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COBPEMEHHBIE INTPEJICTABJIEHUA O MEXAHU3MAX
CBEPTBIBAHUS KPOBU

«Kackannas» Mojenp Mpoiiecca CBEpTHIBAHMS KPOBH, MPEAJIOKEHHAS B
1964r., oxa3alack HECOCTOSATEILHON B OOBICHCHUH MEXaHU3MOB OCTAaHOBKH
KpoBOTe4YeHUS 1n vivo. COrIacHO 3TOM MOJIENU, aKTUBALUs KOAryJISIIIUOHHBIX
(akTOpoB, NMpuBOAIIAs K 00pa3oBaHuio (UOpPUHA, OCYIIECTBISETCS JABYMS
MyTSMU — BHEIIHUM U BHYTPEHHHM, B 3aBUCHMOCTH OT XapaKTepa aKTUBU-
pYIoLIeil TOBEPXHOCTH HA HAYAJIbHBIX ATanax MpolLecca CBEPThIBAHUS KPOBH.
s enewne2o nymu Takou OBEPXHOCTHIO sBiIsieTcs TKaHeBou ¢akTop (TF),
KoTopbiid akTuBUpyeT paktop VII. Bo snympennem nymu mpoucxoaur 1emb
MOCJIEIOBATENbHBIX B3aUMOJIEHCTBHM npyroi rpynimsl ¢pakropoB — XII, Xl,
IX u VIII, xoropas 3amyckaeTcsi KOHTAKTHOM aKTUBALMEW CBEPTHIBAHUS, KU-
HUHOTeHe3a u (pulOpuHonusza B pesynbrate B3aumoneicreus ¢. Xll, Xl, BbI-
COKOMOJIEKYJIIPHOTO KMHHMHOT€HA, KaJUIMKperuHa U Iuia3MuHoreHa. C Mo-
MeHTa oOpa3oBaHus ¢akropa Xa (mpoTpoMOMHA3BI) MPOIECC CBEPTHIBAHUS
KPOBU IIPOTEKAET MO OOLIEMY MYTH, 3aKIIOYAIOIIEMYCsl B TPOMOMHOT€HE3€E U
buOprHOOOpa30BAHNH.

Teoprs IByX paBHO3HAaYHBIX (AJIbTEPHATUBHBIX) IIyTE€H CBEPTHIBAHUS
(mpoTpoMOrHa3000pa30BaHus) HE MO3BOJSET OOBSCHUTH C OJHOM CTOPOHBI
reHEe3 TSKEIONW KPOBOTOUMBOCTH y MAIMEHTOB C HACJIEICTBEHHBIMU Je(ULIH-
tamu QakropoB BHyTpeHHero (VII, 1X), nu6o suemnero (VII) nyreii, a ¢
APYrol — OTCYTCTBUE TaKOBOM y manueHToB ¢ aeguuurom ¢. XII.

B nocnennee BpeMsi MoJiydeHbl yOEAUTENbHbIE JAHHBIE O MPEBATUPYIO-
et (U3noIIOrMuecKo poJii T. Ha3. BHEIIHErO0 MYyTH CBEPThIBAHUS, a TOUHEE
O TECHOM B3aMMOJAECUCTBHM O0OMX NyTed M HEMOCPEACTBEHHOM YYacTHH
TPOMOOIIMTOB B UX peanu3auuu. [1o cCOBpeMEHHBIM MpenCTaBICHUSM IPO-
LIECC CBEPTHIBAHUSI KPOBU MOXKET OBITh MPEJCTABICH B BUJIE TpeX (a3: WHHU-
UalWd, aMITM(QUKALKUKA U PaCIpOCTPaHEHUs KOAryJISIIIUOHHOTO IpolLiecca.

®a3za uanunanuu. [loBpexaeHne CTEHKH COCyAa MPUBOJIUT K B3au-
moaeictButo TkaneBoro ¢akropa (TF) ¢ ¢.VII. TF skcnpeccupyercst MHO-
UMY TUNIAMU KJIETOK, B TOM YHUCJE TJIaJKOMBIIICUHbIMU, (huOpobdiacTtaMu,
Makpodaramu, He KOHTAaKTHUPYIOIIMMH C KPOBbIO, a TaKKE aKTUBUPOBAHHBI-
MU MOHOIIUTaMH (B TOM YHCJIE U B (JOpME CEKPETUPYEMBIX S3TUMHU KJIETKaAMU
dochomunuAHBIX MUKPOBE3UKYJ) U MOBPEXKICHHBIMHU KJIETKAMH PA3JIUYHOTO
TKaHEBOTO MpOoUCX0oxkaAcHU. CaeayeTr OTMETUTh, YTO Yy 3J0POBOr0 YEJIOBEKA
ot 0,01% no 1% Bcero konuuectBa gakropa VII npucyTcTByeT B KpOBOTOKE
B aktuBupoBaHHON Popme — VIla. Bzaumopeiicteue TF ¢ ¢.VII B mecte
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TOBPEXKACHHS CTEHKH COCYJla aKTHBUPYET B HEOOJBIIMX KOJUYecTBax (hax-
topsl X u IX. ObpazoBaBiuuiics daktop Xa obecreyuBaeT reHepaluo MUK-
POMOJISIPHBIX KOJIMYECTB TPOMOWHA, KOTOPBIN SIBISICTCS MOIIHBIM CTUMYJISI-
TOPOM aKTHBAIIMU TPOMOOIIMTOB. DTUM 3aKaHUMBAETCs NepBas (aza CBEPThI-
BaHMsI KPOBU — WHUIIHAIIHS KOATYJISIINN.

Medscapea www.medscape.com
X Il
Stimulus Vil
Vila Xa
Cell with TF lla
IX\VII @

IXa

Sourca: Cont Edu Anaasth Cril Cara & Pain @ 2007 Oxford Univarsily Prass

®a3a ammiuukannu. Bo BTopoii gasze cBepThIBaHUS KPOBU 00pa30BaBILIU-
ecsli MUKPOMOJISIPHBIE KOJIMYECTBA TPOMOMHA aKTUBUPYIOT TPOMOOLUTHI, Jie-
Jasi UX MaTpuIed i B3auMOJCHCTBUS (DaKTOPOB CBEPTHIBAHUS, a TaKKe
¢.V, VI u Xl, Bxiaroyas TeM caMbIM TPU METIU MOJOXKHUTEIBHOW 00paTHOMN
CBS3M, PE3KO YCKOPSIOIIME reHepainuio TpoMmOuHa. [ns aedunura (B T. 4.
HacieactBeHHoro) ¢.V u VII xapakrepna auchyHKuuss TpoMOOLIMTOB U
CMelIaHHas KPOBOTOYHMBOCTb, OOYCIIOBJIEHHbIE HApyILIEHHUEM palOOThl OIH-
CaHHOTO BbIIIE MEXaHU3Ma aKTUBAIIMU TPOMOOLMTOB. B TO %e BpeMs, KpOBO-
TOYMBOCTh, CBSI3aHHAsI C TPOMOOILIMTONEHHEN, 1100 BO3HUKaIoas Ha (oHe
TPOMOOILIUTONIEHUH, MOXKET OBITh KyNUPOBaHA BBEJAECHHUEM H30BITOYHOTO KO-
mudectBa (.Vlla, ycunusaromiero reHepaiuoo TpoMOMHA Ha TTOBPEXKICHHOU
CTEHKE COCYJ]a U TEM CaMbIM MHTECHCU(ULUPYIOIIETO aKTUBALIUIO TPOMOOIHU-
TOB, TPOMOOIIMTAPHBIM IeMOCTa3 M 0OECIIeUHBAIONMIETO OOpa3oBaHUE JOCTa-
TOYHOTO Ji11 (POPMUPOBAHUS MOTHOLIEHHOTO (PMOPUHOBOTO TpomMOa KoiIuue-
CTBa TPOMOMHA HA OTPAHUYEHHOM YHCie TpoMOOIUMTOB. Ha BKIIOUEHUHN 3TUX
MEXaHU3MOB OCHOBaHbI remMocTtarhuueckue 3(Q@eKThl mpenaparoB, coAepKa-

mux ¢.Vlla.
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Sourca: Cont Edu Anaasth Crit Cara & Pain @ 2007 Oxford Univarsity Prass

da3a pacnpocTpaHenusi. TpoMOOIUTHI, aKTUBUPOBAHHBIE B 30HE IMOBpE-
KJICHUS CTEHKHU COCyJa, MPEJOCTABIAIOT cOO0M MaTpHIly, Ha KOTOPOM Ipo-
UCXOJUT COOpKa, KOHIIEHTPALMs, aKTUBalUsl (PaKTOPOB CBEPTHIBAHUS, yUaCT-
BYIOILIMX B OOpAa30BaHWU TEHA3HBIX U MPOTPOMOMHA3HBIX KOMILIEKCOB (.
VII, X, IX, V, VI, 11, XI) u rereparius O0JIbIINX KOJIUIESCTB TPOMOUHA.

Medscapea www.medscape.com

-
Xia ~ |xV'" aya ‘j/
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Sourca: Cont Edu Anaasth Crt Cara & Pain @ 2007 Oxford Univarsity Prass

Crnenyer OTMETUTB, YTO AHHEKCHH V, Bp-TIIMKONPOTEHH-I U cekpeTupyemas
TpomOoIuTamMu (pochonumnaza A,, HHTHOUPYIOT 00pa30BaHHE paccMaTpUBa-
€MbIX KOMILJIEKCOB M KOAryJSIIIUOHHYIO aKTUBHOCTh TPOMOOLIMTOB B IIEJIOM
(ux ¢usnonoruyeckas poJib, Kak HeCTEMU(PUIECCKUX AHTUKOATYJISTHTOB, CO-
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CTOUT B MEPBYIO OYEPE/Ib B OTPAHUUYECHUN CTUMYJIUPYIOIIEH KOarysiuio ak-
TUBHOCTH alONTOTHYECKUX KJIETOK). Ha CTUMyNHpOBaHHBIX TpOMOOIMTaX
SKCIIOHUPYIOTCS (PopMHUpYyeMble aHHMOHHBIMHU (ochorunuaaMy MHOTOYHC-
JeHHble crnernuduieckre u BeicokoadPUHHBIC MECTa CBS3BIBAHUS (DAKTOPOB
cBepThiBaHUs (Bcero 0osee 1500 MecT/TpoMOOIIUT), HA KOTOPBIX 00pa3yeTcs
TE€Ha3HbIH KOMIUIEKC, cocTosmui u3 [Xa u kodakropa VIlla, uto yckopser
aktuBanuio (akropa X Ha MOBEPXHOCTH TPOMOOIUTOB Oo0jiee 4YeM B 2x10°
pa3 B JONOJHEHKE K €ro akTuBauuu HenocpenctseHHo ¢.VIla. B cBoro oue-
penb, hakTop Va mociie COeMHEHUs CO CBOUM PELENTOPOM Ha OBEPXHOCTHU
TPOMOOITUTOB CO37aeT BhICOKOoad(PUHHBIE MeCTa CBS3BIBAHUS IS (DakTopa
Xa (mo 5000 mect/TpomMboLMT) U obecnieunBaeT >PheKTUBHOE 00pa3oBaHUE
OOJIBIIIOT0 KOJWYECTBA TPOMOMHA, JOCTATOYHOTO I (POPMHUPOBAHUS T€MO-
CTATUYECKU IMOJHOLEHHOrO0 TpoMOa B MECTE MOBPEXKJECHUSI CTEHKH COCY.a.
TpoMOun obecnieunBer QuOpHHOOOpa3zoBaHue U akTuBUpyeT (hakTop XIII,
YTO MPUBOAMUT K OOpPa30BAHMIO TE€MOCTATUYECKU TMOITHOLEHHON CTPYKTYpPBI
TpoMOa U3 NONEPEYHOCIIUTOr0 GUOpHUHAa.

bmaronmapst tomy, uto TF cBsi3aH ¢ COCyaUCTOW CTEHKOM, KOAryjsilu-
OHHBIH MpoLecc B PU3NOJIOTMYECKUX YCIOBUSIX JIOKAIU30BaH 30HOM nedexTa
cocyna. Ero nokanuzamus oGecrieunBaercs Takke GyHKIUOHUPOBAHUEM (u-
3MOJIOTUYECKOW aHTUKOATYJISTHTHOM CHUCTEMBI, B TOM YHWCJIE Ha TTOBEPXHOCTHU
SHAOTENUS.

N30bITOK TpOMOMHA B OpraHU3ME 4YeJIOBEKa MHAKTUBUPYETCS aHTHUTPOM-
ounom III, koTopsiii Takke akTuBeH B oTHomeHuu Xla, [Xa, Xa ¢akTopos.
Bonbiyto posib B OTpaHUYEHUN PACTIPOCTPAHECHUSI KOATYJIAIMHI UTPAET UHTH-
outop mytH TKaHeBOro (hakropa (tissue factor pathway inhibitor — TFPI),
KOTOPBIN CBSI3bIBAaETCA ¢ paHee chopmupoBaHHbIM KomiiekcoM TF-Vlla-Xa
U MHAKTUBUPYET 3TH (PAKTOpHI, OJOKUPYS B KOHEYHOM HTOTE TEHEPAIHIO
TpomOuHa. Kpome TOro, TpoMOMH, CBSA3BIBAsICh C TPOMOOMOYJIMHOM, 3KC-
MPECCUPYEMBIM SHAOTEIHAIBHBIMU KJIETKaMH, TEPSIET CBOU KOATYJISIIUOHHBIC
CBOWCTBA M CTAaHOBUTCA akTuBatopom mnpotemHa C. Ilocnegnuid B mpucyr-
CTBUU CBOETO KO(AaKTOpa — MPOTEUHA S — MPOTEOJUTHUECKH PACIIEILISET
dakroper VIlla u Va, npepsiBas obpasoBanue TpomOuHa. Komrieke TpoMm-
OMH — TPOMOOMOAYJIMH UHTEPHAIU3UPYETCS SHIOTEIUOIUTOM.

Takum 00pa3oM, MO COBPEMEHHBIM NPEICTaBICHUSIM MPOLIECC CBEPThIBA-
HUS KPOBH SIBIIACTCS] HE TOJIBKO €AMHBIM, HO U MPOTEKaeT Ha (hochomumui-
HOW MaTpulle (B TIEPBYIO OYepe/b Ha aKTHBUPOBAHHBIX TpoMOonuTax). B ¢u-
3MOJIOTUYECKUX YCIIOBUSIX CHUCTEMAa reMocra3a (PyHKIHMOHUPYET KaK €IMHOE
IEJI0€ Y HaIlpaBJieHa Ha COXPAHEHHE 1IEJIOCTHOCTH COCYIMCTOTO pyciia MyTeM
o0pa3oBaHMs reMOCcTaTUueCKu 3PGHEKTUBHOTO TpoMOa B MECTE TOBPEKIACHUS
cocyna. OOpa3oBaBIIUICSA B Pe3yJIbTaTe aKTHUBAIMA CHUCTEMBI CBEPTHIBAHUS
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KPOBH TPOMOWH JIEHCTBYET JIOKAJTLHO, U €r0 M30BITOK OBICTPO WHAKTHBUPY-
€TCsl B 30HE HEMOBPEKIACHHOTO SHOTEIUS B pe3yibTare (PyHKIIMOHUPOBAHUS
€CTECTBCHHBIX aHTHKOAryJSIHTOB. Kpome TOro, pasMepsl 00pa30BaBIIETOCS
TpoMOa peryJIupyroTcs MIa3MUHOBOM CHCTEMOU IMyTeM YacTUYHOTO (ulpu-
HOJIN3A.

JIUATHOCTHUKA U JIEYEHUE HACJIEJICTBEHHBIX
KOAT'YJIOIIATHU

JAUATHOCTHUKA U JIEYEHUE BOJIE3HU BUJIJIEBPAHIA

Boje3ns Buisiedpanaa npezacrasiser coboit Hanbojee 4acToe HACIEICTBEHHOE
3a00J1€BaHUE CUCTEMBI T'€MOCTA3a, XapaKTepU3YIoIleecs: KOIMYEeCTBEHHbIM (TUIl 1
1 3) win kadecTBeHHBIM (Tum 2) nedexrom daxropa Buninedpanna.

Tun 1 3a0601eBaHus 00yCIIOBIEH YMEPEHHO BBIPAKEHHBIM KOJIMYECTBEHHBIM
nedunurom dakropa BuieOpanma, MylnbTUMEpHAs CTPYKTypa €ro COXpaHeHa.
Jlsist nanHOTO THMA 3a00J€BaHUs XapaKTEePHO CHIDKEHHE YPOBHs aHTUreHa (akTo-
pa Bumneopanna (VWF:AQ), pucronerun-kopakropHoi aktuBHocTH (VWF:RCO)
U CHWKEHHE arperaluuy TpoOMOOLIUTOB, MHAYLUPOBAHHON prcTOIUTHHOM. YacToTa
naHHoM (opMsbl coctaBisieT 75-80% oT Bcex ciayuyaeB 3aboneBanus. HacnenoBanue
ayTOCOMHO-TOMUHAHTHOE.

Tun 2 3a0oneBanusi, 0OyCIOBJIEH Kau€CTBEHHBIMU M3MEHEHUSIMU (pakTopa
BuineOpanja, cBs3aHbIMU C HapylleHUEM (OpMUpPOBaHUS MyJIbTUMEpOB. llox-
pa3estoT Ha MOATUIIbI/BapuaHThl: 2A, 2B, 2M, 2N.

Bapuant 2A - umerorcs n1eexT cekpelurur BbICOKOMOJIEKYIISIPHBIX MYJIbTH-
MEpOB U MOBbIIIEHUE NpoTeonn3a pakropa Bunnedpanaa.

BapuanT 2B - 3aperucTpupoBaHO MOBBILIEHHOE CPOACTBO IUIA3MEHHOTO
¢dakTopa Bumiebpanga Kk TpoMOOIIMTAPHOMY PEIENITOPY TIUKOMpPOTenHy Ib.

Bapuant 2M — HapymieHa cBs3b mia3MeHHoro (gakropa Bunnebpanna c pe-
1enTopoM K ¢dakrtopy BumieOpanaa Ha MeMOpaHe TpOMOOIIHUTA - TIIUKOIIPOTEHHOM
Ib.

Bapuant 2N - HopmanbHBIN ypoBeHb (PakTopa BumieOpanna u HapyiieHue
ces3u (aktopa VIII u dakropa BumineOpanaa, BCIEICTBHE YEro PETUCTPUPYIOT
Hu3Kkui ypoBenb (paktopa VIII (FVIII) B miiazme kposwu.

HacnenoBanne bB 2 Thna ayToCOMHO-AOMHUHAHTHOE, 32 UCKIOUYCHUEM 2N
THUIIA, TJI€ OHO peleccuBHOE. YacToTa BCTpEUaeMOCTH JaHHBIX ()OPM COCTaBIISET 5-
15% ot Bcex citydaeB 3a00JICBaHUS.

Tun 3 sBnseTcs HanboJsee Tsxkea0u HopMoi 3a00JIeBaHUS C MOJHBIM e U-
nutoM (akropa Bumebpanga. Xapakrepusyercsi oTcyTcTBUEeM dakTopa Bumieo-
paHja B IJI1a3Me, TPOMOOILIMTAaX U COCYIUCTON cTeHke. YpoBeHb ¢aktopa VIII Hu-
xe 10%. HacnenoBanne ayTocoMHO-penieccuBHoe. YactoTa BCTpedaeMOCTH 3-TO
tuna mexee 5%.



JANATHOCTHUKA BOJIE3HU BUJIVIEBPAHIA

Juarno3 bB ycranaBiMBaioT Ha OCHOBAaHHWU KOMILIEKCHOTO OOCJEI0BaHUS,
BKJIFOYAIOILIETO T€HEAIOTMYECKHE JAaHHbBIC, OLIEHKY KIMHUYECKUX MPOSBICHUN U
pPE3yNbTaTOB UCCIENOBAaHUS TOKa3aTeNel MIa3MeHHOTO U TPOMOOIMTApHOIO 3Be-
HBEB CUCTEMBI CBEPThIBaHUS KpoBH. Jis Tskenbix popm BB xapakrepHo:

CHI)KEHHE TMPOKOAryJISTHTHOM akTUBHOCTH (hakTopa cBepThiBanus VIII
(FVIII:C);

CHIDKEHHUE arperaiuy TpoMOOIMTOB, MHAYIIUPOBAHHON PUCTOLIUTHHOM;

CHIDKEHHE PUCTOIMTUH-KO()AKTOPHON aKTUBHOCTH (pakTopa Bunnebpanna;

CHIDKEHUE aHTUreHa gakropa BunneGpanna.

Jlis manueHToOB CO CpeAHETsDKEIbIMU U JierkuMu (¢opMamu BB 3nauenus
MEPEUHCIICHHBIX MOKa3aTene BapuadenbHbl. [loaTOMY Ha 3Tane MMarHOCTHKM 3a-
00J1eBaHMs UCCIIEI0BAaHUE OCYILECTBISAIOT B AUHAMUKE C MHTEpBaJoM 3-4 Mecsua
BHE IIpHEMa JIEKAPCTBEHHBIX CPECTB, BIUAIOLIMX HA CBEPThIBAHUE KPOBH, U30eras
oOciieloBaHUSl NMAIMEHTOB B TEUEHUE 2 HENEb IOCe NMEPEHECEHHBIX BOCHAIIM-
TeNbHBIX 3a00seBaHuil. [Ipy oOpalieHNM MalMeHTOK C Kanob0amMu Ha OOUJIbHBIE
MECSAYHBIE JIMATHOCTUYECKOE WCCIEIOBAHNE CBEPTHIBAHUS KPOBH BBIITOJIHSIIOT
JBaXK/Ibl B IEPBYIO U BTOPYIO (pa3y HuUKIIA.

[lepeueHp BBINONMHIEMBIX Ja0OPATOPHBIX UCCIIETOBAHUIM.

AKTUBHPOBaHHOE 4YacTHYHOE TpomOorutacTuHOBoe Bpems (panee-AUTB).
3naunrtensHoe yaiuHenne AUYTB ykassiBaer Ha nedunur ¢gakropos XII, XI, IX
(npu ypoBHe dakropa 20% u Hmxke), unu VIII (30% u Huke), a Takxke BEpOSITHOE
HaJM4Ke B IJIa3ME KPOBH MATOJOTUYECKUX MHTMOUTOPOB CBEPTHIBAHUS.

Omnpenenenue koarynauvoHHOM akTuBHOCTH (aktopa VIII. Ilpu yposHe
(daxtopa VIII ot 1 10 5% AMarHoCTUPYIOT TKEIYI0 KIMHUYECKYIO (popmy Ooes-
Hu Bunnebpanna, 5-30% cpenneit crenenu tsokectu, 6onee 30% - nerkas ¢popma
3a00JIeBaHUA.

UccnenoBanne aktuBHOCTH (pakTtopa Bunmnebpanna. [IpoBoasT nist yrouHe-
Hus noaruiia bB.

Omnpenenenue ypoBHsl anTurena ¢gakropa BuineOpannaa. IlpoBonsr nanuen-
Tam J1si quarHoctuku tuna bB. Ilpu 1 Tume cooTHomeHue KoaryiasiiMOHHON ak-
tuBHocTu (haktopa VIII (FVII:C) u ypoBus anTurenHa ¢akropa BumieGpanna
(VWF:AQ) npubmmxaercs k 0,7—1, IpomopunoHaIbHO CHUXKCHBI aHTUTEH (PaKTO-
pa BunneOpanga u puUCTOUETUH-KO(DAKTOpHAs AaKTUBHOCTH C COOTHOILIEHHEM
VWF:RCo / VWF:Ag > 0,7. ITpu cootnomennu VWF:RCo / VWF:Ag < 0,7 nuna-
rHOCTUPYIOT 2 Tun bB. Ilpu 3 Tume cooTHonEHME HEBO3MOKHO M3MEPUTh M3-32
MaJIoro 3Ha4eHUsl aHTUreHa gaktopa BueOpanna.

HccnenoBanue arperaiid TpoMOOIMTOB, HHAYLIUPOBAHHOW PUCTOLETUHOM.
[Ipy MOBBILIEHUH arperallMOHHON aKTMBHOCTH TPOMOOLIMTOB B MPUCYTCTBUU PH-
CTOIIETHHA B KOHEYHOU KOHIeHTpanuu 0,8 Mr/Mi1 U MeHee TUarHocTUupyroT 2B tum
6osne3nu BunmneOpanna. Huzkue, mo cpaBHEHHIO ¢ KOHTPOJIEM, MOKa3aTelu arpe-
rallMOHHOW aKTUBHOCTH TPOMOOILIMTOB MAllME€HTa B MPUCYTCTBUM PUCTOLETHHA B
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KOHEYHOM KOHIEHTpauuu 1 Mr/mi u 6osee, yaiie perucTpupyroT npu tunax 2A u
2M. Ilpu 3 tune arperanusi TpOMOOIMTOB, UHAYLIUPOBAHHAS PUCTOIETUHOM, OT-
CYTCTBYET.

UccnenoBanne cnocobHocTH ¢akropa Buiedpanga cBs3biBaTh (axTop
VIII. IIpoBoasat nanuenTam aiis BoisapieHus: 2N tuma bB u niis npoenenus aud-
(bepeHmanbHOM TUAarHOCTUKH C JIETKON ¢hopmoit remoduinnu A.

HccnenoBanue arperaniuu TpOMOOLUTOB, MHIYIIUPOBAHHOW HATPUEBOU CO-
npio afeHo3uHaudochopHor KucaoThl (manee-AJld) u agpeHaTMHOM THAPOXIIO-
puaa, IpoBOAAT i AU(dEepeHIIMATBFHOTO TUAarH03a ¢ TPOMOOIIUTONIATUSIMHU.

HccnenoBanue arperai TPOMOOIIMTOB, WHIYIIMPOBAHHOW KOJUIAr€HOM.
[TpoBomsat mist nudpdepeHITMATBHOTO TUarHo3a ¢ TPOMOOIIUTOTIATHSIMH.

Omnpenenenve ypoBHs uHru6utopoB k ¢akropy VIII u dakropy Bumneo-
pauaa. [IpoBoasT B ciaydasx, KOrJa ypOBEHb KOAryJSIIMOHHOW aKTUBHOCTU (ak-
topa VIl u aktuBHOCTH pakTopa BuieOpanma CHIKEHbI B TUHAMUKE, UM MEHEE
1-2%, ¥ OTCyTCTBYeT KIMHUYECKHH AP EKT OT Ha3HAUYCHHs JIEKapCTBEHHBIX

cpencts, coaepxkamux paxrop ceepteiBanus VI u paxrop Bunnedbpanna.
AHanu3 mynsTuMepoB (aktopa Bumnebpanna. IIpoBoasT mamueHTam Jyist
nuarHoctuku bB, uToObl oTnuuuTh THN 2A (OTCYTCTBHUE CaMbIX OOJBIIUX U TPO-
MEXYTOYHBIX MYJIbTUMEPOB) U TUM 2M (IIPUCYTCTBYIOT BCE MYJIBTUMEPHI).
B Ttabnuie npencraBieHbl 0COOCHHOCTH JIAOOPATOPHOM JUATHOCTUKHU pas-

JINYHBIX TUTIOB bB.

Ocob6eHHoCcTH 1a00paTOPHOM TMAarHOCTUKU Pa3IMYHbIX TUTIOB BB

Tuner | IIpokoary- | AHTUTEH Pucrouu- Arperanus | MylbTUMEpHBIi
bB | nsuTHas ak- | (hakTopa | THHKO(AKTOPHAs | TPOMOOILIMTOB, aHau3
TUBHOCTH Bunne- AKTUBHOCTH VHIYL- daxTopa Bui-
(daktopa OpaHja pOBaHHas pu- nedpaHaa
VIl CTOLIUTUHOM
1 2 3 4 5 6
1 Caumxena | CHUXEH Cuauxena Camxena unu | MynbTuMepHas
HOpMa CTpYKTypa  HE
HapylleHa
2A Cauxena | CHmwxken | CHuKeHa 3Ha- OtcyTtcTBYET OTCYyTCTBYIOT
WM HOpMa W YUTEITBHO WJTU CHIDKEHA OoJbIINE U
HOpMa cpeaaue HopMbl
2B Cumxena | CamxeH | CHukeHa Win IToBeiieHa OTCyTCTBYIOT
WJIM HOpMa W HOpMa OombITHe
HOpMa (hopMBI
2M CHmxena | CHmwxkeH | CHwkeHa 3Ha- | CHuwxkeHa win | MynbTUMeEpHas
WM HOpMa YUTEITBHO HOpMa CTPYKTypa He
HapylieHa




2N CHuxeHna Hopwma Hopwma Hopwma MynbTUMEpHas
3HAYUTEIBHO CTPYKTYypa HE
HapylieHa
3 CHmxeHa Pesko OTtcyTcTBYET OrcyrctByer | OTCYTCTBYIOT
3HAYUTENBHO | CHUKEH MTOJIHOCTBIO
JIEUHEHUE BB

OCHOBHBIM ITpUHUMIIOM JieueHus: bB sBnsieTcs nmpoBeaeHne CBOEBPEMEHHOM
aJIcKBaTHOM 3aMECTUTEJIbHOM Te€MOCTAaTUYECKOM Tepanuu JeKapCTBeHHbIMHU
cpeacrBamm, cogep:xkamumu paxkrop BusuteOpanga u ¢paxkrop cBepThHIBAHUA
kposu VIII.

Cpenu neKapCTBEHHBIX CPEICTB, PEKOMEHAOBAHHBIX JUIS JICYECHMS IalUCH-
TOB ¢ 00Je3HbI0 Buinebpanaa, npeMMylIecTBO UMEIOT JIEKAPCTBEHHBIE CPEICTBA
CO 3HAUYMUTEIBHO OoJiee BBICOKUM cojepxkaHueM ¢akropa Bumnebpanaa no cpas-
Henuto ¢ gakropom VI, y koTopbix cooTHOoeHue ypoBHs (hakropa Bunedpanna
u gakropa VIl cooTBeTcTBYET TakOBOMY B IJIa3M€ KPOBHU 370POBOr0 YEJIOBEKA, U
coctaBisieT He MeHee 1:1. Mcnonb30oBaHHE KPUONPELUIINTATA OIPAHUYCHO H3-3a
OTCYTCTBHUS BUPYCHOW MHAKTUBALIMH, BOZMOXHBIX MOCTTPAHC(Y3UOHHBIX pEAKIUN
Y MIPOBOJUTCS B YCJIOBHUSX KaOMHETa TPaHC(Y3UOJOTHYECKOW MOMOIIY MEIULMH-
CKOU OpraHu3aInu.

®dopMyiia pacdera pazoBOM J03bl JEKAPCTBEHHOI'O CPEJICTBA ISl OCTAHOBKH
WM NIPEAYNPEKACHHUS KPOBOTEUEHUS Y TAIIUEHTOB ¢ Oose3HbI0 BuneOpanna:

X=Mx(L-P)x0,5

rae X — 7103a JISKApCTBEHHOTO CPEJICTBA sl OAHOKpaTHOTO BBeneHus (ME);

M - macca Tena marueHTa, Kr;

L - >xenmaembiil ypoBeHs daktopa VIII B mnazme nanuenra, %;

P - ucxonusiii yposens (akropa VIl y manuenrta 1o BBeaeHus JTEKapCTBEH-
HOT'O CpeACTBa, %o.

[Ipu »>ToM Hamo yuutbiBath, uTo 1 ME dakropa VIII, BBenennoro Ha 1 kr
Macchl TeJjla MalueHTa, MoBbIaeT cojep:kanue (aktopa VIII B minazme nanueHrta
Ha 2%.

TakTuka JleyeHHs NPU Pa3IUYHBIX BUIAX IeMOPPAru4ecKoro CHHAPO-
Mma.

VYuuteiBas, yto npu BB cyimiectByeT BapuabelbHOCTh MOKa3zareiaeld KOoM-
miekca (akropa VIII u dakropa Bunnebpanna, B ciiydae BOSHUKHOBEHHSI KPOBO-
TEUYEHUSI BHE 3aBUCUMOCTH OT JaOOPaTOPHBIX JAHHBIX HA3HAYAIOT JIEKAPCTBEHHOE
cpenctBo, coaepkaiiee daktop ceepthiBanus VI u dakrop Bunnebpanna B 1o3e
10-20 ME/xr wu kpuonperunuTat 4-6 103.

[Ipy HOCOBBIX, IECHEBBIX KPOBOTEUEHUSAX, MEHOPPATrUsX, reMapTpo3ax, Ma-
JBIX XUPYPTUYECKUX BMEIIATEIHLCTBAX YPOBEHBb (PAKTOPOB CBEPTHIBAHMS, B YacT-
HOCTH ypoBeHb (hakTopa cBepTbiBaHusa KpoBu VIII, moikeH ObITh BOCHOJHEH 10
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50%. [1pu OOMIIBHBIX U MPOJOJIKUTENBHBIX KPOBOTEUEHUAX U3 MOJIOCTH HOCA, PTa,
BHYTPEHHUX OPTaHOB, >KEIYIOYHO-KHIIEYHBIX KPOBOTECUYEHMSX, XUPYPrHUECKHX
BMeEIIATEIbCTBAX (B TOM YHCIJIE CTOMATOJIOTHUecKuX) - 10 60-80%, mpu KpoBOMU3-
JUSHUSAX B TOJIOBHOW M criMHHOM MO3T - j0 80-100%. IIpu HOCOBBIX, JIECHEBBIX
KPOBOTEUEHHUSIX, MEHOpparusx JIEKapCTBEHHOE CPENICTBO, cojepkaiiee (akTop
Bunnebpanna u ¢akrop cBeptbiBanus kKpoBu VI, BBOIAT B TeueHue mepBhIX 3
CYTOK Kaxk/ble 24 yaca JI0 MpeKpallleHrs KpOBOTECUEHHUSI.

[Ipu KpOBOTEUEHUSAX CO CIMU3UCTON 00OJIOUKU MOJIOCTU PTa, HOCA UCIIOIB30-
BaHUE MECTHBIX F€MOCTAaTHUYECKUX CPEACTB (HAMpUMEpP, reMOCTaTH4ecKas Tyoka),
a Tak)Ke HazHAYeHUE aHTU(HUOPUHOIUTHICCKUX JICKAPCTBEHHBIX CPEIICTB SBISETCS
METOJI0M BBIOOpA B Ciy4asx akTHBauuu (pUOpHHOIN3a. AMUHOKAIIPOHOBYIO KHC-
Joty Ha3zHayaroT B 103€ 0,5-1 r Ha 10 Kr Macchl Tenla eXeTHEBHO B TEUEHHE S5 CY-
ToK. ClielyeT y4YuThIBaTh, YTO JKCHIIMHAM PENPOIyKTUBHOTO BO3pacTa, MpUHUMA-
IOIMM BHYTPb 3CTPOTEH-COJIepkKAINe KOHTPAIENTUBLI, HENb3sl Ha3HAYaTh aHTH-
(bUOPUHOIUTHYECKHE JTEKAPCTBEHHBIE CPEJICTBA U3-3a OMACHOCTH TPOMOOIMOOIIH-
YECKUX OCTIO)KHEHUH.

[Ipu Xupypruyeckux MaJlOMHBAa3MBHBIX U CTOMATOJIOTHYECKUX BMEIIATEIhb-
cTBax (ynaieHue ot 1 10 3 3y00B) JeKapCTBEHHOE CPEJICTBO, cojiepxkaliee (paktop
ceepthiBanus kpoBu VI u pakrop Bunnedbpanna BBoaar 3a 30 MUHYT 10 MaHU-
MyJSIUA, U Kakapie 12-24 gyaca B TeueHUe 2-3 CyTOK MOCIEONEPAIMOHHOTO MEPH-
oja. bosnee npogo/mKUTENbHAS TEeMOCTaTUYECKasl Tepanusl Ha3HAYaeTCsl MHUBUTY-
aJIbHO B 3aBUCUMOCTH OT KJIMHUYECKOW CUTYaIIUH.

[Ipu npoaoKUTENLHOM MEHOPPAruy, reMapTpo3ax, HOCOBBIX KPOBOTECUEHHU-
SIX, HEOOJIBIIINX MOBEPXHOCTHBIX FeMaTOMax, TeMaTypHUH MOJJepKaHue reMocTa3a
npu BB ocyiiecTBasOT MOCpeACTBOM BBEICHUS JIGKAPCTBEHHOTO CPEJICTBA, CO-
nepkamiero gaktop ceepteiBanus kposu VIII u dakTop Bunnebpanaa, kaxapie 12
gacoB (ypoBeHb (hakTopa VIII mepen moBToOpHOM MHBEKIMEH HE TOJDKEH OBITH HU-
xe 40-50%), 10 MOTHOM OCTAaHOBKHM KPOBOTEUEHUS, Jlajiee - MOAICPKUBAIOIIAs Te-
pamnus B Te€4eHUe 5 THEH ¢ uHTepBajioM 24 yaca.

[Tpu xemyn0YHO-KUIIIEUHOM KPOBOTEUCHUHU TSI TTOJICPIKAHUS TEMOCTa3a y
MalueHToB ¢ Oosie3Hbr0 BuieOpaHga BBOAAT JIEKApCTBEHHOE CPEACTBO, COJEP-
xarmiee pakrop Bunnebpanna u ¢akrop ceeptoiBanus kpoBu VI xaxapie 12 va-
coB (ypoBeHb (paktopa VIII mepea moBTopHON MHBEKIMEH HE TOKEH OBITH HUXKE
80%), 10 OJIHOM OCTAaHOBKU KPOBOTEUEHHUS, Jajiee - MOACP>KUBAIOIIAs TEpanus B
TeUueHue 7 JHEel ¢ uHTepBajioM 24 Jaca.

IIpu KpOBOMBIMUSAHUY B TOJIOBHOM WJIM CIIMHHOW MO3T IOJJIEPKAHUE T'EMO-
cTtaza npu bB mpoBOAST MOCPEACTBOM BBEICHHS T€MOCTATHYECKOTO CPEICTBa
KaxJple 8 yacoB (ypoBeHb pakropa VIII nepea moBTOpHOI MHBEKLIMEH HE TOJKEH
ObITh HUXKE 80%), 10 TTOJTHOM OCTAaHOBKM KPOBOTEUEHUS, JaJiee - MOACP>KUBAIO-
mas Tepamnus B TeueHue 15 nHei ¢ maTepBaioM 24-48 4acos.

Bo BpeMst Xupyprudeckux BMEIIATEIbCTB U B TIEPBBIC 2 CYTOK TOCIIE Omepa-
MU TOJAIEp>)KaHue TeMOCTa3a OCYIIECTBISIOT MyTeM 00ecTieueHus ypoBHS (aKTo-
pa VIII 80-100%, a B mocneonepaurionHoMm nepuonae 50% m0 3axKuBICHUS PaHBI.
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Arperanuio TpoMOOIMTOB, MHIYLIMPOBAHHYIO PHUCTOLUTHHOM, CIEAYET MOAIEp-
xuBatb Ha 8§0-100%.

[Ipu nmogo3peHnu Ha 3a0pIOIIMHHYI0 TeMaTOMY BBe/IeHHE (PaKkTopa CBEpPTHI-
BaHusa KpoBu VIII nmpoBoasT kaxpie 8 yacoB B TeueHue 3 nueul. [anee - mogaep-
YKUBAIOIIas Tepanus B TeueHue 14 nHeit kaxable 24 yaca.

Bo Bpems nnmuTenbHON remMocTaTHdecKoi Tepanuu ypoBeHb daktopa VIII y
nanueHTa Ha (poHe JieueHus He NoJbKeH npeBbimath 150%. BBoauMelil B TeueHue
3-5 nHeli 5K30reHHbIN U cuHTe3upyeMbld nanueHToM (akxtop VI Ha done BBexe-
HUS TOHOpCKOTO (pakTopa Buinmebpanaa, 3aluimaromero oT pa3pymeHus 1 HHaK-
tuBauuu (axtop VI, cozmaror aucnpomopiuo Mexay HOpMajibHBIM YPOBHEM
akTUBHOCTU (pakTopa BuiuieOpaHna u ype3MepHBIM IMOBBILICHHEM OOIIEH Koary-
asiuonHoM akTuBHOCTH dakTopa VI B kxpoBu marnuenTa ¥ OONBHBIX ¢ BHICOKHM
PUCKOM Pa3BUTHS TPOMOOTUYECKHUX OCIOXHEHUN MPHU JOCTUNKEHUHA HOPMAIBHOIO
YPOBHS KOAryJsLIMOHHOW aKTHBHOCTH KPOBU Ha (POHE reMOCTATHUECKON Teparuu
HAYMHAIOT NPOQPUIAKTUKY BEHO3HON TpomMO0sIMOOIMKM He(ppaKIHOHUPOBAHHBIM
WIM HU3KOMOJIEKYJISIPHBIM TE€IIapUHOM B COOTBETCTBHM C MPOTOKOJIOM IMpoduiak-
TUKH BEHO3HOM TpomOoaMmOomuu (IIpuka3 MuHucTepcTBa 34paBOOXpaHEHUS OT
14.02.2010 Ne150 «O06 yTBep>KI€HUH HEKOTOPBIX KIIMHUYECKUX TTPOTOKOJIOBY ).

Nuruduropuas ¢popma bB

Obecnieuenre remocraza npu UHruOuTOpHOU (popme BB BhIMONHSIOT cre-
IOYIOIIMMHU JIEKAPCTBEHHBIMH CPEACTBAMU (OJIHUM U3 YKa3aHHBIX ):

JIEKapCTBEHHBIMU CPEJICTBAMH, coAepxamumu ¢akrtop ceprbiBanus VIII
npu Tutpe uHruounropa k ¢pakropy VIl menee 5 enunun beresna;

JIEKapCTBEHHBIM CPEJICTBOM <QNTAKOr ajb(a» (AKTHUBHPOBAHHBIM pe-
KOMOMHAHTHBIM (paKTOpPOM cBepThIBaHus KpoBHu rV11a) HesaBrucuMo ot TUTpa
MHruouTopa K (aktopy cseprbiBanus kposu VIII.

J103y JeKapCTBEHHOTO CPENICTBA, COJIepKallero (akTop CBEPThIBAHUS KPOBU
VIII paccuuThIBalOT Tak, YTOOBI MOJHOCTHIO HEUTPATU30BaTh HHTUOUTOP K (haKTo-
py cBepteiBanust VIl u 3atem noanepkuBaTh KOHIIEHTpAIHMIO (pakTOpa CBEpPTHIBA-
Hus kpoBu VIII B kpoBM manueHTa Ha kenaeMoM ypoBHeE. HenTpanusyromas 1o3a
JIEKapCTBEHHOTO cpencTBa, coaepsxkamero ¢akrop VI, cocraBnser 40 ME/kr
Macchl Tella Ha OJHY €AMHMIY WHruourtopa. /[o3y, HEOOXOAMMYIO AJI CO3/aHUs
Tpebyemoro ypoBHsi ¢akropa VI, paccunteiBaioT 1o BbIlIe MpUBEAECHHON (Hop-
MyJIe.

BmecTo BBeleHUs JEKapCTBEHHOI'O CPENCTBA, COJEpKallero (pakTop cBep-
ThIBaHUs KpoBU VIII, mis KynupoBaHus reMopparuyeckoro CUHApOMa IpU UHIHU-
outopHoii popme BB ¢ tTutpom nnruduropa menee 5 BE B03MOXHO pUMEHEHHE
JIEKapCTBEHHOI'O CPEJCTBA 3MTaKOr alb(da (aKTUBUPOBAHHOTO). OJHOBpEMEHHOE
Ha3HAYEHHE JICKAPCTBEHHOTO cpecTBa aktopa cBepThiBaHust kpou VIII u snra-
Kora ajbda (aKTUBUPOBAHHOI0) HenomycTtuMo. [Ipu Ha3HaueHUU JIEKapCTBEHHOTO
cpencTBa snTakor anbda (akTUBUpOBaHHOTO pekoMOuHaHTHOTO daktopa VII) mo-
clie BBEICHMs JIEKapCTBEHHOI'O CPEACTBA, COJeprKaiiero (akTop CBEPThIBAHUS
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kpoBu VIII, uaTepBan mMexny BBEACHHUSIMHU JOJKEH COCTaBIATh HE MeHee 24 ya-
COB.

OCHOBHBIM CpPEACTBOM KYITHUPOBAHHS F€MOPPArMueCcKuX MPOSBICHUN Yy Ma-
[IUEHTOB C BHICOKUM YpPOBHEM MMMYHHOro otBeTa (6oisiee 5 BE) siBnsercs npume-
HEHUE JIEKapCTBEHHOI'O CPEACTBA JMTaKOr anbda (AaKTUBUPOBAHHOIO PEKOMOMU-
HaHTHOro (hakropa VII).

OneHka pe3yabTaTUBHOCTH Tepaluu 0a3upyeTcsl Ha TOCTHKEHUU KIMHUYe-
ckoro 3¢ dexra.

[Tpu MeHoOpparusx snTakor ajibda (aKTUBUPOBAHHBIN) BBOIAT B 103€ 50-75
MKI/KI MaccChl Tejla, HAUMHAas ¢ TPEThETO THS KPOBOTEUEHHUS /0 MOJTHON €ro ocTa-
HOBKH.

[Ipu remapTpo3ax ¥ reMaromMax MSITKUX TKAHEH JICUCHUE KPOBOM3JIMUSHHI
HAaYMHAIOT HE3aMEUIMTENIbHO, Cpa3y IIOCJI€ IMOSBIEHUS MEPBBIX CHUMIITOMOB,
Ha3Hayasl JIEKapCTBEHHOE CPEICTBO AMTakor-aibda B 03¢ 90 MKI/KT Macchl Tena
KaXJIple 3 yaca J10 MMOJIYYEHUs] YETKUX ITPU3HAKOB KIIMHUYECKOrO YJIYUILICHHUS: HUC-
Ye3HOBEHMsI OOJIM, BOCCTAHOBJIEHHUS TMOABM)KHOCTH CyCTaBa, YMEHBIIEHHUS OTEKa
MATKHX TKAaHEW BOKPYI CyCTaBa, YMEHBUIEHUS Pa3MEpPOB I'€MATOMBI U €€ INIOTHO-
CTH, BOCCTAHOBJICHUS MMOPAKEHHOM (PYHKIIMU, OCTAHOBKU KPOBOTEUECHHUS.

[Tpu sxcTpakumy 3y00B U MaJOMHBA3UBHBIX ONEPATUBHBIX BMEIIATEIbCTBAX
ANTaKor aib(a (aAKTUBUPOBAHHBIN) BBOJAT HETOCPEACTBEHHO NEpE]] onepanueil u
cpa3y mocJie Mpu BO3HUKIIEM JTYHOUYKOBOM KPOBOTEUYEHUH B 03¢ 90 MKI/KT C UH-
TEepBaJoM B 2 yaca (He MeHee 4 BBEACHMI) O MOTYyYEHUsI YETKUX MPU3HAKOB OT-
CYTCTBHSI KpOBOTEUYEHHs. B cilyyae BO3HMKHOBEHHUsS MOCIE ONEpaluu peuuanBa
KPOBOTEUEHHUS Mpenapar BBOAUTCS B 03¢ 90 MKI/KI MacChl Tejla C HHTEPBAJIOM 2
yaca /10 IOJIHOM OCTaHOBKHM KPOBOTEUEHHUSI.

[Ipu TpaBMe TroJIOBBI, MO3BOHOYHMKA, KPOBOMBIMSHUM B TOJIOBHOM WU
CIIMHHOM MO3T, K€y 1I0YHO-KUIIIEYHOM KPOBOTEUYEHHH U JIPYTUX KPOBOU3IUSHMSIX,
YIPOKAIOLIUX JKU3HU TMAalMEHTa, MpPU MOJ03PEHUHM Ha 3a0pIOLIMHHYIO T'eéMaToMy
AMTAKOT aib(a (AKTUBUPOBAHHBIN) BBOIAT B 03¢ 120 MKI/KI MacChl Tejla Kaxable
2 gaca 710 MOJHOW OCTaHOBKH KPOBOTEUEHHS.

[Tpu nerkoii u cpennetsixkenon Gopmax bB 1 tuma s¢pdexrnBHO mprumene-
HUE JECMOIIPECCHHA.

JlexapcTBEHHOE CPEJICTBO BBOAST BHYTPUBEHHO KamnesibHO B J103€ 0,3 MKI/KT
Maccsl Tena nanrenTa B 50 mit 0,9% pactBopa xnopuaa Hatpus B TeueHue 30 mMu-
HyT. HbeKIusa MokeT ObITh MOBTOpPEHA uepe3 24 yaca, OJHaKo mocie 2-3 JIHeu-
BBe/ICHUS JIeueOHbIN AP PeKT 3HaUnTENbHO CHUXaeTcsl. [I0BTOpHBIN Kypc JieueHus
JIECMOIIPECCUHOM TIPOBOAAT uepe3 7-10 mHel, omHaKo OONBIIMHCTBO MAIlMEHTOB,
KOTOpbIE MOJY4YaloT JICUEHHE MOBTOPHO, CTAHOBATCS MEHEE UYyBCTBUTENbHBI K
HEMY.

JlekapcTBEHHOE CpeACTBO (HEpPa3BEACHHOE) MOXET Ha3HA4YaThbCid B BHJIC
MTOJIKOKHBIX MHBEKIMI WM HHTPAHA3AJIBHO B BUJIE CITPES..

[lepen Ha3zHaueHHEM JECMOIIPECCHHA MPOBOAST TECTOBYIO HH(DY3UIO IS
onpeneneHus ero 3pheKTUBHOCTH (ompenenstoT ypoBeHb ¢akropa VIII B mazme
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nanyenTa 10 u yepe3 30 MUHYT, MOCe BHYTPUBEHHOTO BBEJCHUS Mpemnapara, uin
gyepe3 60 MUHYT MOCIIe TOJKOXHOTO BBeIeHHUs mpemapata). Kputepuem s>¢dek-
TUBHOCTH SIBIISIETCSl YBEITMYCHUE TIPOKOATYJISTHTHON aKTHBHOCTH (paKTOpa CBEPTHI-
Banus kposu VIII 6onee 50%.

JlecMoIIpeccHH CleyeT ¢ OCTOPOKHOCTBIO IPUMEHATh Y TMAIMEHTOB, MMe-
IONINX B aHAMHE3€ THIIEPTOHUIECKYIO 00JI€3Hb, TATOJIOTHIO0 KOPOHAPHBIX COCYIOB,
OpOHXHATBHYIO ACTMY, STHIICTICHIO.

JIMATHOCTUKA U JIEYEHUE TEMO®WJININ A U B

I'emoduansa — 3ab0oneBaHUE CHUCTEMBl T'e€MOCTa3a, OOYCIOBICHHOE AEHUIIUTOM
unu MosiekyssipHeiMu aHomanusiMu FVII unu FIX u knmuandecku mposiisitoniee-
Csl KPOBOTCUCHUSAMH pa3IMyHOM Jokanu3anuu. Yacrora remodpunuu A B oOmei
nonyssinuu coctaisieT 1:10000, a remodmmmu B — 1:60000.

KIIACCU®PUKALIUA TEMODPUINA

TsxecTh reMo- (AKTHBHOCTDH [Bo3pacT nepBbIX mposiB-{Xapakrtep reMoppamqeckord
buiun (pakTopa U1eHn i CHHpOMA
VI wam 1X
(%)

Bbipa)KeHHBIN KOXXHBIM T'€MOCHH-
[IpOM, KpPOBOM3JUSHHUS B MSTKHE]

Tsxenasn gop- <1 o roxa TKaHU M CYCTaBbl, JUIMTEJIbHbIE
mMa ) KPOBOTEUCHMsI IOCIE€ TpPaBM. Xa-
aKTepHbl «CTIOHTAHHBIE» KPOBOM3-

THsTHUS.

MeHee BBIPaKEHHBIM KOJKHBIA T
MocuHIpoM. KpoBouziusiHust B Cy-
Cpeane- CTaBbl U MSTKHE TKaHU BO3HHUKAIOT
Kak npasuio, B nepsbie
Tskeaas gpop- 1-5 rmocyie 0osiee 3HAYUTEIBHBIX TPaBM.
TPHU roJa ;KU3HU.
Mma. B0O3MOXHBI «CIIOHTaHHBIE» reMapT-
|p0351 IIPU Pa3BUTUU XPOHUYECKOTO
CHHOBHUMUTA.

FCMOppaFI/I‘{eCKI/Iﬁ CUHAPOM BCCT A
CBsA3aH CO 3HAYUTCIBbHBIMU TpaB-
MaMU UJIM BO3HUKACT IOCJIC OICpa-
TUBHBIX BMEIIATEIbCTB. «CIIOHTAH-
HBIC» KPOBOU3JIUAHUSA HC XapPaAKTCP-
HBbI.

Jlerkasi popma 5-25 ?

Jtuojorus. 3aboneBanue BbI3BaHO MyTtanueil rena gakropa VI wmm IX. T'en

FVIIl (186 T.n.H.) pacnoyiokeH Ha JAJIMHHOM Ijiede X-XpOMOCOMBI B JIOKyce X(

28. I'en ¢axropa 1X (34 1.1.H.) pacnoyiokeH B Jiokyce X(27 MIUHHOTO ruieda X-

xpoMmocoMbl. Tun HacnenoBanus peneccuBHbiii. B 15-30% nabnronaercst nepBud-
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Has CIIOHTAHHAs MyTanws. Pa3nmuyHble THUIBI TEHETUYECKOW HECOCTOSTEIHHOCTH
obOycnaBnuBaroT nosmmopdusm 3aboneBanus. [Ipu remodunuu A u B BbIsIBICHO
6osiee 2000 myTanum.

Kannudeckue nposiBjaenusi remopunuu A u B coBepiieHHO WISHTUYHBI — reMa-
TOMHBIN THIT KPOBOTOYHBOCTH.

B Femaptposbl @ MNematombl B KK kpoBoTeuweHun [ apyrue B KpoBousnuaHnA B LUHC

Puc. Yactora BCTpedaeMoOCTU reMOpPpParuueckux OCJIOKHEHUN y OONBHBIX T'eéMO-
bunuein

J{uaruos.
JlaGopaTopHble ucciae0BaHus:
- YIJIMHEHHUE aKTUBUPOBAHHOIO YACTHUYHOTO (MapUUaIbHOr0) TPOMOOIIIACTHHOBO-
ro Bpemenu (AIITB) npu HOpManbHBIX MOKa3aTeiasix NPOTPOMOMHOBOTO M TPOM-
OMHOBOTO BPEMEHHU
- CHW)KCHHSI MPOKOAryJISTHTHOW akTuBHOCTH (hakTopoB cBepthiBanus FVIIIC u
FIX:C
Jleuenne
OcHoBY jeueHust reMo(pUIUN Ha BCEX 3Tanax pa3BUTUS U IPOTPECCUPOBAHUS ITUX
3a00JIeBaHUN COCTAaBIISIET CBOEBPEMEHHAs U JOCTATOYHAs IO J03UPOBKaM 3amMe-
CTUTENbHAs Tepanus npenaparamu, coaepxkamumu VI wim X dhakTopsr cBepThI-
BaHus. Ilpu npoBeaeHUH TaKOTO JICYEHUs YYUTHIBAECTCA, YTO MONYXH3Hb (paKkTopa
VIl B mpkynsitiuu coctaBisieT okoiio 12 4, a ¢aktopa IX — 18-24
[Topsinok ucnonb3oBanus kKoHeHTpatoB daktopos VI N IX

* PazBoauTcs HEMOCPEACTBEHHO NEpe]l MPUMEHEHUEM

* BBoauTcs BHyTPUBEHHO CTPYHHO MEAJIEHHO

* Bgoaurcs Bcs 103a, cogeprkamascs Bo (aakoHe.

* Ilpu HeynayHOU BEHENMYHKIMH Pa3BEAEHHBIN NpenapaT MOXKET COXPAHATHCS

B LIIIPUIIE 10 6 4acoB (C MOoTepeil akTUBHOCTH U OoJiee)
* UYewm pasbllle OT Hayajga KPOBOTEUYEHHS WM C MOMEHTA TPaBMbI BBEJIEH Mpe-
rmapar, TeM oH OoJiee 3(pheKTUBEH
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» Ilpu remocratryeckod Tepamuu cleayeT MOMHUThH, YTO YPOBEHBb (hakTopa
VIl u IX 'y 6onbHOro Ha (poHe jedeHust He JoJKeH npeBbimath 150%

3a 1 enuMHUIlY aKTUBHOCTH aHTUTeMO(MUIUYECKUX TIPEapaToB MPUHUMACTCS
to konmuectBo pakropa VIII wmm IX, kotopoe conepxkutcs B 1 Mi1 "ycpenHeHHOM"
noHOpcKo# 11azmMel co 100% copepxxanueM 3TUX PaKkTOpOB.

Cromartosioruyeckass nmomomb. HemocpencTBeHHO mnepes; ylajJeHUueM 3y-
O0B M /10 AMUTENU3ALNN PAHEBOW MOBEPXHOCTH (KaK MUHHUMYM B TeueHue 48-72
4acoB MOCJI€ yIaJieHus1) BBOAUTCS npenapar (pakropa ceepteiBaHus kposu VIl B
HavanpHOU 03¢ 30-40 ME/kr omHOKpaTHO, 3aTeM 1o 20 ME/kr kaxzasie 12 gacos,
npemnapat ¢pakropa cBepTbiBaHUS KpoBH |X B HauanpHOM 103e 60-80 ME/kr onHO-
KpaTHo, 3aTteM 1o 40 ME/kr kaxpie 18 gacos.

IIpu KpoBOTEUYEeHUH U3 CJAMZMCTOM MOJIOCTH PTA: Tpenapat GaxTopa cBep-
teiBanusa kpoBu VIII u3 pacuera 20-40 ME/kr B/B xaxasie 8-12 vacos, npenapar
¢dakTopa cBepThiBanus KpoBH |X u3 pacuera 40-60 ME/kr B/B kaxzabie 18 yacos,
amuHOKarpoHoBas kucyiora 100 mr/kr/cyt BHYTpb (25 MI/KT Ha OJIMH nipueM 4 pa-
3a B CYTKH); T€MOCTaTU4YECKasi MECTHasi Tepanus (1Mo BeIOopy): pubpuHoBas mieH-
Ka, reMocTaThuueckasi Tyoka, mpernaparbl, CoJAepKallye MoJIuKanpad, TPOMOUH.

OcTraHOBKAa HOCOBOI0 KPOBOTEYEHHUSI OCYILECTBIIIETCS TIOCPEACTBOM BBE-
neHus npemnapata (paxropa ceprbiBanus kpoBu VI B moze 25-30 ME/kr kaxabie
12 yacos, npemnapata ¢akropa cBepTbiBanus kKpoBu |X B go3e 40-60 ME/kr kax-
npie 18 yacoB. OCMOTp MarMenTa BpayoM-O0TOPUHO-TIAPUHTOJIOTOM C ITPOBEICHUEM
OpOIIEHHUS CIM3UCTON Hoca (1o BBIOOPY) ATaM3uiaToM, 5% aMUHOKAIpPOHOBOU
KHCIIOTOM, TpoMOMHOM. Hepomyctuma Tyras 3aAHssi TamrnoHajga Hoca. llepenusis
TaMIIOHa/ia HOCA OCYIIECTBIISIETCS TYPYHAOM, MPOMUTAHHON OJTHUM U3 BBIIIETIEpE-
YHUCJIEHHbIX IpenaparoB. [locie mpekpalleHuss KpoOBOTEUEHU HEOOXOIUMO OCTO-
POKHO yJaUTh TaMIIOH TOCe OOMIBHOTO MPOMMUTHIBAHUS MACIISTHBIM PaCTBOPOM
(HarpuMep, peTHHOJIa aleTaTa).

IIpu remaptpo3e: nMMOOUIU3AIMS KOHEYHOCTH, XOJOJ HAa TOPaKEHHBIH
CycTaB TepBble 2 yaca. 3aMecTUTEeNbHAsl Teparus: mpenapar (akTopa CBepThIBa-
Hus kpou VIII B no3e 20-25 ME/kr kaxasie 12 dacos; manee, mpu HEOOXOTUMO-
ctu 10-15 ME/kr xaxzasie 12 gacoB; npemnapat ¢akropa cBepThiBaHUSI KpoBH [X B
HauyaspbHOU n03e 40-50 ME/kr, 3ateM kaxkabie 18 yacos 20-25 ME/kr, 3aTeM Kax-
nwie 24 yaca 20-25 ME/kr. [lpenapar ¢aktopa cBepThiBaHus KpoBH [X B Havalib-
Hoit ;o3e 40-50 ME/xr, 3atem kaxawie 18 yacoB 20-25 ME/kr, 3aTeM kaxkable 24
yaca 20-25 ME/kr.

AnajornyHas TakTHKa IIPpH MOAKOKHBIX KPOBOU3JIUAHHAX, KPOBOU3JTUAHUAX
B MATKHEC TKAHW U MCKMBIIICYHBIX I'€MAaTOMAaX, HE YIPOXKAIOIIHUX JKU3HU.

IIpu remaTypuu. 3aMeCTUTENIbHAS TEepamus: mpemnapaTr (akTopa CBepThIBa-
uHus kpoBu VIII B HauanmsHO# mo3e 25-30 ME/kr, 3aTtem kaxnmpie 12 gacoB 15-20
ME/kr. Ilpenapat ¢akTopa cBepThiBanusi kpoBu [X B HauampHOUW mo3e 50-60
ME/kr, 3atem kaxaesie 18 yacoB 25-30 ME/kr, 3atem xaxnable 24 yaca 25-30
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ME/kr. IMapannensHOo KOPOTKUM KypcoM (Ha 5 mHeil) HazHadaeTcs MPEeAHU30JI0H
(METUIIPETHU30JIOH) B 103€ | MI/KI BHYTpPb C IMOCIEIYIOIIEH OJHOMOMEHTHOM
OTMEHOM.

[Tpu remarypun npuMeHenue 5% aMUHOKAPOHOBOM KUCIOTHI MPOTUBOIO-
Ka3aHO B CBSI3M C PUCKOM TPOMO03a MOUYEYHBIX KITyOOUYKOB.

IIpu :Kesy0YHO-KUIIEYHOM KPOBOTEYEHHMH: 3aMECTUTEIbHAS TEparusl
npenaparoM (akropa ceeptbiBanus kpou VIII B HawanbHol no3e 40-50 ME/kr,
3areM kaxaeie 8 gacoB 20-30 ME/kr; 3atem kaxapie 12 gacos 20-30 ME/kr. Ilpe-
napat Qaktopa cBepThiBaHus KpoBu [X B HawambHOW no3e 60-80 ME/kr, 3atem
kaxaeie 18 gacoB 30-40 ME/kr, 3atem kaxnaeie 24 yaca 30-40 ME/kr. Iloka3ano
AKTUBHOE TIPUMEHEHUE MHTHOMTOPOB (GuOpuHONIM3a: 5% aMHUHOKAMpPOHOBAs KHC-
J0Ta BHYTPh B CyTO4HOU 703¢ 100 mr/kr (25 Mr/kr Ha oguH mpueM 4 pasza/cyT) B
Te4YeHUE 3-X THEH.

IIpu kpoBousnusaunu B ITHC, perpodapunreaibHOil Uin peTponepu-
TOHeAJIbHOW remMarTroMe, mepejaoMax TpyO4aTbIX KOCTeill W KOCTeH Ta3a u 00-
IIMPHOI MEKMBIIIEYHOI reMaToMe: 3aMeCTUTEIbHAS Tepamus npenapaTom Qak-
Topa cBepThiBanusa kpoBu VIII B HauwanbHo# no3ze 40-50 ME/kr, 3atem kaxmapie 8
yacoB 20-30 ME/kr, 3atreM xaxasie 12 gacoB 20-30 ME/kr. 3amecTuTenpHas Te-
panusi mpenaparoM (akTopa cBepThiBaHUs KpoBU [X B HawanbHOU n03e 80-100
ME/kr, 3atem kaxnaelie 18 uacoB 40-50 ME/kr, 3arem kaxnaple 24 yaca 40-50
ME/kr.

JJIsl TeMOCTATHYECKOr0 00ecneYyeHUsl XHUPYPru4eckKuX BMelIaTebCTB
MIPOBOJIUTCS 3aMECTUTEIIbHAS TepaIus mpenapaToM (pakTopoM CBEpTHIBAHUS KPOBU
VIII mavansHas go3a 40-50 ME/xr, 3atem kaxnapie 8 wacoB 20-30 ME/kr, 3atem
kaxapie 12 yvacoB 20-30 ME/kr. Ilpenapar ¢akrtopa cBepThiBaHusi kpoBu [X B
HavyanpHOM mo3e 80-100 ME/kr, 3atem kaxkawpie 18 uwacoB 40-50 ME/kr, 3atem
kaxable 24 gaca 40-50 ME/xr.

IIpumeuanue. [Ipyu opraHuzanuu Oka3zaHUsg MEIUIMHCKOW MOMOIIM TaIv-
€HTaM C F€MAaTOJIOTUYECKOM MaTOJIOTMEN IIPUMEHSIIOT:

nanyeHTaM crapie 18 yer - miasMaTudyeckue (OYMINEHHBIE) U PEKOMOU-
HaHTHBIE TIpenapathbl (akTopa cBepThiBanus kpoBu VI, a taxke xpuonpenurnu-
TaT. MakcumaibHas J03a OJHOKpAaTHOro BBeaeHWs kpuonpernunurara 800-1200
EJl dbaktopa VIII B 3aBUcHMOCTH OT Beca OOJBHOTO; NadbHEHIIas HapalliBaHUE
JI03bI OCYIIECTBIISIIOT 3@ CUET OYHUIIEHHOTO IJIa3MaTUYeCKoro mpenapara ¢gakropa
cBepThiBaHus kposu VIII.

IIpenapaTtbl (pakTOpPOB CBEPTHLIBAHUS KPOBHU BBOAST TOJIbKO BHYTPHU-
BEHHO.

IMokazaHusi K TrOCOUTAIM3ANUM: TEMapTPO3, TreMaTypus, >KEITyJ04YHO-
KHUIIIEYHOE KPOBOTEUCHUE, KPOBOU3IUSHUS B LICHTPAIBHYIO HEPBHYIO CUCTEMY, pe-
TpodapuHreanbHas WU PETPONEPHUTOHEATbHAS TeMaToMa, MepesioM TPyOudaThIX
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KOCTEe M KOCTeH Tasza, OoOmMpHash reMaroMa MSITKHX TKaHEW, XUPYPrHYeCKue
BMEIIIATEIHCTBA).

HACJIEJACTBEHHBIN JE®ULIMT ®AKTOPA XI

3abosieBanne paHee u3BecTHOe kak remoduius C. YacToTa HaciIeICTBEHHO-
ro aeduruta axropa Xl B obmieit momyssiiuu coctasiser 1:1000 000. Cunrtesn-
pyeTcsi B miedeHu. THm HacleJCTBEHHOW TepeIadn ayTOCOMAIbHO-PEIIECCUBHBIN.
[Tpy TOMO3MTOTHOM THIIE HOCHTEILCTBA YpoBeHb (pakTopa XI| B kpoBu or 0 10
15%, mpy reTepo3UroTHOM THIIE HOCUTENIBCTBO OT 25 mo 70%. Mmeetcs sTHU4YE-
CKas TPEIpacloioKEHHOCTh, 3a00JIeBaHHE YacTO BCTPEUACTCS Y €BpPEeB-
allKeHas3u.

OcCo0eHHOCTH KIMHUYECKOH KapTHHBI. TSHKECTh reMOpparu4eckoro CHH-
IpoMa MOXKET He KoppenupoBaTh ¢ ypoBHeM (akrtopa X| B kpoBu. Paznmuuaror
ClIeyoIre KIMHNYeCKre (HOpMBI: JIATEHTHYIO (TeMOpparuu NMpH 3HAYUTEIbHBIX
TpaBMax W OIepalysx), JISTKyI (FreMopparuu Mpy Tope3ax, yimndax, ynaJcHUH
3y0OB, TOH3WJIPKTOMHUH ), TSHKEITYIO (CIIOHTaHHBIE TEMOpParui, MCHOPPAaruH).
KoaryJsorpamma

CKpI/IHI/IHI‘OBBIe TCCTHI

AIITB Y InuHEeHo
II1B Hopwma
TpoMOuHOBOE Bpems Hopma
dubprHOTeH Hopma
KonuyectBo TpoMOOIIMTOB Hopma

Y TOYHSIOIINE TECTHI

AxTtuBHOCTH (. XI CHUKEH

Jleuenmne. [[y1s1 OCTAaHOBKM KPOBOTEUEHUN MOTYT OBITh UCIIOIB30BaHbI CICAYIONINE
JIEKapCTBEHHBIE CPEJICTBA. CBEXKE3aMOpPOKEHHas TiazMa 5-10 Mmur/kr ¢ uHTepBania-
MU 48-72 4. (mepuoj nonyxu3nu ~ 60 dacoB); pekoMOuHaHTHBIN daktop Vila —
30-40 MKr/kT; amMmuHOKanpoHoBas kuciota 0,2 r/Kr BHYTpb.

HACJIEJACTBEHHBIN JE®ULIUT ®AKTOPA VII

YacTtoTa HacneacTBeHHoro neduiura ¢akropa VI B o6mielt nomnynsiuu co-
crapasier 1:500 000. Tunm HacneACTBEHHOW TmepeAadyd  ayTOCOMAJIbHO-
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penieccuBHbIi. SBnsercs BuTamuH K 3aBucCUMBIM (DaKTOpOM CBEpTHIBaHUS KPOBH,
CUHTE3UpYyeTCs B neueHu. [Ipu roMo3UroTHOM TUIE HOCUTENbCTBA YPOBEHb (haK-
Topa B KpoBu OT 0 10 2%, npu reTepo3uroTHOM THUIE HOCUTENLCTBO Bbilie 2%. [1o
CTENEHU TSHKECTH Pa3InyaloT: Tsbkelyto popmy — ypoBenb .VI1<2%; cpenners-
xkenas - ypoBeHb ¢.VII 2-5%; nerkas - yposens ¢.VII 5-10%; narentnas > 10%.

Oco0eHHOCTH KJAMHMYECKO KapTuHbl. ['eMopparvueckue MnposiBICHUS
KoppenupytoT ¢ ypoBHeM (akropa VII. Tsxenas popma — MUKPOIUPKYIATOPHO-
reMaTOMHBIA THI KPOBOTOUYMBOCTH, HOCOBBIC KPOBOTEUYCHHS, KPOBOIIOATCKH B ME-
CTax ymnOOB, KPOBOTEUEHUS TIOCTE YAaIeHUs 3y0OB, MOCIEONEePalMOHHBIE KPOBO-
TEYEeHMsI, KPOBOIIOTEPH B pojax, MeHopparuu. Cpenne-Tspkenas Gopma — CUHAY-
KOBOCTb, KPOBOTOUMBOCTh CIM3UCTBIX, MeHOpparuu. Jlerkas ¢opma — HOCOBBIC
KpOBOTEUEHHsI, MeHOpparuu. JlarenTHas ¢popMa — KpOBOTEUEHHS MOCE OOJBIINX
OTIEPAaTHBHBIX BMEIIATEIIbCTB.

Koarynorpamma
CKpUHUHTOBBIE TECTHI
AIITB Hopwma
IIB Y nimHEeHo
TpomOUHOBOE BpeMs Hopwma
®ubdbprHOTreH Hopma
KonuyectBo TpomMOOIIMTOB Hopma
YTOUYHSIOIIME TECTHI
AxtuBHOCTH ¢. VII CHUKEH

Jleuenmne. [[y1s1 OCTAaHOBKM KPOBOTEUEHUHN MOTYT OBITH UCIIOIB30BaHbI CIEAYIOIINE
JIEKapCTBEHHBIE CPE/ICTBA. CBEKE3aMOpPOXKEHHas TuiazMa 5-10 mu/kr; pexomMOu-
HauTHBIN dakTop Vlla — 30-40 MKI/Kr; KOHIIEHTpAT MPOTPOMOMHOBOTO KOMILIEKCA
(«Oxramekcy) 10-20 ME/kr (ae 6omee 3000 ME m1st otHOKpaTHOTO BBEICHUS).

JAEOUIUT ®AKTOPA X

YacTtoTa HacneacTBeHHoro aeduiura gakropa X B oOIIeH MOMyISIUA CO-
crapiger 1:1000 000. Tunm HacaeACTBEHHOM TMepenadyd  ayTOCOMAaJIbHO-
perieccuBHBIN. SIBnsercs ButaMuH K 3aBUCHMBIM (haKTOPOM CBEPTHIBAHHUS KPOBH,
CUHTE3HUPYETCS B MeueHu. [Ipu roMO3UTOTHOM THIIE HOCHUTENIBCTBA YPOBEHB (hak-
Topa B KpoBu 0T 0 10 2%, Mpu reTepO3UroTHOM THIE HOCUTENHCTBO Bhitie 2%. [1o
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CTENIEHU TSHKECTU Pa3lInyaloT: TsHKeIylo Gopmy — ypoBeHb daktopa <2%; cpen-
HeTsDKelas - ypoBeHb (akTopa 2-5%; nerkas - ypoBeHb (pakropa 5-15%; nateHt-
Hast > 15%.

Oco0eHHOCTH KJAMHMYECKO KapTuHbl. ['eMopparnueckue MnposiBICHUS
KOppEeMUpyIOT ¢ ypoBHeM ¢akropa X. Tspkenas ¢popma - meTeXuanbHO-TATHUCTHIC
KPOBOUBIHUSHUS, TIOJIKOKHBIE TEMATOMBI, T€MapTPO3bl, HOCOBEIE, IECHEBBIC KPOBO-
tederust. npodysueie KKT kpoBoTteuenus. Ilpody3Hbie KpoBOTEUEHHS TOCTE
OTIEPATUBHBIX BMEIIATEIBCTB (yIajJeHUE 3yOOB, TOJOCTHBIC OIEpAIliH, POIBI,
abopTter). CpemueTsixenas ¢popMa - MEHOPpAaruu, HOCOBBIC, JECHEBBIE KPOBOTEUE-
HUS, TIOJIKO’KHBIE T€MAaTOMBI, KDOBOTECUEHUS TIPH TPAaBMaxX U OTICPAIIHSIX.

Jlerkas opma — MEHOpparuu, KPOBOTEUYCHHS B pOAaxX MPU XUPYPTHUECKUX BMeE-
matenbcTBax. JlateHTHas ¢opma — OeCCUMITOMHAS, BBISBIISCTCS TIPH JIabOpaTop-
HOM OOCJIE€IOBAHHH.

Koaryiaorpamma
CKpUHUHTOBBIE TECTHI
AIITB VYV mmHeHo
I1B Y nnuHeHo
TpomOuHOBOE BpeMs Hopwma
®ubdbprHOTreH Hopma
KonuyectBo TpoMOOIIUTOB Hopma
YTOYHAIOIIME TECTHI
AkTUBHOCTH ¢. X CHUKEH

Jleuenmne. [[y1s1 OCTAaHOBKM KPOBOTEUEHUN MOTYT OBITH UCIIOIB30BaHbI CIEAYIONINE
JIEKapCTBEHHBIE CPEJICTBA. CBEXKE3aMOpokeHHas 1uiazma 10-30 Mi/Kr; KOHIIEHTpaT
nporpombuHoBOro KomIuiekca («Oxrarmieke») 10-20 ME/kr (ue 6onee 3000 ME
JUIsl OTHOKPATHOTO BBEICHUS).

JNE®UINT ®AKTOPA V

YacTtoTa HacneacTBeHHoro aeduiura gakropa V B o01el momymiasiuu co-
crapiger 1:1000 000. Tunm HaciaeACTBEHHOM TMepenadyd  ayTOCOMAaJIbHO-
penieccuBHBIN. CHHTE3UpYyeTCS B MedeHu. [Ipr TOMO3UTOTHOM THIIE HOCHTEIHCTBA
ypoBeHb (akTopa B KpoBH 10 10%.

Oco0eHHOCTH KJIMHMYECKOW KapTuHbl. [locieonepanroHHble, mOCIE-
TpaBMAaTUYECKHE KPOBOTEUEHUS, TEMATOMbl MSTKHX TKaHEH, MEHOpparuu, HOCO-
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BBIC KPOBOTCUCHUSA, JKKT-KPOBOTCUCHUA, KPOBOTCUHCHUSA IIOCJIC YIAJICHUA 3}’6OB,
IMOCJIC TOH3HUJIDKTOMHUH, KPOBOTCUCHHUS B pOaax U a6opTax.

Koaryaorpamma
CKpUHUHTOBBIE TE€CTHI
AIITB Y nmuHeHo
IIB VY niuHeHo
TpomOUHOBOE BpeMs Hopwma
dubpuHOTEH Hopma
KonuyectBo TpoMOOIIUTOB Hopma
Y TOUHSIOIKE TECTHI
AKTUBHOCTB ¢. V CHIKEH

Jleuenmne. [[y1s1 OCTAaHOBKM KPOBOTEUEHUN MOTYT OBITH MCIIOJIB30BAHbI CIEAYIONINE
JIEKapCTBEHHBIE CPENICTBA: CBeke3amopokeHHas 1utazma 10-30 mur/kr; pexomOu-
HaHTHBIN pakTop VIla — 30-70 MKr/Kr.

JAEPULUT ®AKTOPA 11

YacTtoTa HacnenctBeHHOro neduuurta daktopa Il B obmelt nomymnsuuu co-
crapasier 1:2000 000. Twnm HaciaeACTBEHHOW Tepedadd  ayTOCOMAbHO-
perieccuBHbBIN. SIBisercs BuTtamMuH K 3aBUCHMBIM (haKTOPOM CBEPTHIBAHUS KPOBH,
CUHTE3UPYETCs B MeUEHU. Y POBEHb (pakTopa MeHee 2% He COBMECTHUM C SKU3HBIO.

Oco0eHHOCTH KJIMHNYECKOH KapTuHbL. [lo1K0XKHBIE KPOBOUIHUSHUS, HO-
COBBIC KPOBOTEUYEHUSI, MEHOPATruHu, MOCTTPABMATHUYECKUE U TOCIICONEPAIIMOHHbBIE
KPOBOTECUCHHUSI

Koaryiaorpamma
CKpUHUHTOBBIE TECTHI
AIITB Y nnmHeHo
I1B Y nuHeHo
TpoMOuHOBOE Bpems Hopma
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dubpuHOTEH Hopma

KonuyectBo TpoMOOIIUTOB Hopma

Y TOYHSIOIINE TECTHI

AxtusHoCTS . |1 CHUXEH

Jleyenue. /{151 0cTaHOBKM KPOBOTEUEHUN MOTYT OBITh UCIIOJIB30BAHBI CIIEIYIOIINE
JIEKapCTBEHHBIE CPEJICTBA. CBEXE3aMoposkeHHas miazMa 10-30 Mi1/Kr; KOHLIEHTpat
npoTpoMOnHOBOro KoMmiuiekca («Okramneke») 10-20 ME/kr (ue 6omnee 3000 ME
JUTISl OTHOKPATHOTO BBEICHUS).

JIMATHOCTHUKA U JJEYEHUE IPUOBPETEHHBIX KOATYJIOIIATHI

JAUATHOCTHUKA U JIEYEHUE TUCCEMHUHHUPOBAHHOI'O
BHYTPUCOCYAUCTOI'O CBEPTBIBAHUSA KPOBH

JlucceMUHUPOBaHHOEe BHyTpHcOocyaucToe cBeprbiBanue (JIBC) kpoBu —
3TO HecHenU(pUUEeCKU 00IenaToJIOTHYECKH Mpoliece, CBA3AHHBIN C MOCTYyIUIe-
HUEM B KPOBOTOK M BO3JIEMCTBHUEM Ha CUCTEMY I'€MOCTa3a 3HJIOICHHBIX U dK30TCH-
HBIX aKTUBAaTOPOB CBEPTHIBAHUS KPOBU U arperay TPOMOOLUTOB, YTO MPUBOJUT
K T€HEpaJIn30BaHHOMN aKTHUBALUU (PAKTOPOB CBEPTHIBAHUA M TPOMOOLIUTOB, UCTO-
HIEHUIO (PU3UOJOTUYECKUX AHTHUKOATYJISTHTHBIX U aHTUArPEraHTHBIX MEXaHU3MOB,
a 3aTeM M 3amacoB (PAKTOPOB CBEPTHIBAHUS U TPOMOOLMTOB B pe3yjbTaTe UX IMO-
TpeOJIeHUs, K CHCTEMHOM aKTUBAalMU (PUOpUHOIN3A, K 00pa30BaHUIO B KPOBOTOKE
(UOPUHOBBIX U TPOMOOIUTAPHBIX SMOOJIOB M TPOMOOB Ha CTEHKaX COCY/OB, 0JI0-
KUPYIOLUUX MUKPOUUPKYJISITOPHOE PYCIO U OOTYpUPYIOIIMX KPYIHBIE COCYIBI, K
Pa3BUTHIO CBA3AHHBIX C OJIOKAI0OH KPOBOTOKA TKAHEBBIX W OPTaHHBIX HAPYIIEHUN
(MOAMOpPraHHOM HEIOCTATOYHOCTH) M BO3HMKHOBEHHUIO HAa 3TOM (POHE BTOPHUYHOM
HECBEPTHIBAEMOCTH KPOBH U I'€HEPAITM30BAHHON KPOBOTOYMBOCTH.

YuusepcanbHOCTh JIBC KpoBH, KaKk CTEpPEOTUITHON PEAKIIMU CUCTEMBbI T€MO-
CTa3a Ha MOIIHBbIE aKTHUBUPYIOIINE BO3JECHCTBHS, BOZHUKAIOIINE NPH Pa3IUYHBIX
MAaTOJIOTHYECKUX Mpoleccax, JeiaaeT 0ObeKTUBHO 0OOCHOBAHHBIM CYIIECTBOBAHUE
YHUBEPCAIBHOIO aJIrOPUTMa €ro JHArHOCTUKA M MAaTOT€HETHYECKOW Teparnu
(KoppeKLHH reMocTasa).

Jtuosorus ABC kpoBu. CuryaniuoHHasi IMarHOCTUKA.

1.I'enepanuzoBannbie MHGEKIMU (CENCUC), B MEPBYIO OUepe/lb I'pamMHera-

TUBHBIA cencuc (BeposiTHOCTh paszButusi JIBC — 30-50%); cenTuueckuil ImIOK
(100%).
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bakrepuaneubiii JIIIC (3pn0TOKCHH) cBsizbiBaeTcst ¢ JIIIC-cBsi3piBaronmum
nporernHoM u CD-14 na MemOpaHe MOHOIIUTOB M SHIOTEIHOLIMTOB, CTUMYJIUPYS
uX K npoaykiuu tkaneBoro ¢akropa (TF), ®DHO u IL-1; nocnegnue ctumynupy-
I0T TPOAYKIUIO0 TF ApyrumMu KiaeTkamu, OJOKUPYIOT GUOpPUHONMN3 (Yepe3 CUHTE3
PAIl u anTunnazMuHoB) u aktuBaiuio PC koMIuiekcoM TpOMOMH-TPOMOOMO,TYJIVH.

['pamno3uTHBHBIN cencuc yacto ctaHoBuTca npuunHor [IBC y cnienskro-
MUPOBAHHBIX MAI[UEHTOB.

[Tpu BupyCHBIX HHPEKIHIX (TeHEepATM30BaHHBIN Tepriec) Ha (JOHE MOBHIIIIE-
HUs conepkanust B kpoBu C4bBP mpowmcxomut ObicTpas mHakTuBamms PS — ko-
¢dakropa PC, 4TO IpUBOIUT K CHIXKEHUIO aHTUKOATYJITHTHOTO IMMOTEHITHAIa

[Ipu cencuce npoucxoaut aktuBHoe pazpyumienue ATl snacrazoit HeitTpo-
¢uoB Ha (OHE BHICOKOTO JICHKOITUTO3A.

2.Bce BB 110K, TEPMUHAIBHBIE COCTOSHUA.

3.Tspkenble TpaBMbl U TPAaBMaTUYHBIE XUPYPTHUECKHWE BMENIATEIbCTBA, B
OCOOEHHOCTH TPaBMbI, COIPOBOXKIAIOIINECS Pa3BUTUEM CHUHApPOMA CHCTEMHOTO
BocnayinTenbHOro oreera (50-70%); omepalMu MU TpaBMbl COMPOBOXKAAIOIINECS
MaCCHUBHOW KpOBOMOTEPEH, KOJIAIICOM, MACCUBHBIMU T€MOTpaHCHY3UIMH.

4.0cCTpblii BHYTPUCOCYIUCTBIA T'€MOJIU3 (MEPEINBAHUSI HECOBMECTUMON IO
ABO kpoBu, reMOJIMTUYECKUE AHEMUU C BHYTPUCOCYAUCTHIM F€MOJIU30M).

5.Aky1iepckasi maToyiorust (nmpe/iekaHue TUIAleHThl, TPEXKIeBPEeMEHHAs OT-
CJIOMKA TUIALIEHTHI, IMOOJIMUS OKOJIOIJIOJHBIMU BOAAMH, MPEIKIAMIICHS U SKJIaMII-
cusl, BHYTPUYTPOOHasi ruOenb IJI0J1a, MacCHUBHAs KPOBOIOTEPS, XUPYPIHUECKHUE
BMemaTeNbeTBa B pogax — 50-100%).

6.Comuaneie onyxonu (15 - 75%), neitko3bl (15%), oTAenbHbIE BapyUaHThI
neiko3oB — 10 50% (ocTphlii TPOMUETOUTAPHBIN JIeHK03). IHTeHCuBHAs UTO-
cratudeckas tepanus. OnepaTuBHbIE BMEIIATENIBCTBA MO MOBOAY 3JI0KaYECTBEH-
HBIX OIIyXOJIEH.

7.0cTpast KkpoBonoTeps (TpaBMbI, ONIEpallu, AKyIIEpCKas NaTOJIOTHUs, KEITy-
JOYHO-KHILIEYHbIE KPOBOTEUEHNS).

8.MaccuBHble TeMoTpaHchy3un u peuH(y3un KpPOBHU.

9.3aTsKHBIE TUIIOKCUYECKUE COCTOSIHUS (B TOM YHCJIE C TPUMEHEHHEM JIJTH-
TEJTLHON UCKYCCTBEHHON BEHTUJISIIUU JIETKHX ).

10.TepMuueckue 1 XUMHAYECKUE 0KOTH.

11.[decTpyKTHBHBIE MPOLECCHI B JIETKUX, MOYKAX, TOKEITYJOYHON JKEIIE3E.

12.IMMyHHBIE 1 UMMYHOKOMILJIEKCHBIE OOJIE3HHU.

13.Anneprudeckre peakuu JEKAPCTBEHHOTO U NHOTO T'€HE3a.

14.«Karactpoduueckuity ADC (ocTpas IHCCEMHUHHPOBAHHAS KoaryJora-
THS/BaCKyJOINATHSI) C OCTPOI MOJMOPTaHHON HEIOCTATOUYHOCTHIO.

15.MukpoaHrHONaTUYECKUEe CHHAPOMBI (B TOM 4YHUCJE, KaK MpOsBIICHUE
A®C): TeMOIUTUKO-YPEMHUUECKUI CHHIPOM M TpoMOOTHUecKash TpoMOOoIuTome-
HUYECKas MypIypa; MUKPOAHTHOMATUYECKAs TEMOJIUTHYECKAs aHEMUSI, UHIYLIUPO-
BaHHAsI XUMUOTEpaNueil; BEHOOKITIO3uOHHas 6one3nb neuenn; HELLP-cunmpom.
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Ju¢pepeHuranuss MUKPOAHTHONIATHIA

Kauandyeckne wu

JadopaTopHbIe TTI ryc HELLP
CHUMIITOMBI
Hes ruyeckKasi

eBpoJIoruyec it +/- +-
CUMIITOMATHKA
JInxopaaka ++ +/- -
I'unepren3us +/- +/- +/-
Iloueunass Hexo- /- it /-
CTATOYHOCTh
IMerexuaabHoO-
NATHUCTask  KPo- + - -
BOTOYMBOCTh

YpoBeHb  TpPOM-
OouMTOB

Vo

AIITB, I1B - > t / >

®ubpuHOreH D D V /e

Mouesuua, ftt f/—

KpeaTHHUH

ACT, AJIT > D t
o ftt ftt t
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JMuarno3 n knaccupukanusa HELLP cunapoma

B ['emonn3
— IIHA30IMUTHI B Ma3Ke MepUPEePUICCKON KPOBH
— o0t ounmupyOuH BeItie 1.2 mr/mn
— JIAI Beimre 600 Ex/n
B [loBbilieHNE YPOBHS MMEUEHOYHBIX (PEPMEHTOB
— ACT Bpime 70 En/n
— JIAI Bemre 600 Ex/n
B TpomOoruToneHus — ypoBeHb TpomMOoIuToB HIke 100000/ vk
B Oxono 50% mnanuenToB umeroT «mnonHbi» HELLP (mpucyrctBytor Bce
cunapomsl), 50% - «uenonusiity HELLP (nmpucyrctByeT omun wiu Gosee
cuaapom: EL, HEL, ELLP, LP).
B Knaccupuxanus HELLP no crenenu Tspkectn 0a3upyeTcss Ha BBIPaKEHHO-
CTH TPOMOOILIMTOTICHUHU
— xkyacc 1 - ypoBenb TpomOo1uToB HIke S0000/MK
— kJyacc 2 — ypoBeHb TpoMOouToB 50000 — 100000/Mk
— xkyacc 3 — ypoBeHb TpoMOoruToB 100000 - 150000/mki
16.Bo3neiicTBue JNEKapCTBEHHBIX IPENAPATOB, AKTUBUPYIOIIMX CBEPTHIBA-
HUE U TPOMOOILIUTHI, aHTUKOATYJISTHTOB, (PUOPUHOJIUTHKOB.
17.MHOXECTBEHHBIE 1 TUTAHTCKUE AHTHOMBI.
18.0T1paBiieHrE TEMOKPATryJIUPYOIIUMH 3MEHUHBIMU SIAAMU.
AHaJIN3 KJIMHUYECKOW cutyanuu (orieHka BeposatHocTH pa3Butus JIBC kpo-
BU) SIBJISICTCS TIEPBBIM U TJIABHBIM OCHOBAHHEM ISl Ha4alla ero MaTOreHeTHYeCKOn
PO MIAKTUKY (TEparuK) U BHITIOJHEHUSI JTAOOPATOPHOTO MCCIEAOBAHUS JJIsI BBI-
SIBJIEHUS] TeMOcTa3nojoruyeckux Mmapkepos IBC kposu.

ITaTtorene3 JIBC kpoBu m ero cuHapomoB. I'emocra3zuoiorudeckue
mapkeps! JIBC.

OcHOBHOI maToreHeTnueckuii Mexanu3m pazsutus JBC kpoBu — reHeparus
TkaHeBoro ¢akropa (TF) u akTuBamus rmaBHOrO (U3MOJIOTMYECKOTO0 MEXaHU3Ma
ceepthiBanus (uepe3 VII-X-1I dakrtopel, a Takxe yepe3 VII-IX-X-II dakrtopsr).
JABC cTaHOBUTCS BO3MOKHBIM B pe3yJIbTaTe MaCCUBHOW reHepauu I F u neduim-
Ta €CTECTBEHHBIX aHTUKOAryJssHTOB (aHTUTpoMOuUHa |1l — AT Ill, mporennos C u S
—PC, PS), ycyry6nsiemoro ux norpedieHueM.

Ucrounnkamu TF sBisitoTcs yyacTByrolie B MMMYHHOM OTBETE aKTUBUPO-
BaHHbIE (cTUMYyIUpoBaHHbIe 3HA0TOKCMHOM, OHO, IL-1) MOHOUUTHI, TKaHEBBIE
Makpodard W SHAOTEITUOIMTHI, MOBPEKIAEMbIE PA3IMYHBIMU BO3JICUCTBUSIMHU
KJIETKU JTF0O0T0 TKaHEBOTO MPOUCXOXKIEHUS (PHIOTENUH, KIETKH KPOBU U TKaHEM).
TF SKCOHMpPOBAaH Ha KJIETOYHBIX MEMOpaHAaX AaKTUBUPOBAHHBIX MOHOIIUTOB U
Makpo(haros, FHAOTEITUATHHBIX KJIETOK, UPKYIUPYIOMUX B KPoBHU (Hochomumui-
HBIX MHKPOBE3UKYJaX, MPOAYIHUPYEMBIX MOHOIIMTaMHU, U (parMeHTax TMOBpe-
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KICHHBIX KJIETOYHBIX MeMOpaH. [loBeiienne ypoBust TF B KpoBH — MepBBIN Map-
Kep aKTUBAIIMU CBEPTHIBAHMUSI.

Axtusupyembie TF VII, IX; X, Il dakropsl cBs3pIBatOTCS €CTECTBEHHBIMU
aHTukoaryiasHTamu (aHtutpomOouHoM I, HrHOUTOPOM ITyTH TKaHEBOTrO (hakTopa)
U HelTpanusyrorcs. Ha 3ToM 3Tame B KpOBU MOBBIIIAETCS YPOBEHb TPOMOHWH-
anTuTpoMOMHOBBIX KomruiekcoB (TAT) — cnenyromero mapkepa [IBC, a Takxke
POJIYKTOB B3aMMOJICUCTBUS (haKTOPOB CBEpThIBaHUS ((HparMeHTOB MPOTPOMOMHA
— FP1+2). Kputnueckoe CHI>KEHUE YPOBHS €CTECTBEHHBIX aHTUKOATYJISTHTOB B pe-
3yJNbTaTe UX MOTPEOJICHUS J1eJaeT BO3MOXKHON HUPKYIALNUIO TPOMOUHA, €ro B3au-
MojelcTBue ¢ (GUOPUHOTEHOM M JMCCEMHUHHPOBAHHYIO TeHepaluio ¢pudpuHa. B
KPOBH TMOSBIISIOTCA MOOOYHBIE M OCHOBHBIE MPOAYKTHI 3TOTO TIpolecca (MapKepbl
JBC): ¢ubpunnentuast A (FPA), monomepusiit pudpun (OPM, TpP), pactBopu-
MBI KOMILIEKCHI MOHOMepOoB pubpruna (PKM®D, SFMC).

['enepanus ¢pubOpuUHA CTAHOBUTCS MPUUYUHON «(HUOPUHAIMOOTU3MAY, TIPUBO-
JSIIEro K 0JI0KaJe MUKPOLIMPKYJIATOPHOTO pycia, B IEPBYIO OYepeb TaK Ha3bIBa-
€MbIX OpraHOB-MHUIIEHEN (JIETKHe, MOYKHU, IEYEHb U JIp.), UX MOBPEKICHHUIO U pa3-
BUTHIO MOJIMOPTaHHON HEIOCTATOYHOCTH.

Ha ¢one akTuBanuu cBepThIBaHUs, TPOMOMHEMHH, @ B HEKOTOPBIX CUTYyaIlu-
AX IEPBUYHO Pa3BUBAETCS T€HEPATU30BaHHAS aKTUBALlUs TPOMOOLIUTOB, pe3yibTa-
TOM KOTOPOW SIBJISIETCS MX arperanusi B KPOBOTOKE, aAre3ust K MOBPEXJIECHHBIM
CTEHKaM COCYJIOB, YTO B UTOT€ MPUBOAUT K JOTOJTHUTEIHHON OJI0Kae MUKPOIHP-
KYJIATOPHOTO PyCjia OpraHOB-MHUIICHEH TPOMOOIMTApHBIMU 3MOOJIaMU U HAadaly
TpoMO00Opa3oBaHus B KPYITHBIX cocyaax. B KpoBu MOSBISIOTCS MapKephl aKTHBA-
U TpoMOOIHTOB: TpomboruTapueie ¢dakrtoper PF3, PF4, a Ttakke f-
TpoMOornodynuH (B-TG), nepuBat Tpombokcana A, — TXB, B Moue u jp.

brnokana cocynoB ¢GuOpuHOM U TpPOMOOUMUTAMHU HEU30EKHO MPUBOJIUT K
BKJIFOYEHHUIO OCHOBHOTO (DM3MOJIOTUYECKOTO MEXaHU3Ma aKTUBAIIUU (PUOpUHOIHN3A
— Yepe3 BBICBOOOK/IEHNE TKAaHEBOr0 akTHBaTopa IutazmMuHorena (t-PA) suporenu-
€M 3a0JIOKUPOBAHHBIX COCY/IOB, €r0 COpOIMIo HAa (PrOpUHE, aKTUBAITUIO TIJIA3MHHO-
reda. Pe3yapTaTroM 3TON aKTHBAallMM CTAaHOBUTCSI YaCTUYHOE paspylueHue Guodpu-
HOBBIX OTJOXEHUM B cocylnax, a 3areM, B pe3yjbTare MOTpedsieHus o2-
aHTUIUIA3MUHA, CUCTEMHas akTuBanus (puOpuHonmza (miasMuHemus), GudpuHo-
reHosm3 u runoduOpuHoreHemusi. B KpoOBH TOSIBISIOTCS MapKepbl aKTHBAIlUU
bubdpunonmza u pudbpuHorenonmsa: t-PA, nmpoaykrel nerpaganuu ¢udpuna (FDP),
¢udpunorena (FNDP) u J[-aumepsl, KOMIUIEKCH T1a3MuH-aHTUIIa3MuH (PAP) u
t-PA-antnaktuBarops (t-PA-PALI).

AxtuBanmsi (pakKTOPOB CBEPTHIBAHMS, CBA3BIBAHWE WX AHTHUKOATyJISHTAMHU,
ydactue B (pruOpuHOOOpa30BaHUM MPUBOJAT K PA3BUTHIO KOAryJonaTHH MoTpedie-
HUS1, KOTOpasi CTAaHOBUTCS MPUIMHON TeMaTOMHOW KpOBOTOUMBOCTH. [lapannensHo
HapacTaeT TPOMOOIMTONEHUSI TMOTPEOJNICHUsT W TOSIBISETCA IETeXHaJbHO-
MATHUCTAsE KPOBOTOYMBOCTE. [uchyHkims remoctasa ycyryosnsercs: runeppuopu-
HOJIM30M (BO3HUKAIOT BTOPHYHBIE OTCPOUYCHHBIE KPOBOTEUEHHSI U3 3aTpOMOUpO-
BaHHBIX MOBPEXJEHHBIX COCYJIOB), a TAKXKE€ POCTOM COJEpKaHUSI MPOAYKTOB Jie-
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rpaganuu ¢ubpuHa U GUOPUHOTEHA, KOTOPHIE B MOJHOW MEPE MPOSBISIOT CBOU
aHTUATPETaHTHBIM, AHTUTPOMOMHOBBI W AHTUIOJIUMEPU3ALMOHHBIA AP EKTHI.
TakoB marorene3 remopparuyeckoro cuuapoma Ha one JIBC kpoBu.

I'emocrazuonornyeckne mapkepsl IBC kposu.

* Mapkepbl aKTUBAI[UU CBEPTHIBAHMUS:

TF, FP1+2, FPA (®nA), TpP (®m), SFMC (PKM®), TAT-KOMIUIEKCHI — T10-
BBIIIICHUE COACP>KAaHUS B KPOBH.

= Mapkepbl aKTUBALIMU TPOMOOIIUTOB:

PF3, PF4, B-TG, TX-B2, PAF — noBsImieHne copepkaHus B KpoBU (MOUeE).

* Mapkeps! akTuBanuuu GUOpUHOIN3A U HUOPHUHOTEHOIIN3A:

t-PA, FnDP (I1[1®r), FDP (IA®), D-mumepsi, PAP (I11-Alln)-komiekcs, t-
PA-PAIl-KoMILIEKCBI — OBBILIEHUE COJEPKAHMS B KPOBH.

*  OyYHKIIMOHAIBHBIE MAPKEPhI aKTUBALIUA T€EMOCTA3a!

AIITB, TB (ykopouenue, ynnunenue), II1B (yaiunenue), ypoBenb ¢pudpuHo-
reHa (CHU2KeHHe), yPOBeHb TPOMOOIMTOB B JUHAMHUKE (CHUKEHHeE).

B cooTBercTBUU ¢ pekoMenanusiMu MexaynapoaHoro Oomectsa « Tpom603 u
reMocTas3» B MepedyeHb Hanbosee HHPOPMATUBHBIX, TOCTYITHBIX ISl ONpeIeTIeHuUs
U 00s3aTeNIbHBIX K WCIOJIb30BaHUIO B AuarHoctuke JIBC KpoBU BKIIIOUEHBI Clie-
QYIOLIME T€MOCTa3UOJIOTHUUECKUE MapKephbl: MOBbIIeHHEe coaep:xkanuss PKM®,
D-aumepoB, nzmenenue AIITB, yniunenue 1B, cHu:kenne ypoBHsi GpuOpuHO-
reHa, CHUKeHre YPOBHSI TPOMOOUMTOB B IMHAMMKE.

I'emocTa3zuonornyeckue craauu ABC.

1. I'mniepkoarynsiuuoHHas CTaius:
- TpoMOOLMTONATHsI, HapacTaroliee NoTpeOdsieHne TPOMOOIUTOB (CHIKEHUE
YPOBHSI TPOMOOLIUTOB B TMHAMUKE);
- runepkoarysius (ykopouenue AITTB);
- TpomOunemust (PKMO® );
- neuuT GU3MOIOTMIECKIX aHTUKOAryISHTOB (CHIKeHHE ypoBHS ATIII);
- JoKanbHas aktuBanus pudpunonusa (1 - qumepst 1).
2. I'unokoaryiasiuuoOHHAs CTaaus:
- TPOMOOITUTOTICHUS] TOTPEOJICHUSI U TPOMOOIIUTONATHS;
- runiokoaryssius (ynmuaenue AITTB, [1B, runodubpuHorenemus);
- rpombunemusi (PKM® 1);
- 1eUIUT PU3NOIOTHUECKUX aHTHKOATYJISTHTOB (CHIDKeHUE ypoBHS ATlI);
- reHepaJin30BaHHas aktuBalus pudpunoausa (-numepst 11).

Junarnocruxka JIBC.

1. CutyanimoHHasi IMarHOCTUKA (KPUTUUYECKUN aHAIN3 KJIMHUYECKOW CUTyaIluu ¢
TOYKH 3peHusi BeposiTHocTH pa3BuTus J{BC kposn).

2. BeisBiienne remocrazuonorndeckux mapkepoB JIBC. MuHHManbHBIN IHAarHo-
CTUYECKH JOCTATOYHBIN HAOOP TECTOB:

- MOJICYET TPOMOOIIUTOB (B TOM YHCJIC B TMHAMUKE);

- AIITB, IIB, ¢ubpunorex;

- KAUECTBEHHBIM WJIM KOJIMUECTBEHHBIM TecT Ha PKM®;
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- JI-numepsl.
3. KinnHnueckas nuarHocTuka (BbisBiIeHUE KiIuHUYeckux nposieiaenuit JIBC-T1OH,
CMEIIaHHOM KPOBOTOUYMBOCTH).
[IpropUTET MMEIOT CUTYallMOHHAs U T€MOCTA3UOJIOTHYECKasi THArHOCTHKA
JIBC, nockoJIbKy OHM 00ecrneunBaloT MaKCUMaJIbHO paHHEE ero OOHapyXeHUe H,
COOTBETCTBEHHO, MaKCUMaJIbHO 3 (deKkTHBHOE JiedueHre. OleHKa COCTOSHUS TeMO-
cTa3za (ompeeieHue CTaJuM Mpolecca) U y4yeT KIMHu4eckux mposisieHui [IBC
HEO0OXOAMMBI I 0OOCHOBAHHOTO BBIOOpA TAKTHKM IMAaTOT€HETUYECKOW Tepanmuu
(KoppeKLHH reMocTasa).
Bapuantsl Teuenusi IBC KpoBH 1 ero CHHAPOMOB.
B MOJHHEHOCHBIN - OT 1-2 yacoB (Hampumep, 3MOO0IHS OKOJIOIIOJHBIMU BO-
namu) 10 1 cyTok (Hampumep, CENTHYECKUI IOK B CIy4yae MEHUHTOKOKK-
LIEMUH);
B ocTpblil - OT 1 CyTOK 10 HECKOJBKUX JAHEW wiu | Henenu (Hampumep, Mac-
CHUBHAasi KPOBOIIOTEPS BCIIEJICTBUE TSHKEIOM KOMOMHUPOBAHHOM TpaBMBbl);
B nogoctpsli - oT 1 Henenu 1o 1 mecsna (cerncuc, npeskIaMIcHs, recto3 oe-
PEMEHHBIX);
B xpoHuyeckuil - ot 1 Mecsina A0 1 roga (31m0kayecTBEHHOE HOBOOOpa30BaHUE
OpU OTCYCTBUHU DPAJUKAIBHOTO JICUEHMsI, OOLIMpPHAs TeMaHTHoMa MSTKHX
TKaHel).
Kuaunnko-remocrasuosiorndeckue ¢popmni ABC.
1. JlaTreHTHas TUNIEPKOATYJISALIMS.
2. I'unepkoaryisiiuOHHO-TPOMOOTHYECKASI.
3. 'unepkoaryisiiiMOHHO-TPOMOOTeMOPpPArnYECcKas.
4. I'unokoaryisiiuOHHO-TPOMOOTHYECKAS.
5. 'mnokoaryiMoHHO-reMOpparniecKas.
6. ['unokoarynsaMoHHO-TpOMOOTreMopparndyeckasi.

Jleuenue /IBC.
Jleuenne JIBC cknagpiBaeTCst U3 TPEX OCHOBHBIX OJIOKOB.
1. DTnoTpomnHas Tepanusi.
2. Ilatorenernueckas npoduinaktuka u tepanus [IBC kpoBu (koppekiius remocra-
3a).
3. IlocuHApOMHAsA NHTEHCHUBHAS TEPAIIUS.

AJIropuT™M mnaroreHerudeckoi mnpopuiaakTuxku u repanuu [ABC kposu
(koppexkuHMHu reMocTasa).
OcCHOBHBIE PUHIUIIBI TATOT€HETUYECKON TEPAIINN:
- NPUOPUTETHOCTh KOPPEKIMU T'€MOCTa3a OTHOCUTEIBHO APYIHMX TepareBTHYE-
CKHMX BO3JECHCTBUM;
- MAKCHMAaJIbHO paHHEE HA4aJo;
- COOTBETCTBUE COCTOSIHUIO remMocTa3a (remoctaszunoiornueckoi craguu [IBC);
- MAaKCHMaJlbHasl MHTEHCUBHOCTb BO3JEHCTBHS HA TEMOCTA3;
- CBOEBPEMEHHAsI KOPPEKLHS B COOTBETCTBHUU ¢ nruHamMukoil JIBC kpoBu;
- y4deT KJIMHH4Yeckux nposisiennii JBC.
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Jleyenne B runepkoaryasunonnoi cragumn JIBC (ocTpoe, mogocrpoe Teve-
Hue), npopuiaakruka ABC.
1. AHTHArperaHTHAas Tepanus:
- neHTokcuuaann 1200-2000 mr/cyT. B/B KanenbHO Ha 3-4 BBeJEHUS; Iperapar
NOMUMO TPSIMOTO0 AaHTHArPEraHTHOrO JEUCTBUS 00ecleurBaeT MOOUIIU3AIINIO
€CTECTBEHHBIX aHTHarperanToB u t-PA u3 sHoTenus, a Takke o01a1aeT aHTHAaro-
NTOTUYECKUM JICUCTBUEM;
- JUIs. BOCCTAHOBJICHHUS] MUKPOLUUPKYJISIUU U Koppekuuu nepunura OLIK Ha done
runepkoaryysiiiuoHHoi craguu JIBC nmpuMeHSIOT KOJLIOMAHBbIE 00beM3aMemia-
wiue pacteopbl (KOP) Ha ocHOBe HU3KOMOJIEKYJISIPHBIX KOJUIOMAOB (pEoIo-
TUYECKOTOo JeicTBus) B 103¢ 15-20 mur/kr/ omHokpaTtHO (B cyTkn); KOP oGmanator
aHTHArperaHTHBIM, PEOJIOTUYECKHUM M aHTHKOATYJSHTHBIM JeWCTBHEM, MOAU(DU-
LHUPYIOT CTPYKTYpY oOpasyromierocsi (puOpuHa, 4To 00JEeryaeT ero Mmocieayrlee
PacTBOPEHHE IJIA3MUHOM.
2. BoccTaHoBJIeHME M TOIeP:KAHUE AHTUKOATYJISIHTHOTO MOTEHI[HAJIA KPOBH
(aHTHKOAryJIAHTHAA Tepanus):
- CBe)Ke3aMOpO’KeHHasi I1azMa (IIpeANoUYTUTEIFHO KpUoodeaHenHast) 1o 15-20
MJI/ KI/CyT. B/B CTpyiiHO Ha 4 BBeJeHUs (Kaxaple 6 4acoB); cleAyeT MOMHHUTH O
BO3MO>XHOCTH Pa3BUTHUSI CBSI3AHHOTO C TpaHC(y3uel OCTPOro MOBPEXKICHUS JIEeTr-
kux (TRALI);
- remapuH - 3(QQPEeKTUBHOCTh NMPUMEHEHUs HEPPAKUMOHUPOBAHHOTO TrenaprHa
(H®I') npu JIBC He noka3zaHa B KOHTPOJIMPYEMbBIX KIMHUYECKUX UCCIIEIOBAHUSAX;

P PeKTUBHOCTH NpUMeHeHHus renapuHoB npu /IBC B KoHTpoIMpyeMbIxX
KJIMHUYECKUX MCCJIeI0BAHUAX.

HccnenoBanue [Ipernapar  [CMepTHOCTB, % [Bpemss Ha3Ha-
YCHUS, THU
Il dpaza APC 20.4 28
APC! HOT 40.0
I1 daza Jaxamapoun” JlaHamapoun 16.9 6
HOI 12.1
I daza Jantemapus” |[lantemapus 6.6 6
HOI 20.3

1. Aoki N, et al. A comparative double blind randomized trial of activated protein C and unfractionated heparin in
the treatment of disseminated intravascular coagulation. Int J Hematol 2002; 75:540- 7.

2. Yasunaga K, et al (1995) Evaluation of clinical effect on danaparoid sodium (KB-101) on disseminated intravas-
cular coagulation (DIC): double blind comparative study.

Jpn Pharmacol Ther 23:2815-2834.

3. Sakuragawa N, et al. Clinical evaluation of low-molecular-weight heparin (FR-860) on disseminated intravascular
coagulation (DIC)—a multicenter co-operative double-blind trial in comparison with

heparin. Thromb Res 1993;72:475— 500.
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IIpu 3a00s1eBaHuAX, CONMPOBOKAAIIUXCH puckom passutusa /ABC, nanrena-
pun - HMI' Bb100Opa 11t NPpOQUIAKTHKH U JICYEHUS
B B 2-X MHOrOIEHTPOBBIX HMCCJICAOBAHUAX IMOJATBEpKIaeHa Ooibinas dPpdex-
TUBHOCTH gantenapuna npu JIBC B cpaBHeHnu ¢ HOI' B cHUXEHNUN BEPOSIT-
HOCTH Pa3BUTHs mojuopraHHo HemoctatouHoctu (P < 0.05), kxpoBoTeue-
aust (P < 0.01) u ero Gonbmas 6esomacuocts (P < 0.05) 2,
B MosxeT IpHMEHSIThCs IpH TpoMbormromnern (ae HIT) 2,
B MOXeT IPHMEHSIThCS IPH HAPYIICHNH (YHKIUA TOYeK
B CraGuicH B pacTBOPE HPH ITHTEIHOM B/B BBEICHHH
B Dddexrnree HOT npu JBC n medumure ATII 2,

1. Sakijraganw A, Hasecawa H., Maki M, Nakagawa M, Ocuma Y. Clinical efficacy of a new anticoagulant, FR-
860, on disseminated intravascular coagulation (DIC) Phase Il multicenter cooperative study. Kiso to Rinsho. [Clin-
ical Report]. 25. 4153-77. 1991.

2, Sakuragawa N, et al. Clinical evaluation of low-molecular-weight heparin (FR-860) on disseminated intravascular
coagulation (DIC)—a multicenter co-operative double-blind trial in comparison with heparin. Thromb Res

1993;72:475- 500.

3. UHcTpykius no npuMeHenuro npenapara ®@parmusn, 2009.
4, Nutescu A,Spinler SA, Wittkowsky A, Dager WE. Low-Molecular-Weight Heparins in Renal Impairment and
Obesity: Available Evidence and Clinical Practice Recommendations Across Medical and Surgical Settings. Ann

Pharmacother 2009;43:1064-83.

5. Laposata M, Johnson SM. Assessment of the Stability of Dalteparin Sodium in Prepared Syringes for Up to Thir-
ty Days: An In Vitro Study. Clin Ther. 2003;25:1219-1225.

- paarenapud 75 ME/kr noakoxHo yepe3 12 4acoB mpH OTCYTCTBUM KIMHUKH
TpoMOO30B  (JIATEHTHOW  TUNEPKOATYISIUHU); TNPH  HATWYUM  KIMHHUKO-
71a00paTOPHBIX MPOSBICHUNA OIOKAAbl MUKPOIMPKYIISIUN (B TOM YHCIIE TOIHOP-
raHHOM HEJ0CTATOYHOCTH) W/WUIU TPoMOO030B KpYIHBIX cocysoB - 100 ME/kr noa-
KOXHO uepe3 12 yacoB (nmpu ypoBHe TpombouuToB Oosee 100x109/m), mubo 75
ME/kr nonkoxno depe3 12 yvacoB (npu ypoBHe TpomOorutoB 50 - 100x109/m),
60 npu ypoBHe TpoMOoruToB MeHee 50x109/n — HempepbIlBHOE BHYTPHUBEHHOE
BBEJCHWE B CYTOYHOM J103€, YMCJICHHO PaBHOM KoOJMYeCTBY TpomOonutoB (50
ME/kr u meHee B CyTKH);

- U4 TOBBIIIEHUS 3PPEKTUBHOCTH aHTUKOATYJISHTHON Tepanuu Ha (oHE coxpa-
HSIOIIErocsl TIyOOKOTo MeUIMTa €CTeCTBEHHBIX AHTUKOATYJSHTOB BO3MOXKHO
NPUMEHEHNE MX KOHIEHTPUPOBAHHBIX MpemapaToB: kKoHuentpata At 11 30-45
ME/kr B/B co ckopoctbto 50 ME/mMun 1 pa3 B cyTku (MHTEpBaJl MEXAY BBEICHUSI-
Mu 24 waca, mnoaaepkuBaromas go3a cocrtabisieT 60% HaYaJIbHOM, JI0
3000ME/cyT.), >pdekTUBHOCTh HE J0Ka3aHa B KOHTPOJIUPYEMBIX KIMHHUYECKUX
WCCJICIOBAaHMSX;, PEKOMOMHAHTHOIO akTUBHpoBaHHoro PC mpu cenTuueckoM
JIBC B no3e 24 mkr/kr/4ac B Buje HEMpephIBHOM B/B nHGY3uHU (110 96 dac.), BBICOK
pUCK TeMopparudeckux ocioxknennit (3,5%), ocobeHHo Ha QoHe remapuHOTEpa-
MW, TUTIOKOATYJISIIIUA U TPOMOOITUTOTICHUH.

3. AkTuBauus (pUOPUHOIU3A:

- neHTokcumaud 1200-2000 mr/cyT. B/B kKamenbHO Ha 3-4 BBeACHUS (CM. BBI-
1ie).
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Jleuenue B runokoaryjasaunonHoii craguu JABC (ocTpoe, mogocTpoe Teue-
HHeE).
1. Koppekuusi TpOMOOUMTONEHUH NMOTPEOJeHUA U TPOMOOIUTONATHH
- Tpanchy3HH JOHOPCKOil TpoMGouuTHOI Maccs B 103¢ 2,0-2,5x10™ tpomGo-
LIATOB/M’ MOBEPXHOCTH TeJa HPH HAIMYHH IIETEXHATBHO-IITHUCTON KPOBOTOUH-
BOCTH, JMOO MpH HEOOXOJAMMOCTH ONEPATUBHOTO BMeEIIATEILCTBA HAa YPOBHE
TpomboruToB Mensine 50(100)x10%11; HeoGOCHOBaHHOE MPOGUIAKTHICCKOE TIPH-
MEHEHUE JOHOPCKOW TPOMOOUMTHOW MAacchl, B OCOOCHHOCTH MYJUPOBAHHOU (OT
HECKOJLKHX JTOHOPOB), HEMAOMYCTUMO B CBSI3U C BBICOKHM PHCKOM DPa3BUTHUS CBSI-
3aHHOTO C TpaHc(dy3uel ocTporo moBpexacHus Jierkux; npu JIBC npennodtu-
TETHLHO TMPUMEHEHUE TEPANeBTUICCKUX 103 TPOMOOITUTHON MAcChl OT MHAWBHUIY-
ABHBIX JTOHOPOB.
2. BoccTaHoB/leHHEe AHTHKOATYJSIHTHOTO TOTEHI[HAJA KPOBH M KOPPEKIUA
KOAryJIONaTHH NOTPedIeHus :
- CBeKe3aMopo:KeHHasi Iia3Ma (uejbHas) 10 20-30 mu/Kr/cyT. B/B CTpyHHO Ha
4-6 BBefeHMIA'; ClieqyeT OMHUTb O BO3MOYKHOCTH Pa3BHTHS CBS3aHHOTO C TPAHC-

(dy3ueit OCTpOro MOBPEKICHUS JICTKUX;
1. Guidelines for the diagnosis and management of disseminated intravascular coagulation. British Jornal of Hae-
matology, 2009, 145, 24-33.

- JaJTeNapUH B BUJE HENPEPHIBHOTO BHYTPUBEHHOI'O BBEJICHUS B CYTOYHOM 03¢,
YUCJICHHO paBHOW KosmuecTBY TpomOouutoB (75 ME/kr u meHee B CyTKH), NIpU
HaJIUYUKA KIMHUKO-JTa00paTOPHBIX TPOSABICHUNM OJOKaAbl MHUKPOUUPKYISIUU (B
TOM YHKCJI€ MOJIUOPTaHHON HETOCTATOYHOCTH) U/ WJIM TPOMOO30B KPYITHBIX COCY/I0B
Ha ()OHE TMIIOKOATYJISILIUKA U TPOMOOLUTONIEHUN 0€3 KPOBOTOUUBOCTH;

3. OcTaHOBKA MPOIOJIZKAIOLIET0CSI KPOBOTEYCHUS.

[Ipy HEBO3MOXHOCTH TEpeIrBaHUs OOJIBIIMX OO0BEMOB IUIa3Mbl (IEperpys3Ka
KpOBOOOpAIIEeHHs), OTCYTCTBHM IMOJHOLIEHHOIO reMocTaTudeckoro s¢dexra re-
MOKOMIOHEHTHOM 3aMEeCTUTENIbHON Tepanuu (IIPOI0HKEHUN KPOBOTEUEHMUS ), JTMOO
MIpY HAJIMYUU JIA0OPATOPHBIX MPU3HAKOB COXPAHSIOLIEHCS KOAryJIomaThuu MmoTpeo-
neHus (TUnoKoaryJsanus, 1euiuuT paxkTopoB CBEPThIBaHUS, TUNIEP(PUOPUHOIN3) U,
COOTBETCTBEHHO, YIPO3bl KPOBOTEUEHHUS, @ TAKIKE B CBSI3U C ONACHOCTBIO PA3BUTHS
CBA3aHHOI'O C MAaCCHUBHHBIM II€PEIMBAHUEM ILIA3Mbl OCTPOIO IOBPEXKACHUS JIET-
KHX, BO3HUKAET HEOOXOJUMOCTh B MPUMEHEHUN UHTEHCUBHON TéMOCTaTHUECKON U
KOPPHUTUPYIOIIEH reMOCTa3 Teparuu:

- KOMIUICKCHBIA KOHUEHTPAT BUTAMUH-K-3aBHCMMBIX (PaKTOPOB CBEpPTHIBA-
HUSI ¥ aHTHKOAryJassHTOB («Oxtamiexcy») 20-30 ME/kr (ue 6onee 3000 ME Ha
BBejieHKE) B/B (pacTBop 25 ME/Mit) co ckopocThio 1-3 MiI/MUH mpu HEBO3MOKHO-
CTH KOPPEKIMHU KOAryJonaTUu NOTPeOIeHHs] MACCUBHBIMU TPaHCHY3USAMHU TUIa3Mbl
Y OMACHOCTHU UX mpuMeHeHus (runepsoiemus, ALI), mpogomxaromemcs KpoBoTe-

YEHUU U HATUYUU TPOMOOTHUECKUX HpO;IBHeHHﬁl;
1. Guidelines for the diagnosis and management of disseminated intravascular coagulation. British Jornal of
Haematology, 2009, 145, 24-33.

Oxkransexc conepxut ¢akropsl I, VI, IX, X u antukoarynaursl PC u PS, a
TaK)Ke MPUMECH rerapuHa, YTO YCTPAHIET PUCK TPOMOOTUYECKUX OCIOKHEHHM Ha
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done ero mpumeHeHus; kpome Toro, PC okas3piBaeT mpsMoe MPOTHUBOBOCHANIH-
TeJabHOE JielicTBHE Mpu «centuueckom» J[BC; npuMeHeHue npenapara mo3BOJISET
YMEHBIIUTh 00beM TpaHC(hy3uil MIa3Mbl U TEM CaMbIM MUHUMU3UPOBATH PHUCK
pazButus TRALL.

- anTaKor-aabga akrusupoBanHblii («KHoBoceBen») 90 mkr (4,5 KE/I)/xr B/B
CTPYHHO B T€UEHHH 2—5 MHHYT Ka)Jble 2 yaca JI0 OCTAHOBKH MPO0JIKAIOIIETOCS
KPOBOTEUEHHUS; MpernapaT BBOJSAT MPHU YCIOBUU JOCTHUXKEHUS XOTsI Obl MUHUMAIb-
HOTO 3((exTa 3aMecTUTENHHON Tepanuu, ONPEAesIIeMOr0 YpOoBHEM (UOpHUHOTEHA
6oxee 0,5 r/n u xonuyectBoM TpoMbOouuToB Oonee 50x109/1, na pone pH kpoBu
Oonee 7,2. BBemenue HoBOcCeBeHAa B TUIOKOAryisnuoHHOW cramuu J[BC 6es-
OTacCHO: TPOMOOTEHHBIN PUCK Ha (POHE MMEIOIICIHCS TPOMOOIMTOTICHUN MUHUMa-
JIeH, TIOCKOJIbKY OTCYTCTBYET MaTpHIla AJsi cBsi3piBaHus (¢akropa Vlla B upkynu-
pYyIOIIe KpOBH BHE MECTa IMOBPEXKICHHUS CTEHKH COCyJa M, COOTBETCTBEHHO,
yCIIOBUSA JIJISl TeHEPAJTU30BAHHON aKTUBAIIMU TPOMOMHOTEeHe3a U (GUuOpPUHO0Opa3o-
Banus. [Ipemapat MO>XKHO BBOAMTH 3a 4 yaca /10 WK depe3 48 4acoB mocie KOM-
MJICKCHBIX KOHIIEHTPATOB BUTaMUH-K-3aBUCUMBIX ()aKTOPOB CBEPTHIBAHMUSI.

- mpenaparsl anpoTUHUHA — KoHTpukan g0 700000 ATE B/B 6oitocom + B/B Ka-
MeJILHO HEMPEPBHIBHO co cKopocThio A0 140000 ATE/gac (B3pocmblii mareHT) wiu
tpacuion g0 1000000 KUE 6omrocom + B/B KamneabHO HETIPEPHIBHO CO CKOPOCTHIO
1o 200000 KWE/gac mpu mpojoipKaromeMcs KpoBOTEYEHUH Ha (oHe rumep-
(¢ubpuHOIM3a 10 OCTAaHOBKH KPOBOTEUEHHUS; IIUPOKHM CHEKTP aHTUIPOTEA3HOU
AKTUBHOCTH INpPENapaToB alpOTUHHHA OOYCJIOBIMBAET HEOOXOAUMOCTh NMPUMEHE-
Hus npu JIBC KpoBU MX MaKCUMAaJbHBIX J103.

JIMATHOCTHUKA U JIJEYEHUE HAPYIIEHU CBEPTBIBAHUS
KPOBU HA ®OHE AHTUKOATYJISTHTHOM TEPAIIUU

AHTUKOATyJISSHTHAsI Tepanusi MPUMEHSIETCS Il TPO(MIAKTUKYA U JICUCHHUSI
BEHO3HBIX U apTEepUAIbHBIX TPOMOO30B U TPOMOO3MOOIHI NMPU Pa3IUYHbIX MaTO-
JIOTUYECKHUX TMpolleccax, a TaKXe MPU JUCCEMUHHUPOBAHHOM BHYTPHUCOCYAUCTOM
CBEPThIBAaHUMU KpOBHU. {11 MpOBEAEHUSI aHTHKOATYJISIHTHOM TEpanuy UCHOJIb3YIOT
He(ppaKIIMOHUPOBAHHBIN TeNapuH, MpenapaTbl HU3KOMOJEKYJSPHBIX T'eHapHHOB,
aHTaroHMWcThl MeHaauoHa (BuTamuHa K). ['enapuHbl BBI3bIBAIOT THIOKOATYJIALIMIO,
aKTUBHUPYS CBsI3bIBaHUE W OJIokMpoBaHue TpomOuHa, . Xa, ¢. 1Xa, ¢. Xla, ¢.
Xlla At Ill. Antaronuctsl BuTamuHa K BBI3BIBAIOT THIIOKOATYJISIIIUIO, Hapylas
cunte3 nporpombuna, ¢. VI, . X u ¢. IX (Buramun K 3aBucumbix (aktopon
CBEpPTHIBAHUS KPOBM). AHTAaroHUCThl BUTaMUHA K BBI3BIBAIOT TAKXKE HApYyIICHUE
cuHTe3a BUTaMUH K 3aBUCHMBIX €CTECTBEHHBIX aHTHUKOAryJISIHTOB — npoterHa C u
MpoTenHa S.

[ToxazaHusiMu A7l peBEPCUH THIIOKOATYIISIIIMK, O0YCIOBICHHON aHTUKOAry-
JSSHTHOM Tepamnuei, SBISIOTCS TeMOPparndecKuil CMHAPOM Ha (OHE Upe3MEpHOM
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TAIIOKOAaryJsiinuu, HGO6XOI[I/IMOCTB OKCTPECHHOI'O XUPYPTHUICCKOI0 BMCIIATCIILCTBA,
IMOCTTPAaBMAaTHYCCKOC KPOBOTCUCHHUC.

PEBEPCHUSA TNINOKOAT'YJIALINN
HA ®OHE NTIPUMEHEHUSA I'EITAPUHOB

B nacTosiee BpeMs B KIMHUUECKON MPAKTUKE KCIONB3YIOT HEPaKIIMOHH-
POBaHHBIM T€NapyuH U HU3KOMOJIEKYJSIpHbIE renapuHbl. Cpeln HU3KOMOIEKYISP-
HBIX T'eNapyuHOB HauboJee MHPOKOE PacHpOCTpaHEHUE MOJYYHIIA SHOKCAIMApUH,
HAJPOIMAPHH U JajdbTenapuH. Bce BUIIBI KPOBOTEUEHH, BBI3BAHHBIX MEPEIO3UPOB-
KO TemapuHOB, MOAPA3JIEISAIOT Ha MaJible, O0JbIlKe (COMPOBOXKIAIOTCS BHICOKUM
PHUCKOM JIeTaJIbHOTO Ucxona) U ¢dartanbHbie. [1o qanHeiM MexayHnapoaHoro oouie-
ctBa «TpoM003 1 reMocTas» MakCUMalIbHBIM PUCK PAa3BUTHUSL OOJBIIUX U (paTaiib-
HBIX KPOBOTEUYEHUH CBSI3aH C MPUMEHEHUEM He(PaAKIIMOHUPOBAHHOIO I'elapyuHa U
sHokcamapuHa (Chest 2008, vol. 133, No 6, Suppl.; Blood 2008, vol. 111, No. 10).
Hanbonee yacToil mpuunHON pa3BUTHUS THUIOKOATYJSAIUU NPU NPUMEHEHUH HU3-
KOMOJIEKYJISIPHBIX T€lapUHOB SIBJSIETCS MOYEUHAs] HETOCTATOYHOCTh CO CHHKEHH-
€M CKOpOCTH KiIyOOukoBOM (uubTpauuu. [lantenapun siBnsiercss Haubosee 0e3-
OMAacCHBIM AHTHKOATYJISIHTOM i npodunakTuku 10 10 qHel u nedenus a0 3 el
npH TsDKeNoW TmodyeyHod Henocratounoctu (Schmid P, Fischer AG, Wuillemin
WA Low-molecular-weight heparin in patients with renal insufficiency. Swi ss
Med WKly 2009; 139 (31-32): 438 — 452).

Jns peBepcur TUINOKOAryJISIUU, BBI3BAHHOM TeNapuHaMH, MPUMEHSETCS
HeWTpanuzaiusi remapuHa 1% pactBopoMm mporamuiHa cynbdarta. [Iporamuna
cynb(dar HeUTpanu3yeT aecTBrue HeQPaKIMOHUPOBAHHOTO TrernapruHa U HU3KOMO-
JEeKyJsIpHBIX renapuHoB (manee-HMI') 3a cuér oOpa3oBaHUsI ¢ HUMH HEaKTHUBHBIX
KOMIUIEKCOB (aHTUTpOMOOTHYECKast akTUBHOCT, HMI™ HeliTpanu3yeTcs 4acCTUYHO).
[loka3aHueM K NMPUMEHEHHIO MPOTAMHUHA Cylb(aTa SBISETCS NeMOpparudecKuid
CUHIpPOM, cBsizaHHBIM ¢ npumeHeHneM HOI' mnu HMI'. AxtuBHOCTP nmpoTaMuHa
cylb(dara onpenenstoT N0 CHOCOOHOCTH HEWTpaM30BaTh In Vitro remapud. | mr
nporamuHa cyibdara HenWrpanusyetr npumepHo 100 EJ] remapuna. Takum obpa-
30M, JUIsl MAllUeHTa ¢ KPOBOTEUEHUEM MOCII€ BHYTPUBEHHOTO OOJIFOCHOTO BBEACHUS
5000 EJJ HOI" neooxoaumo 50 mr mpotamuHa cyibdara. JlekapcTBEeHHOE Cpej-
CTBO BBOJSAT BHYTPUBEHHO MEJJIEHHO CO CKOPOCTbIO He Oosee 5 mr/muH. Ecnu na-
IMEHT TOJTy4aeT HENMPEPHIBHYIO BHYTPUBEHHYIO HH(PY3HUIO pacTBOpa remnapuHa, Ja0-
3y mpoTaMuHa Cyib(}ara ompenesstoT ¢ yI4eTOM BPEMEHH IOJIYBBIBEJCHHUS Tera-
puHa (60-90 MUHYT), TO €CTb JIsl UHAKTUBAIIMYU Te€NapruHa, BBOAUMOTO B j103¢ 1250
EJI B wac HeoOoxoaumo 30 Mr mporamuHa cyibdara (TouHOM GOpMyIIBl pacyeTa He
CYILIECTBYET).

Jnsa neritpamuzanuu HMI' B TeueHnu § 4acoB mociie BBEJCHUS JIEKAPCTBEH-
HOTO CpeJICTBa pEeKOMEHJyemasi J03a MpoTaMuHa cyibdaTta coctaBiser | Mr Ha
100 anTu-Xa EJIl HMI'. IIpu npo1oaKeHn KpOBOTEUEHHUS TOTIOJHUTEIBHO BBOJIAT
0,5 mr nporamuna cyiabdara Ha 100 antu-Xa EJ[ HMI'. Cpenu HMI' ctenens
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HEUTpaNM3aIlil aHTH Xa-aKTUBHOCTH MPOTaMHUHA CyIb()aToM pacmpenemsercs
cienyomuM obpazom: nanbrenapud 74%, Haaponapud 57,7%, sHOKcanapuH
54,2%.

PEBEPCHUSA TNIIOKOAT'YJIALINN
HA ®OHE NTIPUMEHEHUSA ®OHAAITAPUHYKCA

['mmokoanynsnuio, BBI3BAHHYIO MEPEI03UPOBKON (OHIAApUHYKCa, HEBO3-
MOXHO HEWTpalIn30BaTh MPOTaMUH CybdartoMm. [ljis OCTaHOBKH KpPOBOTCUYCHUS,
OOYCIIOBIICHHOTO TIEPEIO3UPOBKOI (pOHIANMapUHyKCca, NPUMEHSETCS PEKOMOu-
HaHTHBIA (hakTop VIla («kHoBoceBen») B no3e 70-90 MKr/kr Beca.

PEBEPCHUSA N'NIIOKOAT'YJIALINN
HA ®OHE IPUMEHEHUSA AHTATOHUCTOB BUTAMHWHA K

JIns peBepcuM TMIOKOATYJISILIMM, BbI3BAHHOM aHTAaroHMCTamu BuTamuHa K
MPUMEHSIOT MeHaIMOH (ButamuH K), cBexezamopoxeHHyto miasmy (nanee-C3I1),
KOMILIEKCHBI KOHLEHTpaT BUTaMUH-K-3aBucHMBIX (akTopoB cBeprhiBaHus (11,
VII, IX, X) u antukoarynsatoB PC u PS. TakTuka peBepcur rurnoxkoaryisiiuu 3a-
BUCUT OT CTEIICHU €€ BBIPAXKEHHOCTH W HAIMYUSA WIM OTCYTCTBHS KPOBOTOUMBO-
ctu. CreneHb BBIPAKEHHOCTH THUIIOKOATYJIAIUU ONPEAEIAIOT MO BEIUYMHE MEXK-
JYHapOJHOTO0 HOPMAJIM30BaHHOTO OoTHOIIeHUs (anee-MHO).

[Ipu noseimiennn MHO BbIlIE TepaneBTUYECKOTO ypOBHS, HO MeHee 5,0 u
OTCYTCTBUM 3HAYUTEIBHOTO KPOBOTEUCHUSI CHUXKAIOT 103y AHTATOHUCTOB BUTaMMU-
Ha K, koutponupyrot ypoBenb MHO, nobuBasick ero Bo3Bpara B TeparneBTUUCCKUAN
WHTEPBAJL

[Tpu noseimennn MHO Beimie 5,0, HO MeHee 9,0 U OTCYTCTBUM 3HAUUTENb-
HOr0 KPOBOTEUEHHMS MPOMYCKAKT IPUEM OJHOM- ABYX /103 aHTarOHUCTA BUTAMHUHA
K, koutponupyrot ypoBeHb MHO exenHeBHO, J0oOMBasCh €ro BO3Bpara B Tepa-
MEBTUYECKUI HMHTEpBaJ. BO300HOBIAIOT MpUEM JEKapCTBEHHOIO CpEACTBa B
YMEHBIIECHHOU f03€. [Ipy Hanuuum yrpo3bl BOBHUKHOBEHHSI KPOBOTEUCHUS HAPSY
C MPOIYCKOM MPUEMA aHTArOHUCTOB BUTaMUHA K, MPUHUMAIOT MEHAJUOH B J103€
1-2,5 mr nepopanbHO. [Ipr HEoOXOAMMOCTH OBICTpON peBepcHM (OINEpPaTHBHOE
BMEIIIATEILCTBO) MPEKPAIIAOT MPUEM aHTArOHUCTOB BUTamMuHa K, MOBBINIAOT J10-
3y MEHaJIMOHA J10 5 Mr mnepopaiibHO. Oxujiaemoe Bpemsi cHuxkeHus: ypoBas MHO
MocJje MEPOopaIbHOro MprueMa MeHaauoHa coctaiseTr 24 daca. [Ipu oTcyTcTBUM
cHKeHus: ypoBHS MHO nonomHuUTEeNnbHO NPUHUMAIOT 1-2 MI MEHaJauoOHa Hepo-
paJIbHO.

[Tpu noBeimennn MHO no 9,0 u 6oJiee 1 OTCYTCTBUM 3HAYUTEIBLHOTO KPO-
BOTECUECHHUS MPEKPALIAIOT IPUEM aHTATOHUCTOB BUTaMUHa K, MpUHUMAaIOT MEHaIu-
OH B J103¢ 2,5-5 mr nepopainbHo. OxugaeMmoe Bpems cHkeHust ypoBHs MHO no
TEpareBTUYECKOTO UHTEPBAJIA MOCIE MEPOPATBHOTO TPUEMA MEHATUOHA COCTABIIS-
eT 24-48 yacos. [Ipu orcyrcTBuM cHmxkeHus ypoBHs MHO nononHuTensHO mpu-
HUMAaIOT MEHAJUOH MEepopaibHO. BO30OHOBISIIOT MPUEM aHTAarOHMCTOB BUTAMUHA
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K B cHmKeHHOU f103€.

[Ipu BOZHUKHOBEHUU CEPHE3HOTO KpOBOTeUeHUsI Ha oHe nosbiienus MHO
peKpallaT NpUeM aHTaroHUCToB BUuTaMuHa K, BBOAST MeHaanoH B no3e 10 mr
BHYTPUBEHHO (TIp1 HEOOXOAMMOCTHU Kaxbie 12 yacoB). B nanHoil cutyanuu o06s-
3aTeJIbHBIM SIBJISIETCS] TPUMEHEHUE KOMIIOHEHTOB WIIM TMPENapaToB KPOBU, COIEP-
xanux BuTamMuH K 3aBucumelie paktopsl cBepthiBanus (11, VI, X, X) u Butamun
K 3aBucumbie ectectBeHHbIe aHTHKOATYJISIHTHI (PC, PS) — C3I1 uin KOHIIEHTPATOB
($haKTOpOB MPOTPOMOMHOBOTO KOMITJIEKCa B KoMOMHANmH ¢ nmporenHoM C u mpoTe-
uHoM S («Oxrarmiekc»). Pacuer m03bI BBIMOTHSAETCS MCXOIS M3 HEOOXOIAMOTO
ypoBHs ¢akTopa |X: m1st ocTaHOBKHM KpOBOTE€UYEHHs ypoBeHb ¢akTopa |X momxen
coctaBisTh HEe MeHee 30-50%, a Il reMOCTaTUYECKOTr0 00ECIIeUeHNs OIepaTHB-
Horo BMemaTenbcTBa — 50-100%.

Jnst ocranoBku kpoBoreueHusi C3I1 mepenuBaror B 103e 30 MI/KT Macchl
TeJa MaleHTa BHYTPUBEHHO CTpYyWHO. [Ipu oTCyTCTBHMU remocTtatudeckoro 3d-
dekTa mpoBOAUTCS 1abOpPATOPHBIN KOHTPOJIL ypoBHA ¢aktopa |X s onpenerne-
Hus Heooxoaumon 10361 C3I1.

[Ipn HEOOXOTUMOCTH BBITIOTHEHUS ornepaTUBHOTO BMemaTenbcTBa C3I1 me-
penuBatoT B 103¢ 30 MJI/KT Macchl Tella MalueHTa BHYTPUBEHHO CTPYIHO C TMOcCIe-
JYIOIIHUM JIa0OpaTOpHBIM KOHTposieM YpoBHs (pakTopa X mepen onepanueii. He-
o0xonuMbIi ypoBeHb (akTopa |X isi Manoro omepatMBHOIO BMeENIATEIHCTBA
nomkeH cocTaBiATh 20-30%, 11 OONBIIOrO OmepaTUBHOTO BMemIarenbcTBa — 80-
100%. Hdoctmxenue Heooxoaumoro ypoBHs gakropa 1 X ¢ momomsro C3I1 moxer
0Ka3aThCsl HEBO3MOYKHBIM B CBSI3U C OMACHOCTHIO 0OBEMHOM MEepEerpy3Kku KpoBOOO-
pamenus. Tpancdy3uu 60JbIIUMX 00BEMOB IIa3MbI, KPOME TOTO, COMPOBOKIAIOT-
Csl PUCKOM BO3HMKHOBEHHS IPYrMX MOOOYHBIX 3(PPEKTOB, U3 KOTOPHIX HamboJiee
OTACHBIMH SIBIISTIOTCS: BHUPYCHas KOHTaMHUHAIMS, CBA3aHHOE C TpaHChy3ue
OCTPOE MOBPEKACHUE JETKHX.

JIsi OCTaHOBKH KPOBOTEUEHHMsI WJIM OOECredeHHs] OTNEepaTUBHOTO BMeIIa-
TEJIHCTBAa KOMIUIEKCHBIE KOHIIEHTPAThl BUTAMUH-K-3aBUCUMBIX (DAKTOPOB CBEPTHI-
Banus (11, VI, IX, X) u aatukoarynsatoB PC u PS («Okrariekc») BBOJAT B J103€
20-50 ME/kr maccel Tena nanuenrta, Ho He 6oaee 3000 ME ogHokpaTHO (BBOIUTH
B COOTBETCTBUU C MHCTPYKIIMEH K JI€KapCTBEHHOMY cpeAcTBY). IIpoBenenue nado-
pPaTOPHOTO KOHTPOJIS ypoBHs (akropa | X mepen onepaTUBHBIM BMENIATEIHCTBOM.
HeobOxoaumbliii ypoBeHb ¢aktopa |X ajig Manoro oneparuBHOrO BMEIIATEIbCTBA
noJbkeH cocTaBiisiTh 20-30%, i1 GOJIBIIOTO ONepaTUBHOTO BMemareabcTBa — 80-
100%.

[Ipy OTCYTCTBMM KOMIUICKCHBIX KOHIICHTPATOB BHUTaMUH-K-3aBUCHMBIX
¢daktopoB cBepthiBanus (I, VII, X, X) u antukoarynsutoB PC u PS («Oxk-
TaIIeKC») U HEOOXOJUMOCTH OCTAaHOBKH CEPbE3HOTO KPOBOTEUYCHHs Ha (OHE MO-
BoimeHust MHO moskeT npuMensThest pekomOuHanTHeIi (aktop VIla («Hosoce-
BEHY).
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