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BBEJEHUE

CHHIOpPOM [IMCCEMUHUPOBAHHOIO BHYTPHUCOCYIUCTOTO CBEPTHIBAHUS — THUIIOBOU
MIATOJIOTMYECKUHN IPOLIECC, XapaKTEPU3YIOIIMICS T'€HEPAIU30BAHHON AKTUBALIUEH CHUCTEM
remMocraza u (UOpHMHONM3a M PACCOTTIACOBAHMEM CHCTEM pETYJSIIUU arperaHTHOTO
COCTOSIHUS KPOBH.

VY4yeHple He pa3 oOpallaluch K BOINPOCY, YTO SIBJISETCS MNPUYMHOM Ppa3BUTHUS
JUCCEMMHMPOBAHHOIO BHYTpUCOCYAUCTOrO cBepThiBanusA. Enie B 1110 rogy B mectoi kKHUre
MenuuHCKorH  sHmmKionenun  “‘CokpoBuine  Xopesmmiaxa”  3aiiHyanuH-AOy-MOpaxum
JIKypmkaHu onucall KIMHUYECKUE MPOSIBICHHAA 3TOr0 CHHAPOMa Ha IPUMEPE OTPABIICHUS

3MEHHBIMM SIAMU: “... JIIOAW YMHUPAIOT OT CBEPTHIBAHHUS KPOBHM B CEpJAIE M COCydax, MOCJIC
Yero U3 BCEX OTBEPCTUN HAUMHACT T€Ub KUIKAsl KPOBb™.
3.C.bapkaran (1988) mnpemnmaraer tepmunom “JIBC — curapom™ o0003Ha4YaTh

Hecnenn(pUIecKrii 00IIeTTaTOIOTHIECKUI POoLece, CBA3aHHbIN C TOCTYIUICHHEM B KPOBOTOK
aKTHBAaTOPOB CBEPTHIBAHMS KPOBM M arperamuu TPOMOOLMTOB, OOpa30BaHUEM B HEM
TpoMOWHA, aKTUBAIIMEH U UCTOLICHUEM IIa3MEHHBIX (DEPMEHTHBIX CHCTEM (CBEPTHIBAIOILEH,
KaJUTMKPEHH-KUHUHOBOW, (UOPHMHONUTUYECKOM W Apyrux), oOpa3oBaHMEM B KPOBHU
MHO)KECTBA MHKPOCTYCTKOB W arperaTroB KJIETOK, OJOKHPYIOIIMX MHKPOLMPKYJISLIUIO B
OpraHax, 4To MPUBOAMT K PA3BUTHIO TPOMOOTreMopparuii, THIOKCUH, allu103a, AUCTPOGUN U
ri1yOoKOM MUC(YHKIUN OpraHOB, MHTOKCHKAIIMKA OPraHW3Ma MPOJayKTaMH OSJIKOBOTO pacraja
U JIPYTMMH METaOONWTaMH W HEPEIKO K BO3HUKHOBEHHIO BTOPHYHBIX MPOQY3HBIX
KPOBOTECUECHUH.

MEXAHU3MbI AKTUBAIIUM 1 MHI'MBUIINU
CUCTEMbI 'EMOCTA3A

XKunkoe cocrosiHME KpOBH B CHUCTEME ILMPKYJSALUU SBISETCS HEOOXOAMMBIM
YCIIOBUEM JKU3HEJEATEIILHOCTH BCEX OpPraHOB M TKaHEH. AJEKBaTHas peoJiorus KpOBU
oOecrieunBaeTcss TapMOHUYHBIM B3aWMOJIEWCTBUEM BCEX KOMIIOHEHTOB I€MOCTa3a, B TOM
YlCclI€  COCYIUCTO-TPOMOOLMTAPHOIO,  KOAryJSIUOHHOIO,  AHTUKOAryJALMOHHOTO MU
(GbuOPUHOTUTUIECKOTO.

OHJOTENNANIBHBIM COCYIUCTBI MOHOCIOW, HMMEIOIIMNA OTPULIATEIbHBIA 3apal H
MOKPBITBI CHUJIMKOHOBBIM TJIMKOKAJIMKCOM, HCKJIIOYAaeT BO3MOKHOCTb aIre3ud K HEMY
(OPMEHHBIX 3JIEMEHTOB KPOBU M MPEMATCTBYET KOHTAKTy CBEPTHIBAIOIIMUX (HAaKTOPOB U
CcyOsHIOTENMANBHBIX CTPYKTYp - KoJuiareHa, AJI®, kotopele sBistoTcs aktuBaropamu XII b
XI ¢aktopoB cBepThiBaHMs. Kpome  TOro, »HIoTeNMi NPOAYLUPYET CAaMbI MOIIHBIH
aHTHarperaHT — NPOCTAUUKINH, a Takke aHTuTpomOuH III W TKaHEeBOW aKTHUBATOp
I1a3MuHoreHa. JluckoBuaHas ¢opma M OTpULATENIbHBIN 3apsa TPOMOOLMTOB CO3AAIOT
YCIJIOBUS U1 UX B3aUMHOTI'O OTTAJIKMBAHMS C SHAOTENNAIBHONU BBICTHIIKOM COCYyAa.

AKTHUBHOCTh KOAryJILIMOHHOTO TeMocTasa, npeacrasienHoro I — XIII ¢axropamu
CBEPTHIBAaHUSI KPOBHU, KOHTPOJIUPYETCS aHTUKOATyJISIHTHON cUCTeMOM: aHTuTpomMOuHoMm III —
rernapuHoM , nporenHamu C u S.

OuOpUHOIUTHYECKAs CUCTEMA KPOBU 00ECIIeUrBaeT yIaJeHUe U3 COCYAUCTOrO pycia
¢ubprHa mocie BBIIOJIHEHUS MM remocratudeckod (ynkumu. CoxpaHHas CTpPyKTypa U
(GyHKIUS BCEX KOMIIOHEHTOB I'€MOCTa3a HOPMAaJIbHYIO TE€Ky4eCThb KPOBU BO BCEX OTJENIax
KPOBEHOCHOTO pyClIa.

JIroboe TNOBpEeXJEHHE COCYIUCTOM CTEHKHM NPUBOJUT K OOpa30BAHUIO CTYCTKa,
3aKpBIBAIOLIETO MECTO MopaxeHus. OcTaHOBKAa KPOBOTEUEHUS NIPU HAPYLIEHUH LETOCTHOCTU
COCy/la HAUMHAETCS C COCYAUCTO-TPOMOOLIMTAPHBIX PEaKIUI.

AKTHBaUMsl  CHCTeMbI IeMOCTa3a  MPEACTaBIAET COOOM  COBOKYIHOCTb
IIOCJIEIOBATENBHBIX 3TANIOB, B KOTOPBIX Y4aCTBYIOT KJIETKH KPOBH, PA3JIMYHBIC aKTHBATOPBI,
UHTUOUTOPBI CBEPTHIBAHUS KPOBU M cUCTeMa (UOPHHONIN3A.



I'emocraz  ocymecTBisiercss NOyTEM  B3aUMOJECWUCTBUA  TPEX OCHOBHBIX
(YHKITMOHATEHO-CTPYKTYPHBIX KOMITOHCHTOB:
-COCYOUCMOU CIMEHKU U, npedcoe 8ce20, IHOOMENUsL,
-K/IeMOYHBIX INEMEHMO8 (0COOYI0 POJib USPaom mpomooyumaol),
-NAA3MEHHBIX (haKmopos u Koghaxmopoes ceepmuleanisi KpOo8U, d MAaKice UX UHSUOUMOPOS.

IlepBUYHBI WJIH  COCYIMCTO-TPOMOOLMTAPHBI  remocrad  oOecrieyuBaeT
OCTaHOBKY KpPOBOTEUYEHMsI M3 COCYIOB MHKpPOLUPKYJsATOpHOro pycna. [locrne HapymieHus
LEJIOCTHOCTU dHAOoTenusl (TOJ BIUSHUEM aJpeHajJuHa U CEPOTOHHMHA) MPOUCXOIUT
COKpaIlleHHE TOBPEXAEHHOTO M COCETHMX KPOBEHOCHBIX COCYIOB.. Pa3BuBaroTCs cepuu
CIIOKHBIX PEaKIUH CO CTOPOHBI TPOMOOIIMTOB W KOMIIOHEHTOB COCYIWCTOH CTCHKH, B
pe3yiibTaTe KOTOphIX obpaszyercs “TpoMmOoruTapHas nmpodka”. Ilpu dopmupoBanuu TpomoOa
BBIJICTISIIOT CJIEAYIOIINUE CTaAUU:

-aKTHBaLUS TPOMOOLIMTOB M MX anare3ust (MPUJIIMIIAHUE) B 30HE MOBPEXKICHHUS K
KOJUTATEHOBBIM ~ BOJIOKHAM H K aJre3WBHBIM O€lKaM CyOdHIOTENHs MOCPEICTBOM
crienu(pUIecKuX perenTopos;

-arperanusi (CIUMaHUE MEXIY co00il) TPOMOOIIMTOB, OMpPENENSIOMIAsICS pPeaKIHei
BBICBOOOXKICHUS — CEKPEIHS |

-YIUIOTHEHHE TPOMOOIIUTaApHOTO TpoMOa.

AKTHBAaTOpOM  TPOMOOLIUTOB  SIBJISIETCA KOJUIareH,  HaxoJsIuiics B
CcyOsHAOTENMATBFHOM CJIO€ COCy/a, a Takke aapeHanuH , TpomOuH, ®AT, mpoTeasbl, HOHBI
KaJbLUA U JIP.

AAre3ust TPOMOOIIMTOB MNPOMCXOJUT 3a CYET MPHUCYTCTBUA Ha SHAOTETUAIBHBIX
KJIETKaxX, TPOMOOIIUTAX, CyOIHAOTEIINH | B IJIa3Me KPOBH KOMIUIEMEHTApHON YacTH (pakTopa
BunneGpanna. [lpu 5ToM TpOMOOLKTHl YBEIMUMBAIOTCS B TUAMETPE U PACIUIaCTHIBAIOTCS Ha
MOBEPXHOCTU TOBPEKEACHUS. AAre3us YCHUIMBACTCS TaKXKe 3a CUET AJIEKTPOCTATHUECKOTO
B3aUMOJICHCTBUS MEXY TPOMOOIIMTAMHU U TOBPEXKAEHHBIM SHAOTEITHUEM.

W3  aareswpoBaHHBIX ~ TPOMOOIIMTOB  BBICBOOOXKIAETCS  aJeHO3uH-nudocdar-
BaXHEHIINN MHIYKTOp UX MEPBHYHON arperaumu (CaunaHue TpPOMOOLUTOB MEXAY COOOM).
Arperanusi TPOMOOITUTOB SIBIIIETCS OOpaTUMOM 10 TeX IMOp, NMOKa KJIeTo4Has MemOpaHa
TPOMOOLIUTOB OCTA€TCsI OTHOCUTEILHO WHTAaKTHOW. B mporecc BoBiekaroTcss BCE HOBBIE
TPOMOOIIMTHI, HO CBSI3U NMPOYHON MEXIYy HUMHU HET M YaCTh U3 HUX CMBIBETCSI TOKOM KPOBH.
[Ipomiecc arperamuu BBI3BIBACTCS M IMOJICPKUBACTCS BCEMH AaKTHBHBIMH BEUIECTBAMH,
BBIJICJIIIONIMMUCS B OOJACTH TOBPEXKIEHUS (M3 TPOMOOIMTOB, (DOPMEHHBIX JJIEMEHTOB
KPOBH, DJHIOTEIUOLMTOB). ATrperarbl yBEIMYMBAIOTCA B pa3Mepax, YIUIOTHSIOTCS,
TPOMOOLIUTHI AKTUBUPYIOTCS M BCTYMAIOT B PEAKIUIO BBICBOOOXKICHUS OUOIOTUYECKU
AaKTUBHBIX BELIECTB (TpoMOoLUTapHas cekpelus). BreicBoOOXkaaeMble BellecTBa BIUSIOT Ha:

-KpOBEHOCHBIE COCY/IbI (CEPOTOHUH, aipEHATNH, HOPAJAPECHAIINH);

-arperanuto (AID, B-tpombornoOymun, TXA));

-nipouiecchl cBEpThIBanusA: PF-3 (TpomMOommTapHBIi TPOMOOIUIACTHH, COEPKAIIUICS B
KJICTOYHOW MeMOpaHe, UTPaIoUINil KPUTUYECKYIO CBS3YIOLIYIO POJIb MEXKIY TPOMOOIIMTOM U
1a3MeHHBIMU (hakTopamu cBEPTHIBaHUs), PF-4 (anTurenapun);

- yCUJICHHE aAre3uu U HeoOpaTUMOH arperanuu (CUHTE3 MpOoCTarjaHIuHOB);

- peTpakiuio GUOPUHOBOIO CryCTKa (KOHTPAKTUIIbHBIE OEIIKH).

Brinenenue B KpoBb TKAHEBOTO TPOMOOTUTACTHHA BBI3BIBAET OOpa3oBaHuE (B MpoOIEcce
aKTUBAllMM TIJIa3MEHHOTO TeMOCTa3a) MalblX 03 MpoMOuHa - BTOPOTO MOIIHOTO
arperupyromniero areHra, OOeCNeYMBAIONIET0 CTOHKYI0O BTOPHUYHYI0 (HeoOpaTHMYIO)
arperaumio, Kotopas 3aBeplIaeTcsi BSI3KUM MeTtamopdo3zom. Ha cramuum HeoOpaTtumoit
arperaiyy arperaTbl CTAaHOBATCS HEMPOHHUIIAEMBIMU JUUIsl KPOBU M Kak Obl ‘‘3aredaThiBaioT”
nedexkt cocyma, oOpasymoielics — TpomOomuTapHOoW — mpoOkoi.  Takum  oOpazom
OCYUIECTBIISIETCS “IepBUYHBIN” reMocTas.

B nanpHeimemM mpoucxoauT yKperieHne TpomOa BolokHamMu ¢GuOprHA (KOHEYHOTO
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NpOAyKTa TUIa3MEHHOTO TEeMOCTa3a) M YIUIOTHEHHE €ro 3a CuéT peTpakluu CTyCTKa,
Omaromapss mpombocmenuny (pempakmos3umy - COKPAaTHUTEIbHOMY O€JKY, BBIICISIOMIEMYCS
U3 TPOMOOILIUTOB).

Jnst  o0pazoBaHHS KOAZYAAUUOHHHO20 Mpomda HEOOXOANMO B3aMMOACHUCTBUE
IUIa3MEHHBIX, TPOMOOLIUTAPHBIX U TKAaHEBBIX (DAKTOPOB.

[Iponiecc koarymsuuu MpencTaBisieT coOoi (pepMEeHTaTHBHBIM Kackal, B KOTOPOM
KaX/IbIi TpeAmecTBYIOUHA (akTop (MIPOKOATyJSHT) MPEBpALIacTCs B aKTUBHBIA (epMEHT,
MIOCJIEIOBATEIFHO aKTUBUPYIOIMIMKA cleayommid npodepmeHTt. B Hopme TI1a3MeHHBIE
(axkTOpbl LUPKYJIUPYIOT B KPOBOTOKE B (JOPME HEAKTUBHBIX IPO’H3MMOB MM HEAKTHBHBIX
kodakTopoB. Ilpu 3amycke mporecca KoaryJsluu, 3a CU€T HPOTEOJIM3a MPOUCXOIUT HX
aKTUBalMA. AKTHBHUPOBAaHHBIC HH3UMBI, SBISSICH CEPUHOBBIMHU  IPOTEa3aMH, CaMu
AKTUBHPYIOT TOCIEIYIOIINE 3BEHbS Kackaja. AKTHBHPOBAHHBIC KaTalM3aTOPBI, HE 00anas
CaMOCTOSTEIIbHOW YH3UMATUYECKON aKTUBHOCTBIO, UTPAIOT POJIb KO(EPMEHTOB.

@axropsr 11, YII, IX, X, XI u XII sBusrotcs pepmenTamu (mposH3UMaMu); (PaKTOPsI
Y u Ylll-yckopurensimu peakuuii (katanuzatopamu), ¢akrop | oTHocuTcs k cyOcTpaTam
(stByISIETCS aMUHOTpaHChEpa3oi) .

B koarynsimoHHOM reMocTase BbIICNIAIOT TPU MOCIE0BATENIbHbIE CTaIUN:
-00pa3oBaHue “MPOTPOMONHA3ZHI”;

-o0pa3zoBaHue TpoMOUHa;
-o0pa3zoBanue (HpuOpHHA.
Cy1ecTByIOT J1Ba IMyTH 00pa30BaHMs MPOTPOMONHA3EI - BHYTPCHHUIN ¥ BHEIITHHIA.
Puc. 1

BHYTpeHHHMI NyTh: aKTUBAIMs MPOLIECCOB CBEPTHIBAHUS KPOBU HAUMHAETCS IMOCIE
MOBPEXJCHUA COCYJa, KOrJa KOMIIOHEHTBI, NMPHCYTCTBYIOIIME BHYTPH COCYyNa, BXOAAT B
KOHTAKT C YYJICEPOOHOU NOBEPXHOCHbIO, HAIPUMEP, C KOJUIATCHOBBIMU BOJIOKHAMU
CcyOdrHIOTEMHANBHOTO cllost. D10 mpuBoauT K aktuBanuu ¢p. XII (dakropa Xaremana wim
¢dakropa koHTtakra). [loMmumo 3toro aktuauus (.XII MokeT oCcyHIeCTBIATbCA MyTEM €ro
(epMEHTHOTO pacIlleIUICHHs KAJUIEKPEUHOM, IJIa3MUHOM WU IpYTHMMHU IPOTEa3aMu.

KonTakTHas akTHBaIus NpUBOIUT K mociuenoBatensHoi aktuBauuu ¢.XI, ¢.IX, ¢.X.
Kommnexe ¢.Xa. ¢.Y, pochonunumsoB 1 HOHOB KanbLus Ha3bIBACTCS “IPOTPOMOMHA30M ™.

BHemrHuii MeXaHHM3M: IIPOLECCH CBEPTHIBAHMSA KPOBH I10CIE IOBPEKICHUS CTEHKHU
cocy/ia aKTUBUPYIOTCS BEIIECTBAMHU, KOTOPBIE B HOPME HAXOOAMCS 8HE COCYOUCHO20 PYCld T
BBICBOOOKIAIOTCS B KPOBH TP MOBpEXACHUH dHAO0TETUs . OOpa3oBaHue “mpoTpoMOMHA3HI’
IpU 3TOM HAUYMHAETCs C MONAJaHUs B KPOBb MKAHEB020 (pakmopa B BUJE JUMONPOTEUIHBIX
OCKOJIKOB (B cocTaB KOTOpbIX BxoauT amomporeuH III m dochomunun), obmamarommx
NPOTEa3HOI aKTUBHOCTHIO. OmpeneniéHHOe 3HaUeHNE B BRICBOOOXKICHUN TKAaHEBOTO (pakTopa
NPUIIUCBIBACTCA HUTOKUHAM (MHTepielkuHaM 1 u 8, hakTopy HEKpo3a OIyXOJIH U IpyTHe).

AKTHUBHBIN TKaHEBOU (akTop 00pazyer xomniekc ¢ npoxousepmuom (¢p.YIl), uonamu
Kkanoyusa u ¢ocgorunudoamu, KOTOpHIA  nanee axkTuBHpyeT ¢.X ¢ oOpazoBaHHEM
“npoTpoMOMHA3HI .

AxTuBanus npouecca CBEPTHIBAHUS M0 BHELIIHEMY IIyTH KOpOY€ BHYTPEHHETO, HO 3TH
JIBA MEXaHM3Ma TOJBKO TIIPH COJAPYKECTBEHHOM (YHKIMOHHUPOBAHUU OOECIIEUHBAIOT
JIOJKHBIN YPOBEHb I€MOCTa3a.

“IlporpombuHa3za” pacmeruiier nporpomoObun (¢.II) 10 TpomMOMHA - OCHOBHOTO
dbepMeHTa KOaryJsSIIHOHHOTO KacKana (emopas cmaous ceépmouleanust kposu). TpoMOWH
OKa3bIBa€T MHOTOCTYIIEHYATOE BIMSHUE HA T€MOCTa3:

-pacuienisier pudbpuHOreH A0 hudpurHa,

-TIPEMATCTBYET OOpa30BaHMIO HOBBIX MOPLUH TpoMOMHA NYTEM pacUIeTICHUS
IpOTPOMOMHA 710 HEAKTHUBHOM (POPMBEI,

-aktusupyet ¢.XIII,

-MHIYLUPYeT arperauuio TpOMOOLIUTOB U PEaKLUIO BBICBOOOKICHHUS.

TpeTbsi cTagusl KOaryJsIIMOHHOTO Kackaia - obpasosanue ¢ubpuna. ITOT MpoLece
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OCYUIECTBIISIETCS IOATAITHO:

-BHavaJie 1MoJ| BIUsHUEM TPOMOWHA 00pa3ytoTcs puOpruH-MOHOMEDHI;

-3aT€M OHHM TOJHMMEPU3YIOTCS U oOpa3yercsi pacTBOPUMBIN (UOPHH-TIOIMMED,
YyBCTBUTENBHBIN K MJIA3MUHY;

-nanee CTaOMIIM3UPYETCsl PacTBOPUMBIA (UOPHH TOJ BIMSHHUEM AaKTUBHPOBAHHOTO
TPpOMOMHOM (UOPUHCTAOUITUZUPYIOMIETO, B PE3yJIbTaTe YETO IOIYYaeTCS Hepacmeopumblil
Gduopun.

[Tocne crabmwnmuzanuu ¢ubpuna (B Teuenun 10-30 wmuHYT) 0Opaszyercs
eemocmamudeckuli mpomo6, COCTOSIIINN U3 HepacTBOPUMOro (pUOpUHA U JIEMEHTOB KPOBH.

PenapanyionHsle mnpoueccbl B MECT€ TpaBMbl OCYLIECTBIISIOT 3HIOTEIUAJIBbHBIN
(GUOpPOHEKTHH U TPOMOOLIUTAPHBIN (PAaKTOP pocTa.

Kak B mo0oit pepMeHTHON CHUCTeMe, B CHCTEME I'eMOCTa3a UMEIOTCS WHIHOMTOPBI
AKTHBMPOBAHHBIX (AKTOpOB CBEPTHIBAHUS KpoBU. VX 1elicTBME HampaBleHHO Ha
NPEOTBPALIEHHE YPE3MEPHOIO PACHPOCTPaHEHUs Ipolecca TpoMOooOpa3oBaHUs U
reHepaiu3aly CBEPTHIBAHUS KPOBU B OpraHU3Me.

Cy1ecTByeT /iBa OCHOBHBIX MEXaHU3Ma MHI'MOMPOBAHMSI CBEPTHIBAHUS KPOBH.

1. Komnnexc AT-Ill-eenapun. T'emapuH CyHIECTBEHHO YBEIUYHBAET CKOPOCTH
WHaKTHBAIMK aHTUTpoMOMHOM-III TpomMOuHa u akTopa Xa (HemeyIEeHHOE MHTHOUPOBAHUE).
B stom ciayuyae obpa3zoBaHue (hpUOPMHOBOTO CTyCTKa, KaK MpPaBHIIO, HEBO3MOXKHO U KPOBb
ocTaéTcs B KHUJAKOM COCTOSHUHM. AHTHUTpoMOMH III mepeBoAMT B HEAKTHBHOE COCTOSHHE
TpomMOuH 1 pakrop Xa.

2. Tpombomooyrun-npomeun C-npomeun S. ITlporemn C, B CBOW0 ouepeb
aKTUBUPYEMbI TPOMOHHOM (KOTOpBIN  CBSI3BIBAETCSI € TPOMOOMOAYIMHOM-O0EIKOM
SHJIOTEIMATBHBIX KJIETOK), MpeBpamaeT akTuBHbIe ¢akTopsl Y W YIII B MX HeakTHBHBIC
¢dopmbl. Ilporenn S (zmelicTByeT Kak KO(aKTOp)-3HAUUTEIbHO YCKOPSIET CBSI3bIBAaHHUE
aKTUBUPOBAHHOr0 npoTenHa C ¢ MOBEPXHOCTBIO SHIOTEIUAIBHBIX KJIETOK M TPOMOOLUTOB,
/i€ IPOUCXOUT MpoTeonuTudeckoe paciervieane Ya u Yllla gpakropos.

3a pacTtBopeHue (UOPHUHOBOIO CryCTKa OTBETCTBEHHa cucreMa (puopuHom3a. B
pe3ynbpTare (pepMEHTATHUBHBIX PEAKIUil M3 LUPKYJIHPYIOIIET0 HEAKTHMBHOTO IUIa3MHUHOTEHA
nox paeiicteueMm creuugpuyeckux axktuBatopoB (TAII-I u II TumoB) oOpasyercs riiaBHbII
POTEOINTHYECKU ((GUOPUHOIUTUIECKH) aKTUBHBIA (epMeHT - miaazmMuH. CyOcTtpatom s
mia3MuHa (OCHOBHOTO (pepMeHTa (prOpuHONIM3a) U ABISAETCS KOHEUHBIN MPOAYKT IMpoIiecca
CBEPTHIBAHUS KpOBU-puoOpun. OH nusupyeT Takxke GuOpunoreH, ¢pakropsl kposu (Y, 1), n
nenelid  psaxg  Apyrux OenkoB. Hamo oTMmeruTh, 4YTO akTHBamMA (PU3UOJIOTHUYECKOTO
bubprHOIM3a BO3MOXKHA IocpecTBoM (pakTopa Xaremana (. XII).

K ocHOBHBIM  uHruoburopam  GUOPHHONM3a  OTHOCATCA  Oly-aHTHUIUIA3MUH,
CHUHTE3UPYEMBIH NEUEHbIO, 1 WHTHOUTOpP aKTUBATOpPA IUIA3MUHOTEHA YHAO0TEIHAIBHOTO THIIA
(PAI-1), xoTOpbIil MHAKTUBUPYET KaK TKAHEBOM, TaK M YPOKHMHA3HBIM THUIIBI aKTUBATOPOB.
OHu nipeaoTBpanialoT 0€CKOHTPOIbHBIN (huOpuHOIN3. [lomaBmmii B UPKYJISAIMIO CBOOOTHBIN
IUIa3MUH ~ 00pa3yeT ¢  O-aHTUIUIA3MUHOM  HEAaKTUBHBIA  KoMmiuiekc. [lostomy B
(U3MOIOrMYECKUX YCJIOBUAX CBOOOJHBIM IJIa3MUH MPAKTUYECKH HE OOHApY’>KUBAETCS.
[ToBblIEHHOE COJEpKAaHWE HMHTUOUTOpa AaKTMBATOpa IUIA3MUHOI€HA, CHHTE3UPYEMOIo
KJIETKAMHU COCYJIUCTOTO JHAOTENMs, CBS3aHO C TPOMOOTHYECKHMMM HPOSIBICHUSIMH,
OTIaCHOCTBIO BEHO3HBIX TPOMOO30B.

B mpomecce mnporeonmmsa ¢ubpuHa W (GUOpPHMHOTEHA IUTA3MHHOM  OOpPa3yIOTCs
MHOTOUYHCJIEHHbIE MPOAYKTHI jAerpaganuu ¢uOpuHa/(puOpuoreHa W HMX KOMILIEKCHI.
Pacmennenue minazMuHoM GuOpuHOTeHa oOpasyer paHHuE - X U Y (parMeHThI, a TaKxKe
no3nuue - D u E ¢parmentst. [Ipu nerpapanuu ¢ubpuHa nosBisioTcs Tak Ha3blBaeMmble D-
JUMEPBI, KOTOPbIE HE pa3pylIaloTcs MOJ ACUCTBHEM IlIa3MUHA. PacTBOpHMBIE KOMIUIEKCHI
¢ubpun-monomepoB (PK®M) sBusitoTcss Mapképamu BHYTPHCOCYIHCTOTO CBEPTHIBAHUS
KpPOBHU Ipu TpoMOo03ax, TpoMOodIMbonusix, IBC-cuaapomMax pa3imyHOTO TeHe3a.



Bo3Hukaromue npu pa3iaMuYHBIX COCTOSHHUSAX OpraHM3Ma HAPYUIEHHMS CHCTEeMbI
reMocTa3a MOTryT OBbITh TNPUYUHON ecemoppaeuti WM, HAO00OPOT, TMATOJIOTHYECKOTO
BHYTPUCOCYIUCTOTO  mpomboodpazosanus. KpoBOTOUMBOCTH MOXKET BO3HHKATh IPHU
BPOXKACHHBIX U TPHUOOPETEHHBIX TPOMOOIMTONEHUSX W HAPYHICHUSIX T€MOCTaTHYECKUX
GYHKIUH TPOMOOLMTOB, TPH CHW)KCHUU COJCPKAHUS ¥ MOJEKYJSIPHBIX HApYyIICHUSIX
TUTa3MEHHBIX ()aKTOPOB CBEPTHIBAHUS KPOBH, NMPH W30BITKE IIa3MEHHBIX aHTHKOATYJISTHTOB U
NaTOJIOTUYECKMX HWHTMOMTOPOB, a TaKXke TMpH TMEepeo3UpPOBKE aHTHKOATYJISHTHBIX,
AHTHArpeTaHTHBIX ¥ (PUOPHUHOIUTUYECKUX MPENapaToB.

[TaTonorunyeckoe TpoMO00Opa3OBaHNE MOKET BO3HUKAThH MIPU YPE3MEPHOI aKTUBALIUHU
Tr000T0 3BeHA reMocTasa (Ipu BEIOPOCE B KPOBH OOJIBIIOTO KOJIMYECTBA OMOTCHHBIX aMHHOB,
MOBPEXACHUN 0a3anbHON MEeMOpaHbl SHIOTENHS, MOSBICHUH B KPOBU PA3JIMYHBIX TOKCUHOB U
T.1.), TIPU HETOCTATOYHOCTH aHTUKOATYJISTHTHOTO 3BeHa reMocTasa u (uOpHuHOIM3a.

Takum 00pa3oM, COCYAMCTO-TPOMOOIIMTAPHBIM M  KOAryJsLUOHHBIA T'eMOCTa3
COCTaBISIIOT €AMHYI0 CHCTEMY, pa3JeleHHEe KOTOPOM Ha COCTaBIAIOIIME YCIOBHO U
UCTIONIB3YETCSl ISl JIyYIIero TMOHMMAaHUS @U3UOI0CUYECKUX MEeXAHU3MO8 W BO3MOYKHBIX
namono2ud4ecKux HapyuleHuu.

Codepofcauue RpPpOMEUHO8 CUCHIEMDBL cemocmasa 6 njiaime

Komnonenm Monexkynapuovii Codeporcanue Cooeporcanue
6ec 6 naasme 6 naasme
MK2/M MK2/MOJIb
®ubpunores (I) 330.000 3000 9.09
[Tporpom6uH (II) 72.000 100 1.388
dakrop Y 330.000 10 0.03
dakrop YII 50.000 0.5 0.01
®akrop YIII 330.000 0.1 0.0003
®akrop [X 56.000 5 0.08928
®axTop X 58.800 8 0.13605
dakrop XI 160.000 5 0.031
®akrop XII 80.000 30 0.375
®akrop XIII 320.000 10 0.03125
IIporenn C 62.000 4 0.0645
[Iporeun S 69.000 10 (cBoGonubIif)  0.1449
[IpekammkpenH 86.000 50 0.5814
BMK 110.000 70 0.6363
OubpoHeKTHH 450.000 300 0.6667
AT I 58.000 290 5
[TnasmuHOTEeH 90.000 216 24
YpoxkuHasa 53.000 0.1 0.001887
Kodgaxrop renapuna II 66.000 90 1.3636
Anbda 2 aHTHIIIa3MUH 63.000 60 0.9524
Nuru6urop nporenna C 57.000 4 0.0702
Anbda 2 MakporiaoOyIuH 725.000 2100 2.8966



ITHOJIOI'UA A BC CHHAPOMA

[Ipu pa3ButuM cUHIpPOMa JUCCEMMHMPOBAHHOI'O BHYTPUCOCYIMCTOIO CBEPTHIBAHUS
UMEEeT MECTO IaTOJOrMyecKas aKTHBAallUs CHUCTEMbI Ie€MOCTa3a B OTBET Ha KOTOPYIO
BKJIIOYAETCS] KOMIUIEKC 3alIMTHO-IPUCHOCOOUTENBHBIX MEXaHU3MOB, KOTOpPbIE CTAHOBSTCS
YpE3MEPHBIMU U SABIISAIOTCSA MPUUNHOM MOCIEIYOIMINX NaTOIOTMYECKUX N3MEHEHUM.

OcHOBHBIE MeXaHM3MBbI ATOJOTHYECKOH AKTHBALMHN reMoCcTa3a

1) AkTHBaLUs KOArYJISIIMOHHOTO 3B€HA MO0 BHEIIHEMY ITyTH BCJIEACTBHE MACCUBHOTO
HOCTYIIJICHUSI B KPOBOTOK TPOMOOIIIIACTUHOIIOJOOHBIX CyOCTaHIIUMA:

*I0KH: CENTUYECKHH, TPaBMAaTHYECKUH, 0KOT'OBBIN, reMopparu4ecKui,
JIEKapCTBEHHBIN H JIp.

*  XUpypruyeckue BMeLIaTeIbCTBA Ha IAPEHXMMATO3HBIX OpraHax (Me4yeHb,
IpeJCTaTeNbHas, II0HKEITy 10UHAsL JKENE3bI);

*aKyliepckasi MaToJorus: NOoCTabOpPTHAsI CENTULIEMUS], MPEKIECBPEMEHHAs OTCIIONKa
IUTALICHTBI, PY4YHOE  OTJAEJECHUE IUIALlCHThl, BHYTPUYyTpOoOHas rubensb Imioga, sMOosus
OKOJIOIUIOZAHBIMU BOJIaMH, TSDKEJBbIH IecTo3 OEpeMEHHBIX, JKJIaMIITHYeCKas KOMa, pa3phiB
MAaTKH, KECApEBO CEUEHUE;

*OCTpBIN TAHKPEATHT;

*MaccHUBHBIE TeMOTpaHC(y3uH W pernH(]Yy3uu KpOBH;, BBEICHHE TE€MOIIPENapaTosB,
CoJIepKalX aKTUBATOPbI (PAKTOPOB CBEPTHIBAHMUS;

*3710KayeCTBEHHBIE OMyXOoNMu (0COOEHHO MeTacTa3HpyloIue), JIEHKO3bl (OCTpBIN
MUeNno0IacTHBIN Jieiiko3 M 3 BapuaHT);

**MacCUBHBIC TPABMBI;

*0jxoroBast 00JIE3Hb.

2) AKTuBAIMs KOAryJSIIIMOHHOTO 3B€HA T'€MOCTa3a 10 BHYTPEHHEMY ITyTH BCIIEICTBUE
MOBPEXACHUS SHAOTEIHSI COCYIUCTON CTEHKHU:

*nHpexnnn, 0COOEHHO, TeHEPATN30BaHHbBIE, CENTHYECKUE COCTOSTHHS.

*reMopparuueckue JIMXOpajaKH;

*3aTsHKHBIC TUIIOKCHUU,

*XpoHHUECKasl MoYeyHasi HeI0CTaTOYHOCTB;

*CHCTEMHBIC 3a00JI€BaHMUS;

*reMopparuueckue BaCKyJIUTHI.

3)Ipuyunsl, 6 pesyrbmame KOMOPbLIX 6 KPOBOMOK nonadaiom cyocmaHyuu,
codepoicawyue 2eMoKoa2yIupyrowue eujecmead, OKasvlearuue HenocpeoCcmeeHHoe Oelcmeue
Ha NPOmMpoMOUH U pudpuHoen:

*OTpaBJI€HUs] T'€MOKOAryJUpYIOLIUMU 3MEUHBIMU sJIaMHU, $JaMU  HAaCEKOMBIX;
OTpAaBJICHUS] XUMUUYECKHUMH SIJJAMU U TIpOYee.

Ileppoe mecto cpenu mnpuuMH, BbBbBatomux JBC cunapoM, 3aHuUMaroT
reHepanu3oBaHHble  MH(ekmuu  (OakTepualbHble M BUPYCHbBIE),  CENTHIIEMUH,
MMMYHOKOMIJIEKCHBIE MTPOLIECCHI, TATOJIOTUSI OEpEMEHHBIX.

YacTeIMUM NpUYMHAMHU Pa3BUTUSA JAHHOTO CHHAPOMA SBISIIOTCS  AMPO2EHHbIE

8030eticmausi:
-JIeYeHUE TMpenapaTamMH, BbI3bIBAIOIIMMH arperanyio TPOMOOLMTOB, MOBBIIAIOIIMMU
CBEPTHIBAEMOCTh KpPOBH, Ipenaparamu AeGpUOpUHUPYIOIIEro AEHCTBHs, NpenapaTami,
CHIDKAIOIIMMHU TTPOTUBOCBEPTHIBAIONINI 1 (PUOPUHOTUTHYECKUI MOTEHLIMAT KPOBH, a TaKXe
JUINTEIbHAs! UICKYCCTBEHHHAs! BEHTUIISILIMSL JIETKHX.

ITATOI'EHE3 /1B C-CUHAPOMA

OcHoBa maroreHe3a CHHIpPOMa  JUCCEMHMHHMPOBAHHOTO  BHYTPHCOCYJHCTOTO
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CBEPTBIBAHUS 3AKIIOUACTCA 8 271Y00KOU OUCHYHKYUU BCEX 36EHbE8 CUCMEMbl 2eMOCmasd,
KOTOpasi XapakTepHU3yeTCs IMOCIEIOBATeIbHON WX akTuBaluend W ucromieHuem. [lo stou
npuyuHe mpoucxoautT cmeHa ¢a3 JIBC-cuHApomMa OT THUIEPKOATYNALUA U BBICOKOM
CIOHTAHHOM arperanuu TpoMOOIIMTOB B Hayalle 0 MEPEXOAHOTO MepHoa U MOCIeaAyIoen
IyOOKOM — THUIOKOAryysiuM,  BIUIOTb O  IIOJIHOM  HECBEPTHIBAEMOCTH  KPOBH,
TPOMOOLIUTONIEHMH B KOHIIE. Y>K€ Ha paHHUX JTamnax OOHapy>KMBAETCS HCTOILECHUE HE
CTOJBKO ()aKTOPOB CBEPTHIBAHUS, CKOJBKO BAKHEUIINX (PU3NOTOTHUYECKUX aHTUKOATYISTHTOB-
IMIPC u S, ATIIL, u op. Henpeccusi GU3MOIOTHUECKUX AaHTHKOATYJISIHTOB TEM 3HAUMUTENIbHEE,
yeM Tskenee JIBC. Ona 00roHsieT CHUKEHHUE COJIepKaHUs TPOKOATyJISTHTOB.

OTU HapylIeHHUs BMeCTe€ C TPOMOHMPOBAHMEM MHUKPOCOCYJOB OpPraHOB W TKaHEH,
noTpelIeHueM KIJIETOK KpoBH, kieTok POC M TpoMOOLMTOB HMEIOT IEPBOCTENIEHHOE
3HA4YCHUE B Pa3BUTHUHU CTa3a, TUIIOKCUU M TITyOOKOH TUCPYHKLIUU U JUCTPOPHU OPraHOB,uTO
IPUHATO Ha3blBaTh CHHJPOMOM MHOXKAILEHCS OpPraHHOM HECOCTOSITENbHOCTU. B mepByro
odepelb CTPAJaroT OPTaHbl C XOPOIIO Pa3BUTOM COCYJIUCTOM CEThIO: JIETKUE, TOYKH, IEYEHD,
I[MHC, nagnoueunuku. [Tatomopdororndeckas KapTHHA B HUX XapaKTepHU3yeTcs MpU3HAKaMu
TPOMOOTHUYECKHX U TeMOPPAarHyecKUX MOBPEXICHUNA: 00HAPYKUBAIOTCS YYaCTKHU WIIEMUHU H
KPOBOU3JIUSHAMN.

B xnunuke npencraBieHHble MexaHu3Mbl JIBC-cuHapoma, Kak MpaBuiio, COYETAOTCA
Mexay coboit. [lo TeueHWIO BBIOENAIOT OCTPBIA (TFeMOpparuueckuii), MOAOCTPHIA U
xponuueckuil. JleranpHocTh npu pasButuu octporo /JIBC-cunapoma coctasiser 30-50%.
IIpouecc HOCUT CTanAMIHBIA XapakTep, MPOSABISIOMIMICA 3aKOHOMEPHBIM HW3MEHECHUSIM
COCTOSIHUSI CUCTEMBI F€MOCTa3a: aKTUBAIMS HA HAYaJIbHOM 3Tarle, MociIeAyIolle MoTpedieHne
¢dakTopoB, 3aBepIIAOIIEECS UCTOIICHUEM CUCTEMBI.



MoEpeR OeHe DHOOTeTkH, - TOKCHHEI
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Puc. 2 Tlarorenes octporo ABC-cunapoma. CocTOsIHUE CUCTEMBI reéMOoCTa3a:
A — aktuBanus , B — morpebnenue, C — ucromenne. CK — cucrema xommnumenta, KKC —
KAJUTUKPEUH-KMHUHOBAs CUCTEMA,
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B pamkax octporo, mogoctporo u xpouudeckoro teuenus JIBC — cunapoma coriiacHo
kiaccupukaun M.C.Mauyabenn MOKHO BBIICIUTh YEThIPE CTalUU:
1 — runepxorynsauus (ABC I);
2 — KoaryJonarus HoTpeOIeHus, TOIPa3ACISIOILYIOCS Ha JABE MOJICTAIUH:
a — 0e3 aktuBanuu Gudpunonmsza (JIABC II);
0 — ¢ HauMHaroIeCcs reHepaIn30BaHHOM akTuBanueil pubpunonusa (ABC II);

3 — TUMOKOAryJISIMU ¢ TeHepann3oBaHHbIM Guopunonuzom (ABC 1Y);

4 — cTagus MCXOJI0B WU CTAAHS OCTATOYHBIX MPOSBICHUH OJ0Kabl COCYIOB MHUKPO-
TpomMbamu.

[lepBast cragus — runepkoaryJsius. Xapakrep TeUeHHs. CHHIpOMa WK CKOPOCTh €ro
Pa3BUTHSA  ONPEIEIAIOTCS JUIMTENbHOCTBI0 mepBoi craauu. Ilpm octpom Tteuenun JIBC
IPOAODKUTENBHOCTD €€ cocTaisieT 15 — 20 munyT. [Ipu ctpemutensHom teuenun J[BC ona
MOYKET PE3KO COKPAIIATHCS.

BHyTpucocynucroe  CBEpTHIBAHUS ~ KPOBM  CONPOBOXAAETCS  MOTpeOsieHHMEeM
KOaryJIiHTOB, aHTUKOAryJIsHTOB U TPOMOOLIMTOB B IpOIECCe UX HEOOPATUMOMN arperaryi.
Nmeer mecTo BhIpaKeHHAs! TeHEPAIM30BAaHHAS THIIEPIUIACTHHEMUS. 3a00p KpPOBH U3 BEHHI B
9TOM CTaJUM HE NMPEJCTABIIAETCS BOZMOKHBIM U3-3a TPOMOMPOBAHHUS UTJIBI.

beicTpo BO3pacTaer KOHIEHTpauuss TpoMOMHA B IJIa3Me, 4YTO NPUBOIUT K
oOpa3zoBanuio u3 (GuOpUHOreHa OOJBIIOr0 KoIM4yecTBa (UOPMH-MOHOMEPOB, KOTOPHIE HE
YCIIEBAIOT TOJIMMEPU30BAThCS M3-3a OTHOcHTenbHOro aeduiura ¢.XIII u coeguusOTCS C
MOJIEKyJIaMH (UOPHHOTEHA, 4YTO elle OOJbINe MPEMITCTBYET MPOIECCY MOIUMEpPU3AINI
¢dbubpuna.

OO0pa3yrorcs  poixible TpoMObl. B ux coctaB Bxoaar ¢uOpUH, HMEIOMIUN
refeo0pa3Hyl0 KOHCHCTEHIIMIO, arperaThl TPOMOOIIMTOB M SPHUTPOIUTOB, a MPHU CEICUCE H
JEUKOIUTOB. OTH TPOMOBI IO CTPYKTYype CYIIECTBEHHO OTJIMYAIOTCA OT KJIACCHUECKUX
INPUCTEHOYHBIX TPOMOOB, (OPMHUPYIOIIMXCA B KPYIHBIX COCyJlaX. OTH PBIXJIbIE CTYCTKU
KpPOBH, HE MPHUKPEIUIEHHBIE K COCYANUCTONH CTEHKE U COJAEpIKallie HeCTaOMIM3MPOBAHHBIN
(pacTBOpUMBIii) GUOPHH MOKHO Ha3BaTh MPETPOMOAMH.

B Hekoropeix caywasx mnpu JIBC-cuHapome, WHULIMUPOBAHHBIM MEPBUYHBIM
HOBPEXXJCHUEM HHIOTEIMAIBHONM BBICTHIIKHM, HPOMCXOJUT 00pa3oBaHUE MHKPOTPOMOOB,
NPUKPEIUICHHBIX K COCYAMCTOW CTEHKE M COJepXalluX, KaKk MpaBUJIO, HEPaCTBOPUMBIN
cTabunpHbI (uOpuH. [{upKyTuUpyronme k¢ MUKPOTPOMOBI MTPEJICTABIISAIOT CO00M IMOOIBI U
3aKyHOpPHBAIOT MEJKUE COCYy[bl, Hapyllas T€M CaMblM MHUKPOLUPKYJSLHMIO B OpraHax M
TKaHsAX. Pa3BuBaeTcss Tskenas TKaHeBas TUIOKCHA , MeTaOOJIMYecKHid — aiunos,
HEKOppPErupyeMble HapyIIeHUS! TeMOTUHAMUKH.

Bropas cragus — koarynonatus noTpeOIeHus ¢ MOACTatusIMu 2a u 2b.

Jns cranuu 2a XapakTepHO MCTOLICHHE (DAKTOPOB CBEPTBHIBAHUS BCIEICTBHE HX
notpebieHust 6e3 M30bITOYHOM akTuBanuu (GuOpUHONIM3a. BpeMs cBepThIBaHUS KPOBH, Kak
NpaBWiIo, B Mpejaesax HOPMBI. B yCIOBUSX T'MIIOKCHMHM TKaHEH YCHUIIMBAETCS BBIJCICHHE U3
COCYIMCTOH CTEHKHM TKAHEBOTO TPOMOOIUIACTHHA, TNPOWCXOAUT JaNbHEHIas aKTHBALUS
CBEPTBIBAHUS KPOBU M BHOBB MOTPEOIISAIOTCS MPOKOAryJISHTBI. TakuM 00pa3oM, pa3BUBaeTCs
“HOpOYHBIM Kpyr” M B JaJbHEHIIEM HAcTyHaeT MOJIHO€ MCTOLICHUE CHCTEMbI CBEPTHIBAHUSA
KPOBH.

B cragum 2b mosiBisieTcss mporpeccupylomias akTuBanus (GuOpuHONMM3a Ha (QoHe
HapacTAOLEH Tunokoaryasauuu. AKTUBanus (GpUOpHHOIN3a MMEET aJalTHBHOE 3HAuY€HHE,
MOCKOJIBKY OHA CIIOCOOCTBYET YACTUYHOMY OCBOOOXKJICHHIO MUKPOLIMPKYJIATOPHOIO pyciia OT
MHUKPOTPOMOOB M YCTPaHEHHUIO HWIIEMHUH TKaHEH. B 1u1asme yMeHbIIaeTcss KOIUYECTBO
TPOMOOIIMTOB ¥ MOCTETICHHO CHIDKAeTCs coniepkanne pudpuHorena. Kpome toro, Bozpacraer
koHueHntpamus [IJI®d, koropwie coemuHsAOTCS ¢ (GUOpPUHOTEHOM, O0Opa3ys pacTBOPUMBIC
¢bubpun-monomepubie Komruiekebl (POMK), urto yBenuuuBaer wumerommiics aedUIUT
¢ubpuHoreHa.
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Tpetbsa cragussi — runokoaryiasiuus. st 3ToMl cTagiuu XapakTEPHO MCTOLIEHHUE BCEX
(akTOpOB CBEpPTHIBAHUS M AHTUKOAryJISHTOB, BBIPAKEHHbIE T'MIOGUOPHUHOIEHEMUS U
TPOMOOIIMTONEHHUS, a TAKXKe MAaTOJOIMYECKUM YCWIeHHE (PUOPHHOIUTUYECKONW aKTUBHOCTH
(BTOpuYHBIA runepPpuOpUHOIN3, 00YCIOBIECHHBIH BBICOKON TpoMOnHeMueil). PubpuHoan3 u
(uOpUHOTreHOMN3 UIYT MapaJJIEIbHO, YTO NMPUBOAUT K MOBBIIIEHUIO B JIECITKU U COTHU pa3
yposHs [1J]I® B kpoBu. B pesynbrate B3aumoneiicteus [11dD ¢ monekynamu pubpuHorena u
¢bubpuH-MoHOMEpaMu 0Opaszyercs rpoMagHoe konuuectBo POMK, yCcTOWYUBBIX K AEHCTBUIO
TpoMOUHa.

AKTHUBalMsl KaJUIMKPEWH-KUHUHOBOW CHCTEMBI IIJIa3Mbl, TECHO CBSI3aHHAs C
akThBaIMen Qakrtopa XaremMaHa, TPUBOJIUT K TOBBIIICHUIO TPOHUIIAEMOCTH COCYIUCTOMN
CTCHKM M CHIJKEHHUIO €€ TOHyca. HakoruleHne akTMBHUPOBAaHHBIX IIPOTEa3, B TOM 4YHCIIE
NO3AHUX KOMIIOHEHTOB cucTeMbl koMiiemMeHTa C5 — C9, sBnseTcs NpuYMHON MOSABICHUS B
nepupepuIeckoM KPOBOTOKE TIONKMIIOIIUTOB U IMIM30IUTOB.

Yerepras cTagus — CTagusl UCXOJ0B WM CTaIUsl OCTATOUHBIX MPOSBICHUNA OJIOKabI
COCY/I0B MUKPOTPOMOaMH.

JABC-cuHApPOM MOXET SIBUTHCSI OJHOM W3 NMPUYMH Pa3BUTHsI CUHAPOMA MHOXKaIlencs
OpraHHOM HECOCTOSATENbHOCTH (pucC.3), KOTOpas XapaKTEPHU3YETCS Pa3BUTHEM OCTPOM
MIOYEYHOM HEAOCTATOYHOCTH, TE€MOJIMTUKO-YPEMUYECKOTO CHHIPOMA, PpPECHUPATOPHOTO
JUCTpeCcC-CUHPOMa, OCTPOM HaINOYEeUYHHMKOBOM HEJAOCTATOUYHOCTH (CHMHIPOM YoTepxayca-
®peapuKceHa).

TokcuHEI [ToBpexnenne [ToBpexnenne
MHUKpPOOPTaHHU3MOB SHAOTEINSA SPUTPOLIUTOB

\_ /

MOHC IToBpImICHHE

IIPOTEOJUTUIECKON
Hapymenus P
aKTUBHOCTU KPOBH
MKIIP OCTH KpO

buonornuecku akTuBHEBIE BCIICCTBA

KKC CK Cp MCM

Puc.3. Ilpuuunsl MuOXamelicst opranHoi HecoctositennbHocTd (MOHC) mpu JIBC-cunapome.
KKC —xannukpenn-kuHuHoBas cucrema, CK — cucteMa KomIjieMeHTa,
CP — cBoGonnbie paaukansl, MCM — MONEKyJbl CpeIHEN MACCHI.

KAINHUYECKHUE INPOABJJEHUNA

JlucceMMHHpPOBAaHHOE BHYTPHCOCYAMCTOE CBEpPTHIBAHWE BCErJa BTOPUYHO IO
OTHOLICHHUIO K JIpyrMM 3a0osieBaHUSIM. AKTHBAllMEH 3TOr0 INPOLECCa CBEPTHIBAHUS MOTYT
MHoOrue 3a0oyieBaHMs, onepaTHBHble BMemaTenbcTBa. [IBC MokeT HaOmronaThCcsi B BUAE
OCTPOr0 reMOpparu4ecKoro Mmporuecca WM XpOHUUECKOT0 COCTOSHUS, COIIPOBOKIAOLIEIOCs
KaK reMOpparu4eckuMu, Tak ¥ TPOMOOTUYECKUMU IPOSBICHUSIMHU. Octpota u
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BbIpaxkeHHOCTh  JIBC-cuHapoMa ompenensieTcss CKOPOCThIO IMOCTYIUIEHUSS B KpPOBb
AKTHBATOPOB I'eéMOCTa3a U UX KOJIUYECTBOM.

Octperii IBC-cMHAPOM BO3HUKACT MPU OCTPOM TEUYCHUH OCHOBHOTO 3a00JICBAHMSI
a100 OCIOXHEHHH OCTPO BO3HHUKIIMM COMYTCTBYIOIIMM. J{7s1 OOLIMPHBIX TpaBM, Cercuca
(Hampumep, MOCTaboOpTHAS CENTUIIEMHSI ), OTCIIONKH TUTAIIEHTHI, MACCUBHOTO KpalI-CHHAPOMA,
O0BEMHBIX OMEpaluii, OOMIMPHBIX OXOTOB W OTMOPOXXEHHWH, CHHIPOMAa MAaCCHBHBIX
reMoTpanc(y3ui, Jeiiko3a B TEPMUHAIBHONW CTAIWH, OOIIMPHBIX pacrajax OIyXOJHu IpH €€
00JTyYeHUH WM JICUCHUU [IUTOCTATHKAMU | T. J1., XapaKTEepPHO, IMEHHO ocTpoe TeueHue JIBC-
CHUH/IpOMA.

B 1985 romy peaHnManmoHHO-TeMaTOJIOTHYECKOM OpHuragoi ropoJCKOil CTaHUUU
CKOPOM M HEOTJIOKHOW MEIUIIMHCKOM TOMOIIM, TII0J] PYKOBOJACTBOM mpodeccopa
JleHHHTpaICKOTO HayYHO-UCCIEA0BATEIHCKOTO HHCTUTYTA T€MATOJIOTHH U TPAaHCHY3UOTOTUN
3.1.®EnopoBoii, OblIa peIokeHa OpUrHHaIbHas kiaccudukanus octporo JABC cunapoma,
B KOTOpPOl OpPraHM4YHO COEIMHEHBbl CTaJUHHOCTh Ipoliecca M KIMHUYECKas ¢opma ero
NPOSIBIIEHUS] C YYETOM CTENEHW KOMIIEHCAlMM T'€MOCTAaTHYECKOro mnoTeHnuana. Kaxaoit
¢dbopMe COOTBETCTBYET ONpeeNieHHas CTalusl CHHAPOMA.

Komnencuposannas ¢opma (BC I ) , npu KOTOPOH HET SBHBIX KIMHMUYECKHX
nposiBienuii camoro /IBC-cunnpoma. O1oit popMe cOOTBETCTBYET CTaaus THIIEPKOATYIISILIUN
(M30K0AryJISAIMN) TIPU KOTOPOH KPOBOTEUYCHHE JTMOO OTCYTCTBYET, MO0 (€CIIM OHO eCTh) HE
HOCHT XapaKTep KOaryJonaTHuecKoro, TO €CTh BhITEKAIOIIasi KPOBb CIIOCOOHA K 00pa30BaHUIO
MOJTHOIIEHHBIX CTYCTKOB M KPOBOTEUEHHE MOKET ObITh OCTAHOBJICHO XUPYPTUYECKUM ITyTEM.
OtHocuTenbHAsE KOMIIEHCAlMsl — 93TO JMHAMUYECKOE pPAaBHOBECHE, KOTOPOE IpHU
HEBO3MOKHOCTH WJIM HECBOEBPEMEHHOCTH YCTPAaHEHUS TPUITEPHOIO MEXAaHU3Ma, a TaKKe
IpU HEaJeKBAaTHOM JIEYEHHH OYEHb OBICTPO MOXKET NEpedTH B CYOKOMIIEHCHPOBAHHYIO
dbopmy.

Cybrxomnencuposannou ¢opme ( JJBC Il u Il ) cooTBETCTBYIOT Ooiiee TayOoKue
cTamuu cuHApoma: koarynonarus norpednenus (KII) 6e3 akruBanum ¢udpunonuza u KII ¢
akThBaIuen BTOopu4HOro (ubOpuHoMM3a. Kaxmas cramus XapakTepusyeTcs MPHUCYIIeH ei
knuHndeckord kaptuHoW. KII Oe3 aktuBauuu (uOpuUHONM3a CBONCTBEHHBI MPOSBICHUS
reMOpparu4ecKoro CUHApOMa B BU/IE MOBBIIIEHHOW KPOBOTOYMBOCTU MECT MHBEKLMI, TKAHEH
OTIEPALIMOHHOTO TIOJISI ¢ 00PAa30BAaHUEM PBIXJIBIX,HO HE JIM3UPYIOMIMXCS CIIOHTAHHO CTYCTKOB
kpoBu. Ha »Tame HaumHatomieiics aktuBauuu (puOpHHONM3a KIMHUYECKas KapTUHA
reMOpPpParuueckoro CHHIpPOMa CTaHOBUTCS Oojee pa3BepHyToil. K Koarynomatuueckomy
MPUCOCIUHSETCS KaNWUISIPHO-TEMAaTOMHBIA THUIT KPOBOTOYMBOCTH, TO €CTh Ha KOXE U
CJIM3UCTBIX 000JIOUKAX TIOSBISIETCS OOMIIbHAS TeMOpparuyeckasi Chlllb, MECTaAMHU CKIIOHHAS K
cnusHUo. BO3MOXXHO croHTaHHOe oOpaszoBaHwe remMaToM. KpoBOTOYMBOCTH TKaHEH
3HAYUTENBHO YCWJIMBAETCS, a BBITEKAIONIAsh KPOBb 00Opa3yeT pBIXIIbIE CrYCTKH, KOTOPbBIE
CIIOCJIEJICTBUE MOTYT CIIOHTAaHHO JH3UpoBaThcsa. Ha cragum koaryionmaTuu moTpeOieHus
HOSIBJISIETCS U IPOTPECCUPYET MOTMOPraHHasi HEI0CTaTOYHOCTb.

Jlexomnencuposanuyro gopmy (ABC 1Y) xapakTepu3yeT yTSKEICHHE KIMHUYECKHX
NPOSIBICHUI: KPOBOTEUYEHUS CTAHOBUTCS NPOQY3HBIMHU, JaKe U3 HEMOBPEKICHHBIX
CJIM3UCTHIX (HOCOBBIE KPOBOTEUCHUS U JKEITyJ0UHO-KHUIIIEUHbIE KPOBOTEUEHUS, KPOBOTCUCHUS
U3 CIIM3UCTON POTOBOM MOJIOCTH, BEPXHUX JbIXATENbHBIX MyTEeH , MOYETIOJIOBBIX MyTEH U T.1.).
BrITekaromass KpoBb OOBIYHO TEMHasl JiakoBasi 0€3 TEHICHIIMH K OOpa30BaHUIO CTYCTKOB.
3akanuuBaercsa JIBC 1Y nmubo netansHO, 1100 BBI3AOPOBICHHEM.

Ilogoctpoe Teuenme JIBC-cunmpoma wMokeT HaOMIOZAThCS TMPU  TSHKEIBIX
UMMYHHOKOMIUIECHBIX ~BAacKyJUTaX, MOJOCTPOM TJIOMEpYJIOHePpUTe, TeMOpparniecKoM
BacKyauTe U T.1.. OTindaercsd MeHbIIEH BBIPA)KEHHOCTHIO MAaTOJIOIMYECKUX IMPOLIECCOB, HO,
IIPU OCJIO)KHEHUHU CUTYalLlUU, MOXET MEePENTH B OCTPYIO hopMy.

XpoHuyeckoe TedeHHe CHUHApPOMA JOCTATOYHO YacTO BCTpedaeTrcs y OOJBHBIX CO
3JI0KAYE€CTBEHHBIMH ONYXOJSIMU JIETKOIO, SIMYHUKOB, MOJIOYHOM »Kene3bl, KapLMHOMOM
NpEeJCTAaTeIbHOW  JKeJle3bl, TUCCEMUHUPOBAHHOM HEWpOOIacTOMOW, MeTacTazupylomen
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aJICHOKapIIMHOMOM XKeTyaKa, KapuuHoMor ToicToil kumku [ — II ctaguu, XxpoHnocencucom,
HAYaJIbHOM 3Talle XPOHUYECKOW IMOYEUYHON HEIOCTATOYHOCTH, THEBMOHUSAX, IIPH 3aMEIJICHUU
KpPOBOTOKA B CUCTEME BOPOTHOU BeHBI, rpuniie u apyrux OPBU.

IIpouecc  xapakTepusyeTcss  IUIMTEIbHOW  JIOKAIBHOM  THMIEPKOAryJIsiiue |
¢eboTpomMO03aMi B BeHaX HIDKHHX KOHEYHOCTEH, peke B BEHAX MaJOTO Ta3a M BEPXHHUX
KOHEUYHOCTeN — cuHapoMm Tpycco. [Ipouecc meractazupoBaHus COMUAHBIX Oomyxose B 75%
CIIy4aeB COMPOBOXKIAETCs MUTrpupyrommmu ¢iaedotpombo3amu. Dne6oTpoMO03bl B ITUX
cirydasix OTIINYAIOTCS oT TpomMbodIeOnTOB HEBOCTAJIUTEIIBHBIM IeHE30M
TPOMOO0OOpa30BaHUS.

JI1st KITMHULIMCTA TOSBJICHUE TIPU3HAKOB NepcucTHpyomero ¢iaedorpombo3a Ha GhoHe
HOPMaJIbHOI'O COMAaTUYECKOr0 CTAaTyca U COCTOATEIbHOCTU BEHO3HOIO pycia BCErAa JOKHO
CJIy>KUTh OCHOBAaHHUEM JIJIs1 00CIIeIoBaHus OOJIBHOTO C LIEIbI0 UCKITIOYEHHUS 37I0KaYeCTBEHHOTO
HOBOOOpa30BaHUS.

IIpy xpoHHYecKkOW TMOYEYHOM HeaocTaTouHocTH oTmedaercsa JIBC-cunapom ¢
BbIpa)keHHON runokoaryisnuei. OcobenHocthio JIBC-cunnpoma y O6ombHbix ¢ XIIH
SBIISICTCSI  aKTUBAIMsl KOAryJSIIMOHHOTO 3BEHa TIeMOcCTa3a Ha (OHE BBIPAKECHHOMH
TPOMOOIIMTOTICHUN (BCJIECTBHE YTHETEHUS METraKapHOLMTOIN033a B KOCTHOM MO3T€) H
TpoMOOIIUTONATHH (M3-32 HAPYIICHHS BhIpaOOTKU TXA2).

PazButue xponuueckoro JIBC-cunapoma BO3MOXKHO NMPH MHUKPOTPOMOOBACKYJIUTAX:
TeMOJINTUKO-YPEMUYECKOM CHHAPOME, TPOMOOTHYECKO TPOMOOIIMTONIEHUYECKON Ty PITypE.

T'emonumuxo-ypemuueckuil cunopom (cunzpom ['accepa) oTMeuaeTcsi Ipu BUPYCHOM,
OakTepuanbHOM WHGEKIMU y JeTed W pOAWIbHHMIL. B maroreHese 3TOro CHHApOMaA
CYILIECTBEHHOE 3HAYCHHME HMEIOT IOBPEXKICHUS SHAOTENUS U TPOMOOLUTOB AHTUTEIAMH,
CHI)KEHHE PE3UCTEHTHOCTH HHAOTENINAIbHONW BBICTUIKM, WHULUALMUSA BHYTPUCOCYAMCTOIO
remoau3a. BHyTpucocyaucTsiii remonaus crumynupyet pazsutue [IBC-cunapoma BeiiecTBUE
BhIZICNICHHsI B cocyaucToe pyciio AJ[® sputpouutos u ¢.111. Obpasyromuecs MUKPOTPOMOHI,
COCTOAILIIIE B OCHOBHOM U3 TPOMOOLIMTOB, 3aKyHNOPHBAIOT MHUKPOCOCYABI IOYEK U
WHULAAPYIOT pPa3BUTHE OCTPOM IPEPEHAJIBHOW IIOYEYHOW HEAOCTaTOYHOCTH U OCTPOM
HA/IMTOYEYHUKOBOW HEIOCTaTOYHOCTH. JleTalbHOCTh OOJIBHBIX TEMOJIHTHUKO-YPEMUYECKUM
cunzpomoM cocrasisieT 30 — 70%.

Tpombomuueckas mpomboyumonenuyeckas nypnypa (6onesnbr MOIIKOBHUIT) CXOTHA C
KIIMHUYECKOU KapTUHOU TE€MOJIUTHKO-YPEMHUUYECKOTO CHUHJIpOMA: JMXOPAJKA,
reMOpparu4ecKuil auare3, OocTpas IOoYeyHash HEAOCTAaTOYHOCTh, I'E€MOJMTHYECKas aHEMUS.
BHyTprcocymucToe cBepTbIBaHNE KPOBH OTMEYAETCS BO BCEX OPraHaXx.

Ilpu  6onesnu  Hleunsiin-I'enoxa  pazsutue  JIBC-cunapoma — 00ycCIIOBJIEHO
TeHEePaTM30BaHHBIM MHKPOTPOMOOBACKYJIUTOM, B OCHOBE KOTOPOTO JICKUT MOBPEXICHHE
MKpOCOCY/JIOB LHUPKYJHUPYIOIIUMHA HHU3KOMOJEKYJISPHBIMU HMMYHHBIMH KOMIUIEKCAMH U
aKTUBUPOBAHHBIMM  KOMIIOHEHTAMH CHUCTEMBbl KOMIUIEMEHTa. MeMOpaHoaTakyomui
KOMIUIEKC MHULIUAPYET OCMOTHYECKHUH JIM3UC KJIETOK, B TOM YHCJIE U YHAOTEINATIBHBIX. DTO
CO3JA€T YCJIOBUSA JUIsl aKTUBALlMUM BHYTPEHHErO IIyTH CBEPTBHIBAHMS KPOBU U COCYIUCTO-
TPOMOOIIMTAPHOTO TEMOCTAa3a.

[Ipu runeproHnueckorr Oone3Hu ¢akTopoMm, HHAyHHpyomuM pa3sutue JIBC-
CHUHJpOMa SBISIETCS,BEPOSTHEE BCEro, IOBPEXKICHHE MEMOpaH SHIOTEIMOLUTOB MpHU
reMOJMHAMHYECKOM CTpECCe.

[Ipn caxapnom paualere ycioBueM pa3BuTud XpoHuuyeckoro JIBC-cunapoma
ABIISIFOTCSI MUKPO- M MAKPOAHTHOMATUU. DTOMY CIIOCOOCTBYET TMIIEPKOAryJIALUs B COYETaHUH
¢ runo(uOPUHOIN30M U BBICOKOH pEaKTUBHOCTHIO TPOMOOIUTOB.

Xponnueckoe teuenue JIBC-cuHapoma, KOTOpoe dallle BCEro BCTPEYAETCS B
KJIMHUKE, MOXKET MPOTEKATh CyOKIMHIUYECKH W TOJaMH HE IMPOSBIATHCS HU TPOMOO30M, HU
reMOPPAaru4eCKuM CHHIPOMOM.

B 6onbmmHcTBe cinyyaeB [IBC-cunzapom GpopMupyercst mo HECKOJIbKUM MPUUUHAM C
BKJIIOUEHUEM OJHOBPEMEHHO DPAa3JIMYHBIX MEXAHU3MOB, YTO SBIIAETCA €r0 OTIMYUTEIBHON
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OCOOCHHOCTEIO.

Kmuauka JIBC-cunapomMa ckiagbpiBaeTCsl U3 CHMIITOMOB OCHOBHOTO 3a00JIeBaHUS,
BBI3BABILIETO PAa3BUTHE CUHIPOMA, IPU3HAKOB II0Ka (TIPU MOJTHHUEHOCHOW M ocTpod Gopmax),
ryOOKMX HapyIIeHUH BceX 3BEHBEB CHUCTEMBI remMocTa3a (TpoMOO30B M TeMopparui,
THIIOBOJIEMHH W AaHEMHH), METaOOIMYECKUX HAPYIICHUH, NUCHYHKIHHA U JAUCTPOPUUECKUX
W3MEHEHUH B OpraHax M TKaHsX.

JABOPATOPHAA JUATHOCTHUKA

Hns nmuarnoctuku JI[BC-cuHapoma He CyIIeCTBYeT OJHOTO YYBCTBHUTEIBHOTO
nabopaTopHoro Tecra. /luarHocTuka JOJDKHA OBITh KOMIUIEKCHOM, C MCIIOJIb30BAaHHEM psia
71a00paTOPHBIX METO/I0B, KOTOPBIE OLIEHUBAIOTCS C YIETOM KIIMHUYECKOW KapTHHBI.

JlaGopaTopHble TECTbl MOXHO pAa3JeIUTh Ha TPU TPYIIBL, COOTBETCTBEHHO TPEM
¢azam pazsutus [IBC-cunnpoma:

-TECTHI, YKa3bIBAIOIINE Ha aKTUBAIMIO CBEPTHIBAHMS;

-TECTHI, YKa3bIBaIOIINE Ha MOTpeOIeHrne (GaKTOPOB CBEPTHIBAHUS;

-TECTHI, yKa3bIBaIOIIUe Ha TUIIepHuOpUHOIN3.

JlabopaTopHasi TUarHOCTHKA MOYKET OCHOBBIBATHCS HA CIIEAYIOIINUX JTaHHBIX.

IHoka3areau HopmajbHbie 3HAYEHHUS

Tecmobl 0bueopuenmuposounbvie(8vlasieHUe CUHOPOMA cUNepPnompedieHus):
Bpewms céprhiBanus kposu ( JIu-Yaiira)

B creknsHoi npoOupke 5-7mun

B mitactmaccoBoii mpobupke 15-25mun
KonuvecTBo TpOMOOIIUTOB 180-360x109/n
['emaroxpur (Ht) 35-51%
ABP-AxTuBHpoBaHHOE BpeMsl peKaIbLIU(UKAITIH

-(Ka0JIMHOBOE BpeMs) 50+5¢

Nupexc xoarynsauuu (o ABP) 0,8-1,2
AIITB-AKTHBHPOBaHHOE MApIHATILHOE TPOMOOIIIIACTUHOBOE BPEMSs
(kaoMH-Ke(haTUHOBOE BPEMSI) 40+5¢
IIT-TECT. Pa3znuuHble METOMBI:

-nporpoMOunHOBbIi nHAeKC (ITH), MmeTox onHOCTaAMUHBIN 85-110%
MexnynapoaHoe HopmanuzoBaHHoe oTHomeHne (MHO nmu INR):

-npodrtakTHKa 2,0-3,0
TpomOuHOBOE BpeMsi (KOHTPOJIb TEPANTUU TeapuHOM ) Bp. KOHTPOJIsAES5C
ToJslepaHTHOCTB IUIa3MBI K TEIAPUHY 4-6MuH
OuOpHUHOIUTHYECKAs] AKTUBHOCTh

(CTIOHTaHHBIHN 3YTII00YIMHOBBIN PUOPUHOIU3) 120-240mun
JIuzuc 3yrinoOymMHOBBIX (DpaKIuii 120-240mun
CTpenToKkrHa303aBUCUMBIHN JIU3UC 3yTI00YyIMHOBOTO CTYyCTKA

(ompezenenre ypoBHS MIa3MUHOTEHA) 5-13munH
[Tna3muHoreH ((pyHKIMOHAIBHOE UCCIEI0BaHUE, XPOMOTEHHHBIX

cyOcTpaToB; paiio IMMYHHHBIH METO) 80-120%; 200Mmr/m

Bce atH TecThl MMEIOT 0OCOOYI0 JHArHOCTHYECKYIO IIEHHOCTh TPU CPaBHEHHU C
MEPBOHAYAJIBHOM KOAryJIOrpaMMOM.
Mapkepwi, sviasnaouue akmusayuio c6epmuvl8aHus KpoGu.
-KOMILJIEKC TPOMOMH-aHTUTPOMOUH oTp
-KP®M (Hanuuue KOMIUIEKCOB pacTBOPpUMOTro GpuOpruH-MOHOMEpa
-pacTBOPUMOTO MpeaIIecTBeHHUKa (PUOpUH-TIOIUMeEpa)
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(opTO-(peHaHTPOINHOBBINA TECT) oTp

-bparmMeHTsI mporpomMOuHa F1+2 oTp

Tecmul, oyenugarouue akmusHocms puobpuHozeresa (mpomoun~+gpuopunozen):
®ubpunoren (pakrop I) 2-4r/n
®ubpuH HEPACTBOPUMBIH 7-8r/n
®ubpUH PaCTBOPUMBIIA:

-CpEHUN YPOBEHb 45 ur/mn

-C MpeanoaaraeMbIMi TPOMOOTHUECKUMHE 3a00neBaHusIMU  896-1484 Hr/mn
OubpuncTabunusupyrouuii pakrop (GCD) 80-120%

Tecmvl, oyenusarowue axKmugHOCMb GUOPUHOCEHONUZA, KOMOPbIlL  BbI3bIBACTNCS
8b1C8000COCHUEM AKMUBAMOPO8 NAAZMUHO2EHA(NNA3ZMUH+PUOpUHO2EH):
TkaneBoit aktuBarop minasmuHoreHa-t-PA (Anturen, ELISA) 3-10MKr/1
®udpunonentun A (FPA), rect na JIBC (Meton umMmmyHoxum., PUA) oTp
[TAPr-npoaykTel Aerpaganuu GUuOpUHOTEHA:
-¢pparmentst JILE,X,Y (MeTon arrmoTHHALINN) otp (mo 10mr/m)
-pparmenTsl X,Y (Fi-tect) otp (<25wmr/m)
Tecmul, sviasnaowue npooOyKmul 0e2padayuii-oyeHKa UHMeHCUBHOCMU PeaKkmueHo20
Gubpunonuza(niazmun+guopun/pubpunocen)-mapxképol udpuHoIU3a:
Kommekc mnasmun-o2-aatumiazmul (ITAIT kommneke). MDA
[TADO-npoayKThI nerpaganuu GuopuHa:

-E-parmenTs (MeTO arrIrOTHHALIN ) otp (<10mr/im )
-D-aumepsl (METOT arrIIOTUHALIMK HA JIATEKCHBIX STYCHKaXx) otp (<0,25mr/ir)
[TapakoaryisiMOHHBIE TECTHI:
-3TaHOJIOBBIH, IPOTAMUHCYJIb(aTHBIMH, oTp
B-nadTonoBHI (puOpHHOTEH B-KOMITIEKCH PHOpPHH-MOHOMEpA
¢ GpuOpPUHOTEHOM) oTp
Anmukoazynsinmol:
['emapuH, KOTUYECTBEHHOE OTpE/IEICHUE (Teparus remnapruHOM):
-He(paKIIMOHUPOBAHHBIH 150-600Ex/n
-(paKkIMOHNPOBAHHBIHN (HU3KOMOJIEKYJIISIPHBIIA) 200-400En/n
CB0OOIHBIN renapuH (CKPUHUHT renapuHa) 5-8c
AnTtutpoMOuH-1I1 (amunonuTHuyecKkuit METoN) 85-115%
[Tporenn C (pyHKIMOHANBHOE UCCIIEOBAaHNE; UMMYHHBIH 2,82-5,65mr/7;
anektpodopes), ELISA 70-140%

PATIC-pe3ucTeHTHOCTh K aKTUBUPOBAaHHOMY MpoTenuHy C

(OCHOBaH Ha OIIEHKE CTETIEHU aHTHKOATYJISHTHOTO OTBETA IJIa3Mbl Ha
no6asnennbiii kK Heit AIIC B Tecte AIITB).

[Ipoteun S (pyHKIMOH. Hcen.; UMMYH. 371.¢ope3), ELISA

-001uit MpoTeuH S 0,67-1,4

-CBOOOJTHBIN MPOTEUH S 21-42mr/n
Hneubumopor:

-C1-uaruburop 80-195mr/n

-02-MaKporiIo0yIMH 1,5-4r/n

-0.2-aHTHUIIa3MHUH(XPOMOTEHHBIA METON) 80-120%

-Uurubutop aktuBatopa mnazmunorena (PAI-1), (ELISA) <15xkMEn/n

-Marnburop komriuiekca TkaneBoit gaxrtop-akrop VIla (TFPI). UDA

ToO4YHOCTH pPE3yJBTATOB METOJOB MOYKHO TapaHTHUPOBATh OOECIIEUYCHHEM INHPOKOTO
CIIEKTpa KaueCTBEHHBIX PEareHTOB B COYETAHWU C MOIIHBIM IPOTPAMMHBIM 00€CICUCHUEM U
COBpPEMEHHBIM 000pyaoBaHHEM. [IpuMeHseMble aHAIUTHYECKUE CHCTEMBI JOJDKHBI OBITH:
OpOCTbl B OKCIUIyaTallMd,  CHEHU(UYHBI,  BBICOKOUYBCTBUTEIbHBI,  SKOHOMHUYHBI,
AaBTOMATH3MPOBAHbI. I NMMAarHOCTUKM OCTPBIX HAPYLICHWH T'eMOCTa3a, ¢ y4ETOM BBIIIE
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CKa3aHHOTO, MPEeJUIaraeTcsl CaeAyIoas COBpEMEHHAs CXeMa ONpeesICHUN:

*BHemHero myTu koaryssiuu: IIT-mporpoMOuHOBOE Bpemsi, coorBeTcTBeHHO IIU
(mpoTpoMOUHOBBIHN HHAEKC), MU % npoTpomOuHa no Quick, umu INR.

*BHyTpeHHero  mytu  koarymsuuu: — APTT-aktuBupoBaHHOE — mapIHiajgbHOE
TPOMOOTIITACTHHOBOE BPEMSI.

*oOmero mnytm koaryisuuu: TT-rpomOMHOBOE Bpemsi, ypoBeHb (uOpuHOTEHA,
ofpeensercs: aBTomMaTudecku mpu onpenenenuu PT (1Ba pe3yibrata B 01HOM).

*ypoBHs oTaenbHbIX (akTopoB cBépreiBanus: XII, XI, IX, VIIIL, VII, X, V, II u XIII,
HaTUBHOTO NMPOTpOMOUMHa, pparmeHTa nporpomouna 1.2.

*crienManbHbIX TECTOB JUIsl MOHUTOPHUHIA TEpalMy HEMPSIMBIMH aHTUKOAryJIssHTaMH-
nerekuuu nepunura Gaxropos-l1-VII-X-IX-renatokomiuieke, ypoBHs mnpoterHa C, ypoBHs
nporenHa S, nuarHoctuka RAPC.

*ypoBHs anTuTpoMOumHa III, mna3MuHOTreHa, remapuHa, (O-2-aHTUIIA3MHHA Ha
XPOMOTEHHBIX CyOCTpaTax).

*ypOBEHb NMPOAYKTOB Aerpananuu pudpuna u ¢pudbpunorena: D-numepsl, FF-E, X, Y,
[IA®, FPA u npyrue.

B OonpmmHCTBE Cily4aeB [AMAarHOCTHKA CHHApPOMAa HE JOJKHA IPEJICTABIATbH
CepbEe3HBIX TPYIHOCTEH [UIs XOPOIIO OPraHU30BAaHHOW KOAryJoJOTHYECKOM CiykObl B
naboparopuu. [IpudmHbI OmMIMOOK BO3MOXKHBI M3-3a Hemoyué€ra Toro, uto JIBC mporekaer
3a4acTyl0 JUITMTENBHO, 0€3 BUAMMBIX TPOMOO30B M TE€MOppAaruii, HEMPaBHIBHOTO IMOAO0O0pa
JIMArHOCTHYECKUX TECTOB M HEBEPHOI'O UX TOJKOBAHM.

YacTo BbIABISEMAas PAa3HOHANPABIEHHOCTh CIBUTOB IapaMeTPOB KOAryJorpaMMbl,
BO3HUKAIOILAsl M3MEHYMBOCTh MX—XapakTepHble npusHaku JBC-cunnpoma. Ilpeanararorcs
IPOCThIE KOMIUIEKCHBIE KPUTEPUH, IOCTYITHBIE JA00PATOPUSIM JIFOO0TO MPOPUIIS.

JlabopaTopHbie kpuTepun pacnodnasanus J[BC

Ha0op TecToB ¢ XapaKTepHbIMH CABUTAMH BepositTHOCTH
ABC, %
l.TpoMOouMTONIEHUsT + MOBBILIEHUE YPOBHS IPOAYKTOB 97,5%

nerpamanuu  ¢uObpuna u  ¢ubpuHorena  (I[IAD) +
MOJIOKUTENNbHBIE Tapakoaryisiiuonusie TecTl ([IKTectsr) +
MOBBIIIICHWE  MIacTuHOYHOro (.4  tpomObomuroB  +
runeppudprHOreHeMus

2. lloBwiienue copepxkanua I[JI®d + mnonoxurenbHble 97,5%
[IKTectel + runopuOpuHOTeHEMHsT + CHIDKECHHE YPOBHSA
antutpomOuHa Il + yckopenusiit GpubpuHoIN3

3. Pa3HoHampaBJ€HHBIE CABUTH KOAryJsiIUOHHBIX TECTOB + 98%
MOBBIIICHUE I[J1d + MOJIOKUTEIBHBIE [TKTector
+TPOMOOIIMTONICHHSI/ TPOMOOITUTOIIATH S

4. T'nyOokas rTuUnokoaryiasiuus + TPOMOOLMTONEHUS U 99%
TpoMbOonTonartuss + TunoguOpUHOreHeMHss + MOBBIIICHUE
ypoBHa IIJI® (mpu otpunarensubix IIKTecrax) + Tect
MOBPEXACHUS SPUTPOLUTOB + D-numMepsl

Beposmuocmo pazeumus J{BC-cunopoma na ocnosanuu
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Cﬂedyiou;ux KIMHUIECCKHUX ITPU3HAKOB

IIpusHaku Mepa noBepus
OcTpast HEIOCTATOYHOCTH (MJIM MBIXaHUS, WU TEUYCHU, WIH 0,60
MTOYEK WJIH JIp.)

MHOKECTBEHHBIE T€MOPPATrUU Pa3HOM JIOKAJIM3ALUU 0,72
Couetanue TpoM0O03a (MH(papKTa) C KPOBOTOUYHUBOCTHIO 0,90
[Tok 3aTsyKHOM ¢ TEMOpparusiMu 0,95
KoMmOuHMpoBaHHAs HEIOCTATOYHOCThH JBYX W 0Oojiee OpraHOB 0,95
(méroyHas W TOYedYHas, HANMpPHUMEpP), BBIPAKEHHAs JOKalbHas
KpOBOTOYHBOCTh

K Tectam CKpHHUHIOBOM KOAryJorpaMMbl OTHOCATCS! ObICTPOBBINIOIHUMBIE:

BpEMsS KpOBOTEUEHHUs, Bpems cBeprhiBaeMocTu KpoBu (BCK), BenmnumHa remMaTokpura,
aKTUBUpPOBaHHOE Bpemsi pekanbimduranuu (ABP), mporpomOunoBoe Bpems (IIB),
tpombuHOBOE BpeMms (TB), onpenenenue hudpuHoreHa.

Ora  nepBuyHass ~ MHpOpMauus  JOMOJIHAETCS ~ 3areM  Oojee  TOYHBIMH
CTaHJAPTHU30BAHHBIMUA METOJAMHU:

-MCCIIEZIOBAHUEM JMHAMUKH TpPOMOOLMTOB, HMX UHCIAa U BHYTPHUCOCYIUCTOU
aKTUBALMK; (parMEeHTALN SPUTPOLMTOB U UX YKCIIa B Ma3Ke KPOBH;

-MCCIIEeI0OBAHNEM aJIr€3MBHO-arperalliOHHbBIX CBOUCTB TPOMOOIIUTOB;

-OmpeesieHHeM aKTUBHPOBAHHOTO MAapLUAIBHOTO TPOMOOIIACTUHOBOTO BpPEMEHH
(AIITB), cBoboanoro renapuna, yposus ATII u np.;

-OIIpEeJeNICHUEM MapaKoarysIIMOHHBIX TECTOB (3TAHOJIOBBIHN, MPOTAMUHCYIb(ATHBIN),
KOJINYECTBEHHOI'0 aHalu3a MNPOAYKTOB Jerpanaimun Or/PO, BpeMeHH 3yrio0yIMHOBOTO
Ju3Kca, MHAEKca pe3epsa mia3mMuHoreHa, XII-A 3aBucumoro ¢pubpuHonmnsa, pparmMeHTos 1,2,
aaTudocomumuaaeix antuten (ADA), mporamuna C (IIpC) u PAIIC, D-aumepos;

[Ipy HaMMYMKM COOTBETCTBYIOLIECH KIMHUYECKON cutyannmu u cumntoMoB JIBC,
BBISIBJIEHHE COBOKYITHOCTH XOTSI ObI 4 - 5 M3 OCHOBHBIX U JIONOJHHUTENbHBIX Ja00paTOPHBIX
NPU3HAKOB JOJDKHO pacCMaTpUBATHCS KakK MOATBEPIKICHHE TUArHO3a U CIIYKUTh OCHOBAaHHEM
JUISI IPOBEIEHUSI HEOOXOJUMON MaTOT€HETUUECKON TepaIuy.

[Ipu wHTEpnpeTanuu pe3yabTaTOB JIA0OPATOPHBIX JAHHBIX HEOOXOIMMO oOOpariaTh
BHUMaHHE Ha CJEIYyIOIME HIOAHCBHL: BJIMSHHE TENapUHOTEpallMd Ha pPe3yJbTaThl
CKPUHUHTOBBIX TECTOB; U3MEHEHHE PEe3yJbTAaTOB B JWHAMHKe. Tak Hampumep, CHIKCHHE
ypoBHS (GUOpPHHOTEHA W KOJMYECTBA TPOMOOIMTOB-TICPBBIN HHIUKATOP Pa3BHBAIOLIETOCS
JABC-cunapoma, gaxke eciyd 3TH IUGPBI OCTAIOTCS B JWAlla30HE HOPMAJIbHBIX 3HAYCHUHU.
HopmainbHble pe3ynpTaThl KJIOTTUHIOBBIX TECTOB HE MCKIIIOYalOT Hainuuue nogoctporo JBC-
CHHIpOMa, BKIIOYasg MHKpPOTpoMOO3bl. HeoO0XoauMo yuuTBIBaTH pa3iinyue MEXAY
NIEPBUYHBIM M HaBEJEHHBIM TUNIep(HUOPHUHOIM30M, KOTOPBIA XapaKTepU3yeTCs MPUCYTCTBHEM
bubpuH-cienmbuIHOTO IPOayKTa Aerpananuu--J{umepa.

OCHOBHOW CKpPUHUHIOBBIH HAOOP TECTOB, KOTOPBIH n036015€m ObiICMpPO OYeHUmMb X00
HBC-cunopoma-noacuér tpoMOOLuUTOB, mpoTpoMOMHOBOoe Bpems, AIITB. TpomOuHOBOE
Bpems, pudpunoreH, AT-11I, pubpun-mornomep, YuYIII pakTops.

B koMmuiekCHOM OIleHKe COCTOSTHUSI OOJBHOTO HEOOXOAMMBI U IPyTHE Ja0OpaTOPHBIE
UCCIICIOBAaHMS: T€MAaTOKPUT, YPOBEHb M€MOITIO0MHA, KOJTUYECTBO SPUTPOLIUTOB, IOKA3aTeNIn
ra3oBOT0 COCTOSHUSI KPOBU, OEJKOB, SJIEKTPOJUTOB (Kalui, KalbLUW, HATPHUA, MarHuii)
KpOBH, (YHKIIMOHAJIBHBIE MPOOBI NEUeHH, MOYEK, TpaHCaMHUHAa3bl, IeiodHas Qocdarasa,
II0YacOBOM JIMype3 U MHOTIO€ APYTOE.
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Jlabopamopnwie uccredosanus npu J{BC I (cuneproacynsiyus) 6vlaeiaiom yKOPOUCHHE
BPEMEHHU CBepThIBaHMA KpoBU mo JIu-YailT, BpeMeHH KpOBOTEUEHHs, HMPOTPOMOMHOBOTO
BpPEMEHH, aKTUBUPOBAHHOTO MAPIHAJIHLHOIO TPOMOOIUIACTUHOBOTO BpeMeHHU (akTuBauus Y U
YIII daxTopoB), runeppuOpruHOTeHEMHIO, CHIDKEHHE ypoBHs aHTHTpoMOMHA Il n mporenHa
C (uHaKkTHBALMs aKTUBUPOBAaHHBIX (PAKTOPOB CBEPTHIBAHUSA KPOBM), IHOBBIIIEHHE YPOBHS
mapkepoB aktuBanuu (F1+2, TAT, FPA, ¢ubpun-monomep), TpOMOOLUTO3 C MOBBIICHUEM
COJIepKaHUsl B KPOBH arperaroB TPOMOOIIUTOB U MOBBIIICHUEM TPOMOOIMTAPHBIX (PaKTOPOB
(3 m 4 mnnactuHOuHBIX (akTopoB). [loBBIIIEHHE arperaMoHHO-aATre3WBHOW (YHKINU
TPOMOOIIUTOB  MOATBEP)KIACTCA  HUCCIEIOBAaHMEM BHYTPHUCOCYIUCTOM aKTUBAallUM  HX.
3Ha4yMTeNbHOE MOBBILICHNE YHCIIa TPOMOOIIMTOB, BOBICUEHHBIX B arperaiuio, 1 4ucia MajbIxX
arperaToB Ha CTO CBOOOJHBIX KJIETOK CBHUICTEIbCTBYET OO YBEJIWYCHUH KOJIMYECTBA
MHUKpOArperaToB B COCYIHCTOM pyciie. ['mmeparperanusi TpOMOOLIMTOB, WHAYIHUPOBAHHAS
AJI®, mo3BONSET CyAWTh O TOBBIIMICHUM TEPBUYHONW (0OpaTMMOM) arperanuu. Y cCUJICHUE
arperaiyy TpPOMOOLIMTOB C KOJUIAT€HOM XapakTepu3yeT (a3y CEeKpelud aKTUBUPOBAHHBIX
TPOMOOIIMTOB, BBICBOOOXKIICHHSI COJNEPKUMOTO M3 IYJIOB XpaHeHHs ((PEeHOMEH “CHEKHOTrO
koma”). IlosiBieHne B Ma3ke KanWUISIPHOM KPOBU OCKOJKOB 3PUTPOLMTOB (ILIHM30LUTOB)—
dbeHomeH ¢parMeHTalMu, CBs3aH C HX (U3HYECKUM TIOBPEKICHHUEM. YKOPOUYEHO
TPOMOHUHOBOTO BpPEMEHHU. VYpoBeHb CBOOOTHOTO rernapuHa HOpMaJIbHBIN.
OuOpUHOMUTHYECKAs] AaKTHUBHOCTh HE W3MEHeHa JHu00 cHmkeHa. [looXuTenbHbI
napakoaryJIsiUOHHBIE TECThl  (STAHONOBBIA W mpoTamuHCyiIbdaTHbIN). Coxepxanue [l-
JMMEPOB MOKET OBITh HECKOJIBKO IOBBIIIEHO.

[Ipn mnpoeaenun nabopamopHvix ucciredosanuti npu J[BC Il (koacyronamus
nompebaenus Oe3 akmusayuu GuopuHonuza) HaOIIOIACTCS TCHICHIUS K CHIDKCHUIO YPOBHS
dakTopoB cBEépTHIBaHUS, BKIovas ¢pubdpunoren u ¢.XIII : ynmuHEeHO Bpemsi CBEpTHIBAHUS
KpoBH (MOKET OBbITh U B Mpejenax BepxHer rpanuilsl Hopmbl), AIITB, TpomOuHOBOE Bpems.
[TpoTpoMOMHOBBIM MHIEKC HE M3MEHEH WM CHIDKEH. YPOBEHb (PMOPMHOTeHA CHMXKEH JIHO0
HE WU3MEHEH TMpU HUCXOAHO BbIcOKMX mHdpax. Coaepkanue CBOOOAHOTO TeMapuHa,
¢bubpuHOMIUTHYECKAasT AaKTHUBHOCTh KpPOBH HEe u3MeHeHbl. (OTMeyaeTcss IOCTENEeHHOE
MPOrPECCUPOBaAHUE TPOMOOLIUTOTICHUH u TPOMOOLIUTONIATHH. OTtHocutenbHas
TPOMOOIIMUTONICHUSI HOCUT XapaKTep BTOPUYHBIM W CBs3aHA C MOBBIIICHHBIM MOTpeOJIEHUEM
TPOMOOIIMTOB. Y BEIHMUUBACTCS MPOLCHT CTAPBIX M JIETEHEPATUBHBIX (POPM TPOMOOIMTOB, YTO
MOXKET  CIYXHUTh  YyBCTBUTEIbHBIM  JUArHOCTMYECKUM  TECTOM  NPUOOPETEHHOI
Tpombonuronatun. CHuxkaercs conepkanue aHturpoMOuna Ill-umxe 70-75%. Bo3moxen
apdexT “nepeHoca’-IIazmMa OONBHOTO YCKOPSET CBEPTHIBAHME HOPMAIBHOM IUIA3MBI, YTO
TOBOPUT O HANMWYMHM TpomMOuWHemuu. [lapakoaryyisiMOHHBIE TECTBI PE3KO MOJOXKHUTEIHHBI,
YMEPEHHO YBEIMYEeHO coneprkanue Jl-numepoB. Moryt nossistees [11D.

Jlabopamopnvie uccneoosanus npu J[BC Il (koazyronamus ¢ HayuHaoweucs
eenepanusayuell  uOpUHOIU3A)  BBIBISIOT 3HAYUTEIbHOE YBEIWYCHHUE BpPEMEHH
cBeprbiBaHusl kpoBu, AIITB, TpomOuHoBoro BpeMeHu. CHMKEHBl KOHIIEHTpALUU
MIPOKOAryJISTHTOB, YpoBeHb (uOpuHoreHa. ComepxkaHue CBOOOTHOTO rernapuHa HeE U3MEHEHO.
CymiecTBeHHO  TOBbIIIEHa  (QUOPUHONMUTHYECKAs  AKTUBHOCTh  KPOBU.  YMEHBIIIEHA
BBIPR)KEHHOCTh MapakoaryJsiuoHHBIX TecToB. IlosBisercs 6onpmoe konuuectso 11D, -
mumepoB. B tperpelt  ¢dasze  yrmyOmsercs  TpoMOOLIMTONEHHSs, HApymaeTcs UX
byHKIIMOHATBHAS aKTUBHOCTh. OOHApYyXKHMBAaIOTCSI (PparMEHTUPOBAHHBIE DSPUTPOLUTHI U
CBOOOAHBIN reMOorI00MH. YUyBCTBUTENBHBIM MOKa3aTeIeM LUTOIN3a KIETOK (MPU MacCUBHOM
pa3pyIIeHud TPOMOOLIUTOB, SPUTPOIIMTOB U T.J.) ABJSETCA MOBBIIeHUe akTuBHOCTH JIJII-2,3
u 4. Bo3amoxeH 3¢ ekt “nepenoca’1miazMa 00JIBHOTO 3aMeIISIET CBEPTHIBAHNE HOPMAIIBHOM
1a3Mebl (B pe3yJibTare marojorudeckoro aeicteus [1/]D).
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Jlabopamopnvie uccrnedosanus npu JIBC 1Y (cenepanuzosannviii ¢pubpunonus umu
NOIHOE HeceepmuvleaHue KpoGu) 6blA6I4i0m PEe3KOe YBEINYEHHE BPEMEHU CBEPTHIBAHUS
kpoBHu, AIITB. IIpoTpoMOMHOBBIM WHAEKC MEHbIIE HOPMBI MM HE ONpEAesHTCH,
copepxanue (UOpMHOTEHA paBHO HYJIO, TPOMOWMHOBOE BpEMs, CBOOOIHBIM TeMapuH,
¢ubpuHOMUTUYECKAs] AKTUBHOCTh HE ONPENENSIIOTCS  CTAaHAAPTHBIMU — METOIMKAMHU.
TpombouuToB KpaiiHe Majo. [lapakoarysiiMOHHBIE TECTHI OTPULIATENBHBI. Pe3Ko yBenuueHo
conepxxkanue [1JI® u /I-numepos.

Eme pa3 ciemyer mogyepkHyThb, 4YTO KIHOYEBBIMHM MOMEHTaMu mnartoreHeza [IBC-
CUH/IpOMA SIBIISIOTCA TPOMOMHEMHUS U TJIa3MUHEMUS, a TMOJITBEPKIAIOUUMH TPOMOUHEMUIO
TECTaMU KOaryJaorpaMMmsbl siBIIsIIOTCSl oOHapyxkeHne KPOM mapakoarysisiiMOHHBIMH TECTaMH,
SBIISTIOIIMMUCS.  MQJIOUyBCTBUTEIBHBIMH, WM OoJieeé YyBCTBUTEIBHBIMH  METOIHKAMH
UMMYHO-()EPMEHTHOTO aHanu3a. TpOMOMHEMHIO TakKe MOATBEPKIAET IOBBIIICHHOE
coaepxanue J[-aumepoB, Kak TPOMOMHUHIYIIUPOBAHHBIX MPOIYKTOB PpaCHICTUICHUS
(¢uOpHHOBOTO CTyCTKA.

Kaunuko-nadoparopuasi xapakrepucruka IBC-cungpoma

Komnencupo | CyOkommneHCHpOBaHHAs JlekoMITeH-
[Tpu3naku BaHHAs dbopma CUpOBaHHas
(opma dbopma
HBC 1 JIBC 11 JIBC 111 ABC 1Y
1. Tlaromoruueckoe
KPOBOTECUYECHUE --- + + ++
2. CrycTku KpoBU -+ + --- ---
3. Temopparudeckas
CBIIIb - — + +++
4. CrioHTaHHbBIC
reMaTOMBI --- --- + +++
5. BCK, mun. <N N Ho 30 bonee 30
6. IIU, % N wimu > N <N <N Ho 0
7. ®ubpuHOTeH, T/1 N Ilo 1,5 <1,0 Jo 0
8. Ywucno N <N <N
TPOMOOIIUTOB, o 60 o 50 eIMHUYHBIC
1¥10°/n
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9. ®OubpuHOIUTHYEC-
Kas aKTUBHOCTD N nmm <N N >N >N

10. TIAD --- --- WJIA + ++ +++

JEYHEHUWE IBC-CUHAPOMA

Ipu nevenuu 60abHbIX ¢ J[BC-cunopomom Haoo pewtams ciedyrouue 3a0ayu:

1) Jleuenne ocHOBHOIO 3a00JI€BaHUS.
2) IlpodummakTuka u Je4eHHE TOTUOPTAHHON HETOCTATOYHOCTH.
3) Koppekuus HapymeHnuit remocTasa (3aBucut ot cranuu J[BC).

VYcnex nedeHus 3aBUCUT OT paHHed nuarHoctuku JIBC, xemarenbHO B (ase
TUIEPKOAryJysiiuy, 0OTKa3a OT OeCropsI04YHOMN Tepanuu 0e3 yyeTa cTaauu cuHapoMa. JleunTsb
CleayeT He TOJBbKO HAPYLIEHUS '€MOCTa3a, HO U IIOK, CENCUC, IECTPYKTUBHYIO THEBMOHHIO,
3JI0KAYECTBEHHYIO OMYyXOJIb, TO €CThb OCHOBHOE 3a00JIeBaHHE B paMKax KOTOPOTO HMEEeTCs
ocnoxHenue B Buse JIBC-cunnpoma. HeBo3moxHO mpoBecTr anekBatHoe yeuenue [IBC 6e3
AHTHOAKTePUAIBHON Tepaluu B CIIydac CErcHuca, aMHHOTHICCKOW dMOOIHIH, ECTPYKTUBHOMN
MMHEBMOHMM, TaHTpeHBl Jerkux. Henws3s aukBuampoBath JIBC 06e3  koppkiuu
reMOJIMHAMUYECKUX HapymeHud npu moke. Criexyer NOMHHUTb, YTO MPOTHBOIIOKOBBHIE
MEpOTNPHUATHS, BKIIOYAIOINEe WHPY3HOHHYIO TEpanuio, HaJ0 MPOBOAUTH 0€3 HCIOIb30BAHUS
aJipeHalMHa U HOpaJpEeHaJIMHA, KOTOPhIE YBEIUYMUBAIOT CTENEHbh MUKPOTPOMOOOOpa30BaHUs.
HckiroueHnem sSBIseTCs JIEKapCTBEHHBIN aHA(DMIaKTHYECKUH TITOK.

bazucubiMu mnpenapatamu B JsiedeHun [IBC-cunapoma SBISIIOTCS TrenmapuH U
CBEXXE3aMOpO’KEHHas IU1a3Ma. B apceHan Bpada BXOJAAT TaK)Ke aHTHArPEraHThl, HHTHOUTOPHI
poTea3, KPUCTAIUIOUIHbIE U KOJUIOUMAHBIE PACTBOPHI ISl KOPPEKIUH T€MOAMHAMUYECKUX U
MeTabOIMUYeCKUX HapyLICHHM, a TakXke HpUTPOLUTapHas Macca M IlelibHas KpOBb JUIS
BOCCTAaHOBJICHUS] KUCJIOPOJHOJIHONU EMKOCTH KPOBH.

JIBC I

Jng  ynydmieHusT  MUKPOLMPKYJSIIMM M PEOJIOTMUECKHUX  CBOMCTB  KpOBH:
PEOTIOJIUTITIOKWH, TIOJIMOKCU/INH, XKelaTuHOJIb B fo3e 10 —15 mu/kr, cTpyitHO, 10 3 pa3 B
CYTKU. PeonoyuritokuH MOTEeHUMUPYET NelcTBUE remapuHa, 4To TpeOyeT CHIXKEHHE J103bl
nociensero Ha 30 —50% npu 0AHOBPEMEHHOM HCIIOJIb30BaHUH 000MX MPErapaTos.

JI1g moHMKeHUs are3uu arperauu TpoMoounToB: TpeHTan 100 mr win KypanTua 2
—4 mr Ha 100 M1 GU3HOTOTHUECKOTO pacTBOpa co cKopocThio 50 — 60 Karenb B MUHYTY.

B ¢da3ze runepkoarymsuuu octporo JIBC-cuHapoma NpPOBOAWUTCS BHYTPHUBEHHAas
Tepanus renapuHoMm ¢ pazoBoit 1o3oit 5.000 — 10.000 , cyrounoii - 30.000 —40.000 - 50.000
EJl. IlpeanoutuTenbpHee KamelnbHOE, a HE CTPYWHOE BBEJCHHUE IMperapaTa UHPY30MaToOM W3
pacuera 5 — 15 EJ] Ha 1 kr Macchl Tena B 4ac. DTO MO3BOJISIET CACNATh TAKTUKY MPOBEACHUS
rernapuHoTepanuu 6onee rubkoi. I'emapun npu JABC-cunapome yTwimsupyercs B 2 pasa
ObICTpee, MOITOMY CJelyeT KOHTPOJIMPOBaTh ero 3¢ ¢peKkTuBHOCTH 2 —3 pa3a B aeHb. BCK
ciemayeT moaAepkuBaTh Ha ypoBHe 15 — 20 munyTt mo JIu-Yitar. IlpenmourtutenbHee
HCIIOJIb30BaHUE HU3KOMOJIEKYJISIPHBIX I'€IIApPUHOB.

D¢ dexkTuBHOCTD TenapruHa 3HaUUTENIbHO CHUbKaeTcs u3-3a nepunura AT III, koTopsrii
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Bcerna Bo3Hukaer mnpu  JIBC. EgunctBennbeiMm  uctounukom AT III  aBisercs
cBexke3amopokeHHast tiazma (C3II), To ecTh mnasma 3amopoxeHHass B TedeHue 30 MUHYT
nocie 3abopa kpoBu y JoHopa. Tosbko B C3I1 B rapMOHUYHBIX COOOTHOLICHUSAX COJEPKATCS
BCE IUIa3MEHHBbIE (hakTophl cBepThiBaHMA, mpoTenH C, miuasmuHoreH. Kommonentsr C3I1
BOCTIOJTHSIIOT (haKTOPBI KPOBH, IMOTPEOJICHHBIE MUKPOCTYCTKaMu B miporecce pa3zsutus JIBC,
BOCCTAHABJIMBAsl aJICKBATHBIN remocratnueckuid noreHuuan. C3I1 Hamo BBOAUTH CTPyHHO, a
He KamenbHO, B koimuectBe 10 — 15 mm / xr maccel tena. Ilpumenenue C3II Bcerna
ONTUMHU3UPYET JISUEHHUE U POrHo3 octporo JABC-cunapoma.

I'mokokopTHKOWIHBIE TOPMOHBI Ha3Havaro B o3e 0,5 — 1 Mr/kr macchl Tena ( pacyer
BCErJa BeJeTCsl Ha MPEJHU30JI0H) B 3aBUCUMOCTH OT IOKa3aTeied reMOAMHAMHUKH (CTEleHN
CHIDKEHHSI apTepHATIbHOTO 1aBICHUS).

IIpu pasButum ammno3a HasHauyaetca 100 — 150 mu 3-5% pactBopa OGukapOoHaTa
HaTpusl.

Ilpu nooocmpom u xponuueckom meuenuu J{BC-cunopoma BBogsar 400 - 600 mu C3I1
u 2,5 — 5 teicsau EJ] renapuna BHyTpruBeHHO. Jlanee renapuH BBOJUTCS MOAKOXKHO IO 5 THICSY
EJl no 3 pa3 B CyTKH /10 T€X Op, NTOKa CTh ycaoBUsl Ui pazButusa [IBC-cunapoma.

[Ipu ruoliHO-cenTMYEeCKOM 3a00J€BaHUM JETKUX PEKOMEHAYETCsl BBEIECHUE 2 pa3a B
cytku 200 — 300 mu C3I1, B koTtopyro aoGaBisitoT 2,5 Teicsiun EJ] remapuHa, BHyTPHUBEHHO
cTpy#Ho, a Takxke 20 — 30 teicsiu ATpE xonTpukana B 100 mi1 ¢u3HOIOrHUECKOTO pacTBopa
BHYTPUBEHHO CTPYHHO 2 pa3a B CyTku. KpoMe Toro , moakoHo 3 pasza B CyTKH BBOAMUTCS 110
S Teics4 enuHUL renapuHa. [[oCTOSHHO KOHTPOJIMPYETCSl TEMOCTa3uorpaMmma.

B runepkoarymsmmonnorr  ¢aze JIBC-cuHapoma BO3MOXHO — HMCIOJb30BaHUE
wiazMagdepe3a. IDTOT METOA METOJA IO3BOJIAET AJIMMUHHMPOBATH MPOAYKTHI HEMOJIHOTO
pacueruienust 6enkoB, POMK, nponyktsl nerpamamuun ¢ubpuna u ¢ubpuHorena. Meton
iazmadepesa sBisieTcsl ypreHTHbIM B JiedeHuu JIBC, BO3HUKIIETo BCIEICTBHE OCTPOTO
BHYTPUCOCYJUCTOIO TE€MOJM3a C OCTPOM IOYEYHOM HENOCTaTOYHOCTBIO, OCTPOTO
renaTtopeHaJbHOr0  CHHIPOMA, CHHAPOMA JUIMTEIBHOTO  pa3JaBiIMBaHMs, a TakKkKe
centuueckoro JIBC.

JIBC 11

B »TOM cTaanu peonoauriItOKUH UCIOJIb30BaTh HeNb3s. BHYyTpuBeHHO HazHavyaroT 5%
pactBop ansOymuHa 200 — 400 mut B cyTku ( eciu pactBop 10% - B 2 pa3a MeHbllIEe), IPOTEHH
— 200 — 400 M7, KpOBE3aMEHUTENH, HE BIMAIOUINE HA MPOKOAryJSHTHl U TPOMOOLHUTHI, -
NOJMOKCUANH, TeI0(Qy3UH, KeTaTHHOIb B 103¢ 10 — 15 mut /kr.

Ilpn ynnuHEHMM BpEMEHH CBEPTHIBAHUS KPOBU A0 15 MHHYT BBOIAT TIeNapuH,
pasBeneHHbId B 100 Mu1 pusnonorndeckoro pactsopa win 5% pacTBopa III0KO3bl U3 pacueTa
30 teicsu EJI/kr maccer Tema mon moctostHHBIM KoHTpolieM BCK co ckopocthio 50 —60
Kareab B MUHYTYy. [Ipu ycunenuun kpoBoteueHus u peskoM yunHennn BCK neltpanusyror
renapuH MPOTaMHUH-CYIb(aToM (ma 1000 EJl remapuna — 1 mu 1% pactBopa
npoTaMUHCYb(haTa).

['moKOKOpTHKOUIHBIE TOPMOHBI Ha3HayvaloT B 03¢ 1,0 — 1,5 MI/Kr B 3aBUCUMOCTH OT
ToKasarejieil reMOINHAMHKH.

OO0s3aTelbHO TPOBOAT 3aMECTUTEIbHYIO Tepamuio, mnepenuBas C3II, HatuBHYIO
wiasMmy a0 500 M 3a CyTKM, LEJIbHYI0 KpOBb pPaHHUX CPOKOB KOHCEpBalUU
(MpennoYTHTENBHO 10 1 CYyTOK XpaHeHHS).

Jlnsg  ocyuiecTBI€HUSI MECTHOTO TeMocTa3a HpUMEHSAIOT 5% pacTBOp SICUIIOH-
aMUHOKanmpoHoBo# kucioTel (100 mu), cyxoit tpomOuH (400 — 600 EA), 500 — 750 mr
aMITyJIMPOBAHHOTO JULIMHOHA WM 3TaM3UIata, 3 - 5 MJI aHAPOKCOHA.
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JIBC ITT

Jlyist HopManu3aluyu MUKPOIIMPKYJIISIUH U YIYUYIICHHS] PEOJIOTUYECKUX CBOWCTB KPOBU
npuMeHsoT 5% pactBop anpOymuHa wiM nporeuH B jpo3ze 400 — 600 mi, coaepxkaiiue
AQHTUIUIA3MMH M yMEHbIIaomue (QUOPUHOIUTHUYECKYI0 aKTHUBHOCTh KpOBH. MOXXHO
UMIIONIb30BaTh yKa3aHHBIE BBIIIE PACTBOPHI PEOJIOTMUECKOTO ACHCTBHS, 32 HMCKIIOUEHUEM
PEOTONUTITIOKMHA.

Bo3MoxHO HCITONTB30BaHHE HHTHOUTOPOB MpoTeas: KoHTpuKal — 50 — 60 teicsy ATpE
i ropaokc 300 — 500 teicsu EJI. BBomsarcst 6omrocHo cTpyiiHO miu pa3BoasaTcs B 100 i
(bU3NOIOrMYECKOTO PacTBOPA.

UYepe3 10 — 15 MuHyT OT Hayana BBeAeHUs aHTH(PUOpruHOIUTUKOB BBOAAT C3II mmu
HaTUBHYIO Tu1azmy B o3¢ 1000 — 1500 M. K mna3zme mobansitor puOpuHOreH, u3 pacuera 1
r ¢pubpuHOTeHa Ha 700 MII MIa3MBl.

[Tpu cumxennn ypoBHs remornobuna (< 100 r/m) mepennBaloT KpOBb MajbIX CPOKOB
KOHCepBalMu 10 noBbieHus yposas Hb ne < 100 r/m.

LenecooOpa3Ho Hcnonb30BaTh MpENepaThl, BIUSAIOLNIME HAa TPOMOOLUTApPHOE 3BEHO
remocTasza: xenatuHa 10% - 30 —40 mn w nuumHoH (dTam3uiat) B moze 500 - 750 mr
BHYTPUBEHHO. BO3MOXHO nepenuBaHue TpOMOOB3BECH.

I'moxopTuKonabl Ha3HaYaTCs B 03¢ 1,5 — 2,0 MI/Kr Macchl Tena.

Kpowme Toro, Has1o OCyIIeCTBISIThH MECTHBIM FEMOCT.a3.

O0s13aTeIbHO KOHTPOIUPYIOT AUYPe3, KOTOPHIN HE AOJKeH ObITh MeHee 60 — 80 mi1 B
yac. B cnydae ero CHI>KEHUS MPUMEHSIOT 3y(UIUINH, Ja3UKC, pacTBOp OMKapOoHaTa HATPUS.
HenenecooOpa3Ho UCTIONIBb30BaHIE OCMOANYPETHUKOB.

JBCIY

XapakTep IpOBOJAMMOIN TEpANUU B 3TOW CTAIUU CHHAPOMA OCTAETCS TaKUM XK€, KaK B
MPEbIAYIICH.

AnpOyMuH unu npoteud BBoAAT 1o 200 — 400 mn 2 — 3 pa3a B CyTKHU.

VYBenuuuBaOT 1036l aHTHPUOPUHOMUTHKOB: KOHTpUKan a0 100 Tteicsiu ATpE
ropaokc g0 1 000 000 E/I.

Kareropuuecku 3amnpeniaeTcsi BBEIEHUE renapuHa.

O6bem BBOAMMON C3II mnu HaTMBHOW Miua3Mbl yBenauuuBaercs no 1,5 — 2,0 n ( He
6onee 1,0 1 Ha onHy TpaHcdy3uto). Ha 1,0 1 mna3mer no6asmstor 2 —3 T pubpuHOTeHa.

CaexxekoHcepBrpoBaHHYt0 KpoBb ( 1 000 mi B cyTku u Oojee) MepesnuBaroT [0
noBbIIeHHUs] ypoBHA remornoouuB 1o 100 r/m um rematokputa He Huxe 35%. [lokazano
nepeauBaHue TPOMOOB3BECH.

Obs3arenbHO TepenuBaHue OWKapOOHATa HATpUs IO KOHTPOJIEM TMoKa3aTesei
KHCJIOHO-OCHOBHOTO COCTOSIHUS.

Jlo3a TIIFOKOKOPTHUKOHUIOB yBENIMUMBAEeTCS J0 2 —3 Mr/ Kr Maccel Tela ¢
MOCNEAYIOMUM JT00aBIeHuEM TMpH HeoOXxomumocTd 10 | T/cyTku ( MO MOKaszarensm
TeMOJIMHAMUKH ).

OcylecTBIsTh MEPONPUITHS MO OCTAHOBKE KPOBOTEUEHHUM I10 OMMCAHHOM BBIIIE
cxeme. Ilpu HeoOXoauMOCTH BO3MOMKHO BBEACHHE 4Yepe3 APEHa)X B CEPO3HBIE IOJIOCTH
AMUHOKAMPOHOBON KHUCIIOTHI, aHAPOKCOHA U CYXOT0 TPOMOHWHA.

Bo wu3bexanun paszButus JIBC-cuHIpoma 1enecooO0pa3HO €ro  3aHMMAaThCs
IpOQHUIAKTUKON: UCTIONB30BaTh aJeKBAaTHBIE J03bI AHTUOWOTHUKOB IPH CEICHCE, KOPPEKTHO
JICYUTH MIOK, OCBOOOXKJATh MaTKy OT MEPTBOIrO IUIOAA WJIM JPYTUX UCTOYHHKOB TKaHEBOTO
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TpomOomacTiHa W Tpod. K TpOoPHIaKTHYECKUM MEpPONPHUSATHIM CJIEIyeT OTHECTH
coOyo/ieHMe  NMpUHLUUIA  MHUHUMAJbHOW  TpaBMaTH3allMMd  IpH  ONEpalusx  Ha
[apeHXMMAaTO3HbIX OpraHax, POBEJCHUE IUIAHOBBIX OMepaluil y Jui ¢ TpomOoduaueit 6e3
OKU/IaHUS HKCTPEHHOM CHUTYyallMM, yMEHbLICHHE O0OBEeMOB TpaHC(y3uil, NepenuBaHHe
KOMIIOHEHTOB KPOBH I10 CTPOTUM MOKa3aHUIM.

KOHTpOJ’Ib TEpaAUA NMPAMBIMHA AHTHKOATI'YJISTHTAMHU

AIITB-AkTUBHpOBaHHOE NapLHATHHOE TPOMOOIIIIACTUHOBOE BpeMs
(xaonuH-Ke(paTMHOBOE BpeMs) 40+5¢
Ornpenenenne aHTH-Xa aKTUBHOCTH TUIA3MBI:

AHTHKOATYJIAHTAMH  NPAMOro JAelWCTBUA  SBISIOTCA  TIMKO3aMHHOTJIMKAHbI
MPUPOJTHOTO TPOUCXOXKICHUS (HePPaKIMOHUPOBAHHBIM TeMapuH), IOJIYCUHTETHUECKOTO
(HM3KOMOJIEKYJISIpHbIE TEMapUHbl) U CUHTETHYECKOTrO (MOMUCYIb(AaT MEeHTO3aHa, HAIpUMED)
nporcxoxaeHusi. OHU aKTHBHPYIOT HHTHOWUTOPHI IUIA3MEHHBIX (DAaKTOPOB CBEPTHIBAHUS
kpoBu-antuTpoMOuH III (ATIII) u kodakrop renapuna-I1 (I'K-II).

HedpakumoHMpoBaHHBII TremapuH CHUHTE3UPYETCS TYYHBIMM KJIETKAaMH Kak
TJIMKO3aMHHIJIMKAH (TeMapyH MOXET MHTUOMpOBaTh 00pa3oBaHue (pUOPHMHOBOTO CrycTKa Ha
MHOTUX CTaJIusAX KJIACCHYECKOI'O0 BHYTPEHHETO M BHEUIHETO KacKala CBEPTBIBAHWUSA KPOBH)
Jlng oneHku AeicTBUs He(PpPaKIIMOHUPOBAHHBIX MpPENapaToB, IPUMEHSIOT TECThI, B KOTOPBIX
oTpaxéH ux Ahdext Ha GakTopel CBEPTHIBAHUA. MOXXHO, B JKCTPEMAIbHBIX YCIOBHUSX,
MOJIb30BAaThCS TECTOM Ha BpeMs OMpeJeNieHUsT CBEPTHIBAHMUS IIENIbHOM KPOBH, HO OH
MaJIONH()OPMaTHBEH.

AKTHBHpPOBaHHOE MapuuaibHOE TPOMOOTIIIACTHHOBOE BpeMs (AIITB),
YYBCTBUTENBHBIN TECT AJI OLEHKU CKOPOCTH 00pa30BaHUs MPOTPOMONHA3HI IO BHYTPEHHEMY
NyTH aKTUBAllMU IJJa3MEHHOro remocTrasa. [[is TecTa XapakTepHa mpsiMas 3aBHUCHMOCTH
pe3ynbTaToB oT KOHLEHTpaLuu rernapuHa. ITpu JUIATEIBHOM JIEYEHUN
He(PaKIIMOHUPOBAHHBIM T'€IApUHOM HEOOXO0IMMO KOHTPOJIMPOBATH YUCIIO TPOMOOIUTOB (1-2
paza B Hemenl0), TaKk KaK BO3MOXHO pa3BUTHE TeNapuH-3aBUCHMOIl HMMMYHHOM
TPOMOOIIUTOTICHHH.

Bo3MoxeH pUKOIIETHBII TPOMOO3 MpH HA3HAYEHUWH BBICOKHX /103 MPUPOIHOTO
(Omonornyeckoro) renapusa. IIpuumHa 3TOro B TOM, YTO BBICOKOMOJIEKYJISIPHBIE (paKIUU
remapvHa o0JaaroT CIOCOOHOCTBIO B Pe3yJIbTaTe MPsIMON aKTHUBAIMHM yCUJIMBAThH arperaiio
TPOMOOILIUTOB U TOBPEXKICHUE UX, B PE3YyJIbTaTE YETO BHICBOOOKIACTCS U3 TPOMOOIIUTAPHBIX
rpaHysl aHTUrenapuHoBeld (.4. Ilpum SHIOTeHHON HEHTpanu3aluu TemnapuHa BO3MOXKHA
UHIYKIUS TpoMOo3a. [Ipy Tepanuu GHMOTOrHYECKUMH TellapiHaMU HEOOXOUM KOHTPOJIb 32
conepxxanuem ATIII.

@®paknuoOHMPOBaHHbIE, BbICOKOAQPUHHBIE (HU3KOMOJEKYJSPHBIC) TeIMapHuHbI
ABIISIOTCA HauOolee crenuUIHBIMU ISl aHTUKOATYJISTHTHOU Tepanuu. OHU MPAKTUYECKU HE
aKTUBUPYIOT TPOMOOIMTHI W HE BBI3BIBAIOT MMMYHHBIX peakiuil. He crnocoOHBI CBS3bIBATH
onHoBpeMeHHO TpoMOuH U ATIII, mosToMy HE MOTYT YCKOPSTh HHAKTHUBALIMIO TPOMOMHA, HO
COXPaHSIOT CIIOCOOHOCTh KaTalIM3UpOBaTh MHrHOMpoBaHue (pakTopa Xa antutpoMOuHom III.
DT0 Takue mpemnapaThl Kak (pakcUrapuH, SJHOKCUIIAPHH, PparMuH U apyrue. B 3aBucumocTt
OT TpenapaTa COOTHOIICHUE (aHTHKOAryJsIHTOB) aHTH-(.Xa/anTu-d.1la B Tecrax cocramiser
or 2:1 mo 4:1. [Jlns koHTpoyst 3a JiedeHWEeM (PaKIMOHHPOBAHHBIM T'eIapHHOM Ooliee
YyBCTBUTEIBbHBIM TECTOM 1O cpaBHeHUI0 ¢ AIITB saBnsierca omnpeneneHue aHTH-Xa
AKTUBHOCTH IJIa3MBI.

Jlonyctumo npouIaKTHUECKOEe Ha3HAYeHHE IIpernapara HHU3KOMOJIEKYJISIPHOTO
renapuHa ¢ y4éTOM Macchl Teja MalueHTa.
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Ecnu peiictBue ¢akropa, BbizBasuiero JIBC, sBisiercs KpaTKOBPEMEHHBIM (TpaBMa,
oriepanysi), TO TeapyuH MPUMEHSIETCS OJHOKPATHO, B 03¢, He mpepbimatomei 2500-5000 e,
[lpn Hamuuuu ATUTENBHO AEUCTBYIOLIETro (akTtopa (omyxoib, cerncuc), Bei3Basmero JBC,
rernapuH NpUMEHSIeTCs TOBTOPHO, HEOOBIIMMU J103aMH Yepe3 5-6 4acoB.

Oonum u3 obsa3amenvHbIX yciosull Koumpoas mepanuu 2enapunom I-111 ¢azvr JIBC
aensiemcs pacuém unoexca koazynayuu. B nopme UK pasen 0,8-1,2.

B cBs13u ¢ BBINIEHU3IOKEHHBIM aBTOPaM Ka)KeTCsi HEOOXOAMMBIM MTPUBECTH HECKOIBKO
MPUMEPOB U3 KIMHUYECKON MPAaKTUKH.

Ilayuenmrxa K., 32 ner, mepeBeieHa W3 KIMHUKM AKyLIEpCTBA U T'MHEKOJOTHMU B
00JBHUILY CKOPOM MOMOIIHM JUISl OKa3aHMS CIIEHUATU3UPOBAHHON METUIIMHCKOM TOMOIIH.

U3 anamneza: y poAMIBHMIIBI TE€UEHHE BTOPOH OepeMEHHOCTH 0€3 CyLIECTBEHHBIX
OTKJIOHEHUH OT HOpMBI (TepBasi OEpeMEHHOCTh 3aKOHYMJIACH MPEKACBPEMEHHBIMU POAAMU
MEPTBOTO IJI0JIa MYXCKOro pozaa). Hacrosimue ponibl OCIOXKHWINCH MpeskyiaMrcueit: AJl
noBsIaIOCh 10 200/120 MM pT. CT., POXKEHUIIC TPOBOAMIACH TEPAIHs B BUJIC YIIPABIIEMOM
HEWpoJenTaHAIbIe3ud U yIpaBisieMol Ba3oruieruu. KpoBomoreps B pojax HE IpeBbllaa
600-700 mu. I'emoTpanchy3un He TPOBOAUIIOCH. B mocrnepogoBoM meproie HaOMI0AaNOCh
HEKOTOPOE CHIDKEHHE TOHyCa MAaTKH, COIPOBOXKIAIOLIEECS BBIJCICHUEM HECKOJIBKO
00JIBIIET0 KOJIMYECTBA KPOBH, YEM B OOBIYHBIX POJAX.

Yepes 12 yacoB pa3BWIOCH TSDKEIOE KpPOBOTEeUeHHE (OKOJIO 2,5 JTUTPOB), B KpaiiHe
TSOKETIOM COCTOSIHUU OO0JIbHAs U ObLIA JOCTABJICHA B PEaHUMAIIMOHHOE OT/IETICHHUE.

B cBs3u ¢ coctosHueM OO0NBHONW OBLIO MEPETUTO MPAKTUYECKH OJHOMOMEHTHO
HaTUBHOW I1a3Mbl 430 mu, p-pa aexctpana 800 M, SpUTPOLMTAPHON MAcChl B KOJIMYECTBE
300 mu. Hawato mepemuBanue 500 mu gonopckoid kpoBu O(I) rpymmer Rh+ (Tak, kak y
pe6énka rpynna kpoBu O(I), Rh+). CunbHoe kpoBOoTeueHHE OBLIO OCTaHOBJIEHO, HO K
cepenuHe TeMoTpancy3un y MalueHTKH MOSIBUIICS 03HOO, 00JIM B CNIMHE, TOITHOTA, PBOTA,
cepaneOneHne, pa3BUIOCh YIyIIbE C [MAHO30M, OOWMJIBHBIM ITOTOOTICIICHHEM, OOISIMH B
rpyau. Temrepatypa Tena noausiack 10 39*C. AJl Baagane noBeicriiochk 10 180/120 MM pr.
CT., 3aTeM CHH3WIOCH 10 70/30 MM PT. CT., mynsc 140 B MUHYTY, HaMOJIHEHHUE MyJIbCca CTAIO
KpuTHdeckn MaibiM. KpoBoTedeHne B030OHOBMIIOCH. CrycTKM HEOOJBIIOrO pasMmepa
00pa30BBIBAIINCH, HO JOBOJILHO OBICTPO U JIM3UPOBAIHCE. | eMoTpaHchy3ust ObL1a
oTMeHeHa. /Jlng crabwin3zanuy TreMOAMHAMHUKH  IPOBOAWIOCH JieueHHEe UH(y3Huen
HOpaJpeHaluHa U ajpeHanuHa. Hesp¢dekTuBHOCT, NPOBOIUMON Tepanuu 00yCIOBMIIA
HE0OXOIMMOCTh MEePEeBO/Ia MAUEHTKH B CIICLIUATU3UPOBAHHOE OTCIICHHE.

[Ipn mnocrymieHun cocTosHUE OOJBHOM pACLIEHHMBAJIOCHh KakK KpailHe TsKéEnoe.
Temmeparypa 38*C. KoxHbIE TOKPOBBI W CIM3UCTBIE OJICIHBIE C  KEJITYUTHBIM
OKpAaIlIMBaHUEM, KPOBOU3IHUSIHUS B KOXY, CIM3UCTbIE, KOHbIOHKTUBBI, OOIIMPHBIE TeMaTOMbI
BHU3Y KMBOTA. JINII0 MacTO3HOE, HA TEJIE U KOHEYHOCTIX OTEKU. KpOBSHUCTBIE BBIAECTIEHUS U3
nojoBbix myted. AJl 90/50 mm pr. cT., mynec 130, Manoro HamoJHEHWS, PUTMUYHBIM.
I'paHuLbl cepiia paBHOMEPHO PACLIMPEHBI, TOHbI MPUIIIYIIEHbl, CUCTOIMYECKUI LIyM Hal
BEPXYILIKOW M OCHOBAaHMEM, YMEPEHHBIM AKI[EHT BTOPOrO0 TOHA HAaJ JIETOYHOU apTEepHUEn.
Yacrora npixaHus 28 B MMHYTY, I'DAaHULBI JETKUX HE H3MEHEHBI, dKCKYpPCHUS HECKOJIBKO
noBepxHocTHas. [lepKyTopHbIl 3ByK B 3aJHMX U OOKOBBIX OTAENaxX MPUTYIUIEH. JpIxaHue
AKECTKOBAaTOE, c1ab0 IMPOBOAUTCS C MPABOIl CTOPOHBI, OIPEIEINIAIOTCS PACCESIHHBIE CyXUE U
BJIQYKHBIE XPUIIbI, OONIbIIE B 3aJHE-HU)KHUX OTJIENaX. [lpu pentrenorpadpum B JABYX
NPOEKIHSX BBISBICHBI PU3HAKU PACIIUPEHUs MPABbIX U JIEBBIX OTIENIOB cep/lla, HabyxaHHe
KOHYCa JIEFOYHOW apTepUH, Cy)KEHHE PEeTPOCTEPHAIBLHOrO MPOCTpaHCTBA. JIErouHble Mo ¢
YCUJICHHBIM OpOHXOCOCYIMCTBIM PUCYHKOM, PacIIMPEHHbIMU KOPHSIMM U 04aroBOM CIMBHOM
UHQUIbTpale B cpegHUX 30Hax (BiaaxHble nérkue). ODKI: cuHycoBas Taxukapaus,
IPU3HAKU NIEPErPy3KH MPEUMYIIECTBEHHO NMPABbIX OTEIOB U HApyLIEHUE MUTAaHUS MUOKapa
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JIEBOTO JKETyJOUKa Cepala.

Ilpn wnccnenoBaHUM OpraHoB OpIOIIHOM IOJIOCTH BBISBJIEHA: OOJE3HEHHOCTh B
00J1aCTH MOSICHUILIBI, MIPABOTO MOApPeOephsi, HEOONbIIOEe KOJINYECTBO CBOOOJHOM >KUAKOCTH,
B3JlyTHE KUIIEYHHUKA U KeTyaKa. [ledyenb yBennueHa u Ha 3-4 CM BBICTOUT M3-110J1 pEOEPHOTO
Kpasi, majbrnanus e€ 00Je3HEHHAs!, OCOOCHHO B MPOEKIUH KEITIHOTO My3bIPst M CEPIIOBHIHON
cBa3ku. OOmactp modek Oone3neHHas. Ilpu 0030pHON peHTreHorpadUU-TEeHH TOYEK
pasmepamu 14x6,4 cm npaBas u 14,2x6,6 cm neBas. M3 moueBoro my3sipsi BeiBeieHO S50 M
OypoBaro-kpacHoit wmouu. I[IHC: ormeuaercs oOmas orayméHHOCTh. (YaroBeiXx U
MEHHHTHAJIBHBIX CUMIITOMOB HE BBISBICHO. 3pEHHE CHIDKEHO, OOJIbIIEe Ha IMpaBbIi IJa3 3a
CU€T OTEKA COCKA 3PUTEJIBHOTO HEPBA U CETYATKH, MEJIKUX FeMOpparui u cna3ma apTepuo.

ITpu naGopatopHOM HCCIIEIOBAaHUM B pekuMe cito! 0OHapy>KEeHbI: THIIONPOTEUHEMHUS
(oOummii Oenok 46 1/1m), anemus (remornobuH 60 /1), rematokput 0,12, HEUTPOPUIBLHBIN
JEUKOIUTO3 ¢ T/51 ciBuroM a0 18%, azoremust (MoueBMHaA 11a3Mbl 50 MMOJIB/JI, KpEaTHHUH
0,78 MMOJB/1, KOHIIEHTpaIUsi cBOOOHOTO remoriioonHa 480 Mr/m (4TO CBUAETEIBCTBYET O
IPOIOJIKAIOIIEMCS] BHYTPUCOCYAMCTOM TeMOJINM3€), HATpUi Iu1a3mbl 129 mMMomb/n, Kanui
wia3Mbl 6,8 MMoub/J, OMIUpyOUH B miazme 375 MKMOJIB/JI, acriaparnHOBas TpaHCaMMHA3a
120 E/n, ananwroBas Tpancamunasa 400 E/i, kpearundochokunaza 980 E/m, CPb 105 mr/m.

[TpoBenéHHBIE KOAryJOJOTMYECKHE TECThl BBIIBMIIM BBIPAXKEHHYIO KOAryJONaTHIO
noTpeOJIeHUs] ¢ TeHepaJIM30BaHHOW akTHBauued (GUOPHHOIU3A: KOJIMYECTBO TPOMOOLIUTOB
45x10 °/n, axTuBHpOBaHHOE BpeMs pekanbiudukarmu 102 cexynasy, [T 36%, pubpunoren
1,2 r/n, TpomOuHOBOE Bpemst 60 CeKyHH, MapaKkoaryJsSIHOHHBIE TECTHl IOJOXHTEIbHEIC,
¢bubpunoren “B” +++, yckopeHHBI JIM3UC AyriaoOynuHOBOW dpakuuu (1o 100 MuHyT),
BpeMs CBEPThIBaHMS KpPOBH B NpoOupke 23 MHUHYTBHL, HpU 3TOM CBEPTOK oOmajai
CJ1a00BBIPAKEHHON CITOCOOHOCTHIO U CPABHUTENILHO OBICTPO MOJBEPrajcs JIM3UCY, OOJbIast
JUTUTENTIFHOCTh KaIMMJUIIPHOTO KPOBOTEYEHHUsI (NMPAKTUYECKH TPYTHO OBLIO ONPEACIHTh). Y
noctynuBIiie nanueHTku rpymma kpou 0(I), Rh-oTpumarensHas, BICOKHI TUTP aHTUTEN K
pe3yc gaxTopy.

Ha  ocnosanuu  Oannvix  anammesa,  00bEKMUBHO20,  1AOOPAMOPHO20 U
UHCMPYMEHMANbHO20 UCCIe008AHULL ObLT CHOPMYTUPOBAH OKOHYAMENbHBIU OUACHO3:

Bropsie cpouHble poJbl KHUBBIM JOHOLIEHHBIM IUIOAOM, 3MOOJIMs OKOJIOIIOAHBIMU BOJAMH,
MaTO4YHOE KPOBOTEUCHME, FeMOPpParndeckuil IOK, aHEMMs, BHYTPUCOCYAUCTBIH I'eMOJIN3,
ocTpasi IEUEHOYHO-I10YEeYHasl HEA0CTaTOYHOCTh, JIBC-cunapom.

Taxmukou neyeHus: NpedycCmMampusaniocy: MoIHasE KOMIIEHCAIs 1I0Ka UHOTPOIHBIMU
cpeacTBamMu; OBICTpOE BBelICHHE 2 T mpernaparta GuOpuHOTeHa u TpaHC()Y3Hs CBEKEH TIIa3MBbl,
C TeM, 4TOObI Hapsay co cTabuiM3anued TeMoJIuHaMUKH ycTpaHuTh aeguuut OLD, Genka,
npokoaryiasHToB; ropgokca ot 300 Teic.E MecTHO, Ansg TOro, 4YTOOBI OJOKHUPOBATH
naronorndeckuii  GuOpuHOIM3. B nmomomuHeHwe k TpaHc]y3usM TPUMEHSIIOCH BBEICHHE
renapuHa (10 Ex/kr maccel Tena co ckopocteio 20 Kamenb B MUHYTY B/B) TOJI KOHTPOJIEM
MHJEKca Koarynauuu. beuio BBenmeHo 3 paza mo 150 mr p-p mpemnusonona, 0,1 mr
¢enranmia, 1,9 r anansruna, s¢eapuna 0,1 r, crpodantuna 0,5 mr, 400 mn 40% pactBopa
rimoko3bl, 400 mi 4% pactBopa ruppokapboHara HaTpus, jJazukca 40 mMr (Tak Kak B MO4Ye
MOSIBUJICSL  CBOOOMHBIN Temoriobun). Yepes 8 yacoB ObUT BBEACH KPHUOMPEUUIIUTAT B
xonmuectBe 200 Exn, yepe3 HekoTOpoe Bpems NMPOM3BEIM KalleJbHOE BIMBAaHUE albOyMHHA
5% pactBop-200 M ¢ UENbIO  YIYUYLIEHWS PEOJIOTMUECKHX CBOWCTB KpOBU U
MUKPOLUPKYJIAINU. BC€ 3TO MPOM3BOMMIOCH TIOJ] CTPOTHUM JIAOOPATOPHBIM KOHTPOJIEM CO
CTOPOHBI CHCTEMBI T€MOCTa3a.

JleueHne oka3aJochb JOCTaTOYHO A(PPEKTHUBHBIM IOCKOJBKY TI'€MOJAMHAMHKA
CTa0MIIN3UPOBAIACh, ABIXaHUE TIOCTEIIEHHO CTAN0 CBOOOJHBIM U Mcue3 IMaHo3. Temmeparypa
TEJla OCTaBalach MOBBIIMIEHHOW emeé okoio 8 wacoB. K 3ToMy BpeMeHHM MpeKpaTHIIOCH
BBbIJICJICHUE TIeMorIoOMHa ¢ Mo4oH. Jluype3 K KOHIly BTOpBIX CYTOK HE TOJBKO HE
YMEHBLIWICS, HO Jaxe Bo3poc 10 1500 My, Tak YTO JMHAMUKA MOJHOCTBIO CTaja
COOTBETCTBOBATH MPEABLAYIINM JHSM.
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OT10 HaOIIOEHNE MHTEPECHO C HECKOJIBKUX CTOpOH. [lanmenTke, KoTopas mepeHecia
SMOOJINIO OKOJIOIJIOJHBIMH BOJIaMH, BBI3BABIIYIO CEPBbE3HYIO KpPOBOINOTEPIO, M €LIE HE
OlpaBWJIaCh OT IIOKa, CO3Jald CHUTYyalHI0 KOH(IMKTHYIO IO CHUCTeME pe3yc-(pakrop
remoTpancdysueir 300 M cBeXel TOHOPCKOM KPOBHU, YTO MPHUBEIO K TSHKEIBIM OpraHHBIM
nopaxeHnusiMm 1 OIIH, xoTopble CONMpPOBOXAATUCH IIOKOM, BHYTPUCOCYJUCTBIM TI'€MOJINU30M
kpoBH 1 JIBC-cunapomom.

JABC-cuHapoM MOXKET UMETh MECTO TaK)K€ B XUpypruueckoi npuktuke . Hampumep:

bonbuoit C., 25 ner, mocTynuia B MHCTUTYT CKOPOM MOMOUIM B CBS3H C HOXEBBIM
paHeHHeM TMpaBod OenpeHHOU aprepuu. KpoBomorepsi cocraBwia MpuMepHO 3,5 nuTpa.
JledeHue Hayanu ¢ BBEACHUS BHYTPUBEHHO KamNelbHO B TedeHUH 15 MuHYT 10 ThICSY eIUHUIL
remapuHa B 200 wmun 5% pactBopa anbOyMHMHA C LENbIO MPEKpAIlEHUs PpEeaKIiu
BHYTPUCOCYJUCTOIO CBEPTHIBAHUSI KPOBH, OOYCJIOBIIEHHOTO IUPKYJSALUEH B KPOBSHHOM
pycie TKaHeBOro TPOMOOIUTACTMHA W HaBEeACHHOW arperamueit TpomOoruToB. Jlamee
npoBoAMiach TeMoTpaHchy3uoHHas (dpurpoumrtapHas wmacca, C3II) u wuHby3uOHHAs
(KpoBe3aMelaroIye pacTBOPHI) Teparusl.

[Inactuka u ymmuBaHuMe cocyAa IMpoJoJKalack B TeueHUEe ueThIpéX vacoB. llepen
YIIMBAaHUEM OIEpallMOHHONW paHbl ObUT BBenA€H 1 M 1% pacTBopa mpoTraMuH-cyib(darta ¢
[ENbI0 HEeUTpanu3aluu BBEAEHHOTO paHee pacTBopa remapuHa. A depe3 35-40 MuHyT ObLIH
OTMEYEHBl  MPHU3HAKH  OCTPOrO  BHYTPUCOCYAMUCTOIO  TeMoiu3a  (reMOrJoOMHYpHS,
TeMOTJIOOMHEMUSI, TUIEPOUINpYyONHEMHsI), CHIDKEHUE auype3a. bombHOW ObUT mepeBenéH B
oTnenenue remonuanusa, CocTosHUE PacleHMBAJIOCh KaK TsDKEIOE, YTO OMpPENessuioch He
TONBKO TIOJIYyYCHHOH TpaBMOH U O0OBEMOM OMEpPATUBHOTO BMEIIATEIbCTBA, HO U
MOCIIEACTBHUSIMU BBEACHHUS aHTAarOHUCTA renapuHa (mpoTaMuH-cyibdaTa), Ha3HAYCHHOTO 0e3
y4éTa pe3yJIbTaTOB KOAryJaoJOrH4eCKUX UCCIEI0BaHUM.

OOpaiania BHUMaHHE BBIpRKEHHas OJEAHOCTh KOXHBIX MOKPOBOB C MPaMOPHBIM
OTTEHKOM, HWKTEPHUYHOCTh CKJEp M CIHU3HUCTHIX, IAaCTO3HOCTh IIMIA, TOJEHEW H CTOIl.
Taxukapaus ¢ yacrotoi 120 B MUHYTY, apTepHalIbHOE JaBieHue cHU3miIoch 10 80 u 40 Mmm
PT.CT., OTCYTCTBHE AMYpPE3a, YTO MO3BOJISJIO KOHCTATUPOBATh pa3BuTUE moka. Habmonanock
KPOBOTEUYEHHE U3 ONEpalMOHHOIN paHbl, CryCTKM MMENH JOBOJIBHO Majible pa3Mepbl, ObLIN
PBIXJIBIMU M CaMOTIPOM3BOJIBHO JIM3UpOBaNUCh. [losiBUIIach meTexuanbHasi ChIlb Ha KOXKE.

Hanuvie n1abopamopHuix ucciedosanuti: TeMornoouH 50 r/1, SpUTPOIUTHI 1,2x1012/n,
JIEHKOIIUTEI 10x109/J1, cBoOOmHEI reMmoriioomH mnasmel 600 mr%, oommit Oemox 50 1/,
anpOymuabsl 30 /71, oOmmit OumupyOoumn 220 MMoib/n  (cBOOOmHBINM 160 MKMOJB/I,
cBs3aHHBIN 60 MKMOIB/T), KpeaTHHHUH 0,32 MMOJIB/1, MOUYE€BHHA 22 MMOJIIb/II.

[Ipn wccnenoBaHWM CHUCTEMBI TE€MOCTa3a BBISBICHBI MPHU3HAKK KOAryJIOMaTHH
noTpeOJICHUs,, TUIOKOAryJISIWW, aKTUBalMM  (QUOpHHONM3A:  YAJIWHEHHWE  BPEMEHHU
CBEPTHIBAHMS LEIBHONW KPOBH B Ipobupke no 17 MuHyT, Tpombouuromenus (95x10°/m),
arperanioHHas pyHKIMS UX TOYTH HE HAONI0Aanach, CHIDKEHHE MPOTPOMOUHOBOTO MHACKCA
mo 37%, ¢ubpunorera nmo 1,2 r/n, AIITB nmo 97 cexkyHa, MOIOXKUTEIHHBIE
NapaKoaryJsUOHHbIE TECTbI, Y/UIMHEHHWE TPOMOMHOBOIO BpeMEHM 110 42 CEeKyH], Bpems
au3uca (GUOPUMHOBOTO CryCcTKa OKCIPECC METOAOM YKOPOYEeHHO, TecT Ha J[-aumep
MOJIO’KUTEJIEH.

AHanu3 JaHHBIX OOBEKTUBHOTO M J1a0OpPaTOpPHOrO HCCIEAOBaHMs (TJIaBHBIM 00pa3oM
PE3yIBTaTOB KOATyJIOTPaMMBbI) OB IIOCTABJICH JUATHO3:

Pezanas pana nmpaBoro 6enpa, noctremopparuueckas anemusi, OIH, onuroypuueckas
cTaausi, Mok cMemanHoro rexesa, JIBC cunnpowm, 11 cragus (rimry0okasi THIIOKOATYJISIUAS C
aKTUBallMel TeHepaIn30BaHHOTO (UOPUHOIN3A).

Jleuenue nauamo c npumeHeHueMm Iutazmadepesa. B teuenue cyTok ObuLIO
IPOBEJEHO JIBE TMpoLEayphl IUla3mMadepes3a: IUla3Ma OTAeNsgach OT 3PUTPOMACCHI
MEXaHWYECKUM BBITECHEHHEM B CBOOOJHBI KOHTEHMHEp M yJalsuiach. JpuTpomacca
peuH(y3upoBanach NalUeHTy. Y JaléHHas MIa3Ma UMella KOPUYHEBYIO OKPACKY. 3a KaXIyIo
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nporeaypy osuto yaanenao mo 2500-3000 mi tuta3mel. B kauecTBe 3aMeCTUTEIIBHOM Tepanun
BBOJIMJIACH CBEXas JOHOpcKass KpoBb 500 Ma m cBekesamopokeHHas tuiazmy (1000 mur).
Kpome storo npoBoaunace undysus 5% pactBopa ansOymuna (400 mut), Kpuonpenunurara
(400 en), Ilockonbky KoOHIEHTpauus ¢uOpuHOoreHa y OosnpHOro ObuTa HIDKE 1,5 T/I
3aMECTHTEIBHYIO TEPAIHIO HAYMHAIN ¢ OBICTPOTO BBEICHUS 2 T mpenapaTta puopuHoreHa.

[Ipy npoBeneHWM  Tepamuyd  peHIaiuCh  CIAEAYIOIIME  3a/Jayd:  CHIIKEHHE
BHYTPUCOCYIUCTOTO  CBEPTHIBAHUS M KOPPEKUUS  MUKPOLUPKYJSIHUHU,  CHIDKEHUE
(UOPHHONINTUYECKOM aKTUBHOCTH KPOBM M BO3MELICHHE JepHUIMTa IJIa3MEHHBIX
IPOKOATYJISTHTOB.

MectHO wucnosnb3oBanuCh: 5% pacTBOp SICHIOH-aMHUHOKAIIPOHOBOW  KUCIIOTHI
(DAKK), nunuHOH U cyxoi TpoMOWH. DTOM CMeChl0 CMauMBald Cal(peTKH W HaKIAJbIBAIN
MX Ha KpOBOTOYAIINE TKaHW, IpUaaBiauBas Ha 15-20 MUHYT K IOBEPXHOCTH PaHBbI.

C yuéroM mnoBBIIIEHHOTO (UOPWHOIM3a 1O Hadala 3aMECTUTENBHOW Tepanuu
BHYTPUBEHHO CTPYHHO ObLT BBeNeH Topaokc (antududpuHomutudeckuii mpenapat) 300 ThIC.
EJl BHyTpuBEHHO (B MpPOTHBHOM CcIlydae IO HW3JOKEHHBIM BBIIIE MPUYMHAM BBEICHUE
IPOKOATYJISTHTOB OKa3bIBACTCS OECIIONIE3HBIM).

[IpoBonmack MPOTUBOMIOKOBAsI Tepanus (KOPTHKOCTEPOUIHBIE TOPMOHBI B pacuére
Ha TIPETHU30JIOH B 7103€ 1.5 MI/KT) B KOpPEKIHSI alua03a.

OcnoXHEeHH, CBS3aHHBIX C MPOBOAMMBIMU MEPONPHUATHUSAMU HE OOHAPYX MIOCh. K
MOMEHTY OKOHYaHHs BTOpOTO IUIazMadepe3a BOCCTAHOBHICS TUYpe3, KIMPEHC KpeaTHHHHA
mocturan 30 MII/MHH, TaK 4YTO HEOOXOAMMOCTH B JEUYEHHH METOILOM I'eMOIHAaIN3a He OBLIO.
Ha nBaamnareie cyTku 00JIbHON OBLT BBITTMCAH HA aMOYJIaTOPHOE JICUCHHE.

Xoporiue pe3ynbTaThl JEYCHHUS B TaHHOM Cllydae MOJIyYeHbI Olarojaps aaeKBaTHOM
UHQY3MOHHOM Tepalmuu M CBOEBPEMEHHOMY B JOCTaTOYHOM 00BEME JeuyeOHOMY
iazmadepesy.
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