeJia ¢ UHTEPBAJIOM
2-8 4,

TpaHeKCClMOGCl}Z Kucaoma

10-15 mr/kr Macchl TeJa (110
MIPEKpaIICHUS KPOBOTCUCHUS )

I'enapun (HOI')

5-10 EJI/kr macchl Tejia B 4ac B BHJIC
MOCTOSTHHOW MH(Dy3uH

Takum oOpazom,

cuapom JIBC Haubonee dacTo BCTpevarmiasics B

VHTEHCUBHOW TEpaNWu TMATOJOTUS CHUCTEMbl TIE€MOCTa3a, NPU KOTOPOM MPOTHO3

OMPEENSETCS CTENEHbIO €€ BBIPAKEHHOCTU M XapaKTepoMm TeueHusi. PazHooOpasue

O9THOJIOTHUHN HaHHOﬁ [IaTOJIOTHUHX HE IIO3BOJISICT BBIpa6OTaTB CAWHBIC PCKOMCHJIAINH,

OIHAKO I KaXKIAOIr0 KOHKPCTHOI'O KIIMHUYCCKOI'O Ciliydasd OIIPCACIICHBI O6HII/IC

IIPUHOUIIBI AUATIHOCTHUKH H WHTCHCUBHOU TCparimn C IIO3UIHUHU ﬂOKaSaTCHBHOﬁ

MCIONIIUHBI. COBpeMeHHOﬁ OIIBIT I[aéT OCHOBAHHUC T'OBOPUTH O BO3MOXHOCTH H

3¢ PeKTUBHOTO JiedyeHUs MarueHToB ¢ cuHapomMoM JIBC paznuyHO# 3THOJIOTHH.
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