KJICTKHU: BBICOKAsl JICTOYHAsI TMIIEPTEH3MS, KapIHOMEeraius, BO3MOX-
HO HAaJIM4YHe He6OJ'l]>I_UOFO KOJIMYECCTBA )XUJIKOCTHU B IJIEBPAJIBHBIX 110~
JIOCTSAX M MOJIOCTH NEepPHKap/a.

JleueHne NPOBOAWIIM O aJTOPUTMY, CHayajla B POAMIBLHOM
JIOME — aHTArOHUCTbI KaJIbIIMS, aHTHUKOATYJISIHTBI,  3aTeM B OT[e-
JICHUU JICTOYHOM THIEPTEH3MU LIEHTpa ObUIM 100AaBICHBI aHAJIOT
POCTAIUKIINHA U HHTHOUTOp dochoamdcrepassl 5 (cunpeHadu)
JUTUTEIIBHO.

Cocrosuue 6epemennoil ymyummiocs: YCC 90-98 B 1 mun, AJ]
115/70 mm pr. cr., YA 18 B 1 MmuH, SaO, 98% (xuciopox uepes3 Hoco-
BbIC KaTeTepPbl), JOCTUTHYT TOJIOKHUTENbHBIA quype3. Ponopasperiena

orneparnuei KecapeBa CeueHus MO TPAAUIIOHHON 001Iel aHecTe3neit
Opuranoii Bpaueil pOAMIEHOTO JI0OMa B OTIEPAIIMOHHOM IIEHTpa.

Ha puc. 1 u 2 npeacTaBieHbl alrOPUTMbl THATHOCTUKU U
JICUCHHUS JICTOYHOW THITEPTEH3UH (BKIIFOUasl IEPBUYHYIO, MU~
OTIAaTUYECKYIO).

Wtak, mpoTokon (adropuT™, MOPSIOK) WA «CBOOOTHOE
TBOpPUECTBO»? BBIBOJ OUEBHUJIEH ...

Iloocomoeneno no mamepuanam Guidelines for the
diagnosis and treatment of pulmonary hypertension ESC,
ERS, ISHLT, 2009 e.
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HNPUMEHEHME PEKOMBUHAHTHOI'O AKTUBUPOBAHHOI'O ®AKTOPA VII
CBEPTBIBAHMSI KPOBU U151 IEYEHUSI TEMOPPAI'HTYECKOTI'O CHUHAPOMA
Y BOJIBHBIX C TPOMBOLIUTOIIEHUEN
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Tlpusooumcs 0b30p rumepamypol, 8 KOMOPOM AHATUSUPYIOMCA PA3TUYHBIE ACNEKIMbl NPUMEHEHU PeKOMOUHAHTNHO20
akmusuposarnrozo gpakmopa VII ceepmuisanus kpoeu (rFVIla) 0ns neuenus: cemoppazuiecko2o CUHOpomMa y 60NbHbIX ¢
mpomboyumonenuei. AHanU3UPYIOMcs 603MONMCHbIE MEXAHUIMbL OCUCTEUs. NPENnapamd 8 YCi08UsixX mpomooyumoneHuu,
Memoobl MOHUmMopuHea e2o deticmausi. Ilpusooamces onucanus npumenenusi rE'VIila npu kposomeuenusx paznuyHoi io-
Kanu3ayuu U UHBA3UBHBIX BMEUAMENbCINEAX, aHATUZUPYIOMCA NPULUNBL 603MONCHOU HedpghexmusHocmu npenapama,
yacmoma u RPUYUHbLL MPOMOOIMOOTULECKUX OCTLOHCHEHUU.

KnwoueBbie cnoBa: mpomboyumonenus, peKOMOUHAHMHbII akmusuposantuiil hpakmop VII; s¢hpexmusnocms; mpombosmbo-
JUYeCKUe OCTOHCHEHU.
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The review deals with an analysis of the use of recombinant activated factor clotting VII (rFVIla) for the treatment of
hemorrhagic syndrome in patients with thrombocytopenia. The review discusses cases of rFVIla use during bleeding
of different localization and different invasive interventions, a frequency of thrombotic complications and causes of the

rFVIla insufficiency.
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Mexanusm u memoosbl MOHUMOPUNEA OeUCmEUs peKOMOUHaHM-
HO20 aKMusupo8anHozo haxmopa ceepmuleanus kposu (rFVIla) npu
mpomboyumonenuu. tFVI1la ObI1 cO31aH 115 IEUSHUS TeMOpparuye-
CKOTO CHHJIpOMa y OOJIbHBIX MHIMOMTOPHOH (opMOil remoduinm.
IMpumenenue rFVIla npu Hannuny MHrHOMTOPOB K (akTOpam CBep-
TBIBAHUS OOYCIIOBJIEHO €r0 LIYHTUPYIOIIUM JICHCTBHEM Ha CUCTEMY
remocTasa. CyIecTByeT HECKONBKO OOBSCHEHUH IIYHTHUPYIOIIETO
neiicteust rFVIla. [Ipun nepBoM MexaHW3Me Ha MOBEPXHOCTH CyOdH-
JIOTEIHANIBHBIX KIJIETOK 00pa3yeTcsi KOMIUIEKC TKaHeBOro (akropa
¢ FVIla, uro mpuBomuT K 00pa30BaHUIO HE3HAUUTEILHOTO CTAPTO-
BOTO KoymdecTBa TpoMOuHa. OtoT TpomOuH aktusupyer FVIII, FV
U TPOMOOLMTHI, YTO CONPOBOXKIACTCS (HPOPMUPOBAHUEM TEHAZHOTO
(FVIIIa/FIXa) u nporpombuHasznoro komiuiekcoB (FXa/FVa) Ha mno-
BEPXHOCTH aKTHBUPOBAHHBIX TPOMOOLMTOB M 3HAYMTEIbHOH reHe-
pauueii TpomOuHa. [pyroit mexanusm neiictus rFVIla ve 3aBucur
0T TKaHeBOrO (axropa: mox aeiicteuem rFVIla mpoucxomur mpsmas
aktuBaiyst FX, 9ro BepeT k reHeparmu TpomOuHa [1].
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IIpemnapar 0611 0MOOPEH A JIeYeHUS OONBHBIX ¢ HHTHOUTOPHOU
¢dopmoit remodrm B EBpore B 1996 1, B CIIIA B 1999 1., B fmo-
Huu B 2000 1. [2]. OgHako cpasy Beies 3a perucTpanueil mpenapara
TOSIBIJIMCH COOOIIEHUSI O €r0 HCIIOIb30BaHHUN JUISI OCTAHOBKH KPO-
BoTeYeHHH y 60abHBIX 0e3 remoduinu. C 1999 no 2008 rr. B CLIA
yacToTa npuMeHeHus rFVIla BHe yTBepKICHHBIX TIOKa3aHUM BBIPOC-
na B 143 pa3za, B To Bpems Kak npu reMouinu — Juis B 3,8 pasa.
B pesynsrare B 2008 1. 8 CIHA rFVIIa npumensincs B 97% cinyuaes
BHE YTBEP:KICHHBIX ITOKa3aHMI 1 uIIb B 2,7% cirydaeB y OOTBHBIX
remodumeit [3].

OnunM m3 nepBbIxX coobmennit o npumenennn rFVIla Bre yr-
BEPKJCHHBIX MMOKa3aHWil Obua padora J. Kristensen u coasr [4], B
KOTOpO# coobmanock 06 ncronb3oBanuu rEVIla s koppekuuu re-
MocTa3a y 60NbHBIX ¢ TpoMOoLuToneHuel. B atoii pabote BBeaeHNE
rFVIla npuBeno k yKopodeHHI0 BpeMeHH KpoBoTeueHus y 55 (52%)
n3 105 OONBHBIX, MPUYEM 3TO YKOpOUeHHE ObUIO Oojee BBIpaKeH-
HBIM, €CIIM KOJIMYECTBO TPOMOOLMTOB KPOBU MpeBbinano 2 + 10%/1.
VY 6 n3 8 GompHBIX ¢ kpoBoTedeHneM nHpy3ns rFVIla ocranoBmia
KPOBOTEUEHHE, Y OCTABIINXCS 2 — YMEHBIINIA €r0 MHTEHCHBHOCTD
[4]. O6ocHoBanuem mnst npumenenus rFVIla npu TpomGoruTomne-
HUM SIBUIOCH Tpexmnosoxenue, uyto rFVIla crmocoberByer makcu-
MaJbHOW aKTHUBAIMM TPOMOOILMTOB M MPOAYKLIUHM TPOMOWHA, YTO
KOMIIEHCUPYET HeI0CTaTOK TPOMOOLIUTOB [5].
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OnHoit u3 mpobnem nipu npumenennu rF VIla sensercs ouenka ero
s¢pdexrrnBHOCTH. JlaboparopHBIE TECTHl (AaKTUBHPOBAHHOE YaCTHY-
HOe TpomborutacTuHOBoe BpeMs — AUTB, nporpomOunoBOE Bpems,
aktuBHOCTH FVII B mra3sme) He KOPpENUPYIOT C TeMOCTAaTHYECKHM
addexrom rFVIla [6, 7]. [TeiTatores onenuBare neiicteue rFVIla mo
YMEHBUICHHIO TeMIa KpoBonoTepu [8—12], mposBieHuil reMmopparu-
gecKkoro cuapoma [12—15], norpebieHnto KOMIIOHEHTOB KpoBH [12,
16], OTCYTCTBHIO KPOBOTEYECHHI NPU WHBA3UBHBIX BMEIIATEIHCTBAX
[17-19]. OmHako npu Takux noaxonax 3HHEeKTUBHOCT OLICHUBACTCS
orcpoueHHO. [TosToMy I oueHKH S(PEKTHBHOCTH Tpenapara Hc-
TIOJIB3YIOT MHTETPAbHBIC TECTHI, B YaCTHOCTH TpOMOO3nacTopaduio
(T2T'), rpombosnacromerputo (ROTEM), TecT renepanuu TpoMOrHa
[20-23], uto no3Bomster TuTpoBarh 103y rFVIla [23].

O¢dexruHocts rFVIla mpu TpoMOOUMTONEHUM IOATBEPXK-
JIeHa 3KCIEepUMEHTaIbHO. Y 10 KpOJIMKOB TPOMOOLMTONEHUIO UH-
JYLUPOBAIN IaMMa-O0JIy4eHHUEM, CHMXKas YPOBEHb TPOMOOLMTOB
¢ 400-10° 1o 50-10%n [24]. dna pocTuxeHus: Gosee BBIPaKEHHOM
TpombouTonenuu (12+10°/1) 5KMBOTHBIM TOAKOKHO BBOIMIM OBE-
9pH aHTUTENa K TpomOoruram. Beenenue rFVIla B mose 2 Mmr/kr
B 3 pa3a yKopadMBaslO0 MCXOIHO YIIMHEHHOE BPeMs KPOBOTCUCHUS,
AUTB 1 npoTpoMOMHOBOE BpeMsl, yMEHBIIIAIO KPOBOIIOTEPIO, YITyd-
mano napamerpel ROTEM [24]. B apyrom skcnepumente [25] y
KPOJIMKOB OLICHHMBAJIM TeMOCTa3 MO BPEMEHH KPOBOTEUCHHs I0CIIEe
paccedeHHs: OPBIKEEUHBIX COCYI0B. Y KMBOTHBIX C TPOMOOIUTOTIE-
uueil Beaenne FVIIa B 1o3e 50 MKI/KT 3HAYUTEIIBHO YKOPAYHUBAIIO
BpeMs KpOBOTeUYeHHS, a B o3¢ 100 MKI/KT — HOpManu3oBajo ero. B
JKCIepUMEHTe Ha Kpbicax [26] rFVIla, BBeneHHbII yepe3 5 MUH 110-
CJIe Hadajla KpOBOTEUCHHUS, J0303aBUCUMO YMEHBIIAT KPOBOIIOTEPIO
KaK IPpH UMMYHHOH TPOMOOIIMTOIIEHHY, BBI3BAHHON aHTUTEIAMH K
TPOMOOLIUTAM, TaK ¥ HAPYLIEHHH arperaly TPOMOOIIUTOB, BHI3BAH-
HOM [PHEMOM KJIOMHUIOTPEILsL.

C nomouisto ROTEM ex vivo mokazaHo, 4To TpPOMOOIIUTONICHUS
MNPUBOJUT K YMEHBIIEHHIO MAKCUMalIbHONH CKOPOCTH 00Opa30BaHMs
cryctka (maximum velocity — MaxVel), MakcuMasibHOH TUIOTHOCTH
cryctka (Maximum Clot Firmness — MCF), yniuHeHHI0O BpeMeHH
ceepreBanus (clotting time — CT) u BpeMeHH JOCTIDKCHUSI Mak-
CUMaJIbHOM CKOpocTH oOpasoBanusi cryctka (tMaxVel) [27]. Hdo-
OaByieHre TPOMOOLMTOB B IPOOMPKY HOPMAIM30BAIO MapameTphl
ROTEM, B T0 Bpems kak gob6asnenue rFVIla He oka3piBaio 3Ha4U-
Moro Biausiaus [27]. TlonyueHHblit peHOMEH 00BSICHHIN TEM, 4TO -
¢exrsr rFVIIa MacKupyrOTCSI KOHTAKTHOM aKTHUBALMEH B MPOOUPKE,
nockonbKy no6asnenue rFVIla x obpasuam xpoBu, 00paboTaHHON
oenxoBbM mHrHOHTOpOM FXIla, mpuBonmiio kK 3HAYUMOMY yKOpOUe-
auro CT, tMax Vel u ysernuennto MCF n MaxVel. Ykopouenne CT
HE 3aBHCEJIO OT KOJIMYEeCTBA TPOMOOIUTOB, B TO BPEMsI KaK yBeJIde-
Hre Max Vel ObUI0 IPONOPIMOHAIBHO YBEIMYCHHUIO YKCiIa TPOMOO-
LIUTOB KpoBU [28].

B skeniepumentax [20] ¢ ruia3moii O0JIBHBIX ¢ TPOMOOLUTONCHHEH
1 MIa3MOi 3I0POBBIX JIFOZIEH MMOKa3aHO, YTO JUisl peann3aimu dddexra
rFVIla nmeeT 3HaYeHHE HANKMYUE B IDIa3ME MHKPOYACTHII, BBICBOOOXK-
JACMBIX B MEKKJIETOYHOE MPOCTPAHCTBO BCEMHU TUMAMH KieTok. O6o-
JI0YKa MHUKPOYACTHI] COCTOMT U3 JIMIIMIOB ¥ NPOTEHHOB. /loOaBieHune
rFVIla k mra3me, HOTy4eHHOW OT OHKOreMaTOJIOTMYEeCKHX OOJBHBIX C
TpomGouuTonenueii (tpoméouuTs 0+ 10°-20+10%/1), B TecTe reHeparyu
TPOMOHMHA TIPUBOIIIO K YKOPOUCHHIO JIar-repruoaa U BPEMEHH JIOCTH-
JKEHUsI TIMKa, B TO BPeMsI KaK SHJIOTEHHBII TPOMOMHOBBII MOTEHIIUAN U
BEJIMUMHA MHKA OCTABAINCH HEM3MEHHBIMH, YTO COOTBETCTBOBATIO (-
(exram rFVIla nobaBneHHOrO K M1a3Me 3M0POBBIX JIFOACH (TpoMOoIH-
b1 146°10°-332+10%/1) [20]. Onnako spdexr rFVIIa, peannszopbiBaics
JIMIIB TIPY HATMYUH B IJIa3Me MHUKPOYACTHUIL X HEe HAOIIOAIICS, €CITH HX
YAAJSUIA U3 IU1a3MBbl, T. €. 171st AeictBust tFVIla BakHO HE TONBKO KOJIU-
YECTBO TPOMOOIIMTOB, HO M HAJIMYKE IPOKOATYJIIHTHOH MOBEPXHOCTH,
co3aaBaeMor Mukpodactuiamu [20].

IlepBeie uccnenoBanus in vitro [22] ¢ nomomsto TOI" nokazanu,
yTOOBI MOJTY4UTh remoctratndeckuil 3pdext Ha BBeaenue rFVlila,
neobxoaumo 20-30-10%1 TpoMGoLMTOB B KpoBu. OHAKO UMEOTCS
omucanus [8, 29-32] ycnemnoro npumeHenus rFVIla u npu 6onee
BBIPOKEHHOI TpombonuTonenuu (ot 2+ 10° 1o 15-10%/x).

KpynHbIX paHZOMU3HPOBAHHBIX KIMHHYECKUX HCCIIEIO0BAHMI
no npumMenenuto rFVIla npu TpomGoruToneHuy He MPOBOIMIOCE.
Coo01eHnst, Kak MpaBHiIo, HOCAT pa3po3HeHHbIH xapakTep. [Tomumo
YPOBHSI TPOMOOLIMTOB KPOBH, CIIy4au Pa3jIMyaloTCs 110 UCTOUHUKY
KPOBOTEUEHHSI, €T0 BBIPA)KEHHOCTH, 10 OCHOBHOMY 3a00NIEBAHHIO,
TpUBEIIEMY K TPOMOOIUTONEHUH, TI0 103aM, KPAaTHOCTH BBOANMO-
ro npenapara. OObeIUHIET BCEX UX HEBO3MOKHOCTH HITH HEdPek-
THUBHOCTb TPaHC(Y3UH TPOMOOIUTOB, YTO 3aCTaBHJIO aBTOPOB IIPU-
OerHyTh K ucnosib3oBanuto rFVIla.

Kenyoouno-xuweunvie kposomeuenus SBISIOTCA ORHOW U3 HaW-
Oosee YacThIX MPUYUH ucnoib3oBanus rFVIla y 6ompHBIX ¢ TpomMOO-
nurornienued. B kmmanueckom Hadmonernu [9] rFVIla Obu1 yenemso
NPUIMEHEH TPH KPOBOTEUCHUH U3 BEPXHHUX OT/CIIOB JKEITyIOYHO-KHU-
IIEYHOTO TpakTa y OOJBHOIO C PEUIMBOM OCTPOrO MHUETIOHIHOTO
JIeliKo3a, BO3HHUKIIEM I10CJIe TPAHCIUIAHTAIMU ayTOJOTHYHBIX IMEpH-
(eprUeCKUX CTBOJIOBBIX KICTOK KpOBH. [IpoTHBOpENHANBHOE Jicye-
HHUE MOHOKJIOHAJIBHBIMU aHTHTenaMu k CD33 (remry3ymab-o3oramu-
LIH) TIPHUBEJIO K MAHIUTONCHNH (JI1eiKkonuTsl 0,2+ 10%/m, TPOMOOIIUTHI
30+10%n, remorio6uu 70 1/11), KPOBOTEYEHHIO U3 DPO3MIL KEIyIKa 1
ToscToi kumku. [lepenmBanus cBesxe3amopokeHHOH mrazmbl (C3I1),
KOHIICHTPATOB TPOMOOINTOB, BBEICHHE HHTHOMTOPOB IPOTOHHON
TIOMITBI, TPAHEKCAMOBOM KHCJIOTHI, alPOTHHHHA OKa3aJoch Hed(dex-
TUBHBIM. KpOBOTEUCHHE YMEHBIIMIOCH HOCIIE NIEPBOTO JK€ BBEICHUS
rFVIIa B 1o3e 90 MKI/KT ¥ TOJHOCTBIO OCTaHOBHIIOCH MOCIIE IBYX I10-
BTOpHBIX BBeieHui rFVIla, cnenanHbIx ¢ HHTEpBAIOM 4 4. YpOBEHb
TPOMGOLIUTOB IIPH 9TOM Y GOILHOTO He npeBbimai 20+ 10%/1, a akTus-
HocTsh (haxTopa VII B masme mossicunack 10 1000% [9].

B npyrom Habmonennu [33] y 18-1eTHero 60IpHOTO ¢ BIIEPBBIC
JIMarHOCTHPOBAHHBIM OM()EHOTHUIINIECKIM OCTPBIM JICHKO30M IT0CIIe
Kypca XMMHOTEpaINiK pa3BHIIaCh TPEXPOCTKOBAsI IUTOIICHUS (JIeHKO-
uutel 0,9+10°/1, TpombouuTel 26+10°/71, TeMoro6uH 9 /1), 0CI0X-
HUBIIAACA KEJIYAOYHO-KHUIIECYHBIM KPOBOTECUCHUEM. Tpchd)y31/10H—
Has Tepamnus, npoBoaumas B Tedenue 5 cyt (10 103 spuTpouuToB,
34 10361 KOHIIEHTpaTa TPOoMOOLUTOB, 4 0361 C3I1), okazanace Hea(h-
¢dexruBHOU. bompHOMY OBLT BBeneH rFVIla (65 MKr/kr), 94To moYTH
cpa3y MpUBEJIO K OCTAHOBKE KPOBOTECUCHHSI.

VY 52-nerHeit 60iBHOI ¢ OCTPBIM JIMM(OOIACTHBIM JICHKO30M
gepe3 He/elI0 MOCIIe IPeKpanieHus XUMUIOoTepanuy Ha GoHe TpoM-
Gouuronenuu (9+10°/1) pa3BUIOCE KENY0YHO-KMILIEYHOE KPOBOTE-
yenue [8]. Tpancdysnonnas Tepanusi, BkirodaBmas B cebs 15 ex.
KOHIIEHTpaToB TpoMbommToB, 13 mo3 C3II, 11 no3 spuTpounTos,
okazanach Hed((EeKTUBHON: COXPaHATOCh KPOBOTEUEHHE, TEMOITIO-
6uH cHusuics 10 53 r/i1, TpomMOouuTsl KpoBu 15+10%/1. OxHOKpar-
Hoe BBeneHue rFVIla B mo3e 90 MKr/kr B 1| MUH IPUBEIO K OBICTPOI
OCTaHOBKE KpoBOoTeueHUs [8].

VY 2 GONBHBIX AIIACTHYECKOH aHeMHEeH, Y KOTOPBIX BCIIC/ICTBUE
AIOMMMYHH3AIMM  BO3HUKIJIA pedpakTepHOCTh K TpaHCcy3usM
TPOMOOIIUTOB, XKETyJTOYHO-KHIIIEYHOE KPOBOTEUCHUE YAaI0Ch OCTa-
HOBUTB, JuiIb BBeAA UM rFVIIa B 1o3ax 70 u 80 MKI/KT, pu 5TOM
KOJIMYECTBO TPOMOOIMTOB KPOBH Y HUX HE mpeBbImano 5¢+10°/m [32].

rFVIla npu nocosvix kposomeuenusx. Onucano [31] mpumeHe-
uue rFVIla npu nanonarndeckoit TpOMOOIIUTOTIEHUYECKO MypIType
y 8-1eTHeil JeBOUYKH C PEHHIUBUPYIOIIMI HOCOBEIMU KPOBOTEUE-
HuAMY 1 TpomOouTonenueit 13+10°/1. Tepanus mIIOKOKOPTHKOCTE-
pouiaMu, TpaHEKCaMOBOW KHCJIOTOH, a TaKKe IepeMBaHHE KOH-
[ICHTPATOB TPOMOOIIUTOB OKa3aIuch HeahpekTuBHbI. KpoBoTeueHne
JIBaXJIbl B TEUEHUE HECKOJIBKMX MUHYT OBIJIO OCTAHOBJIEHO BBE/ICHNU-
em rFVIla B no3e 85 MKr/kr.

B nabmropenmsx G.T. Gerotziafas u coasr. [8] y 6ompHOTO € Ma-
kpornoOynmuHemueil Banpaenctpema Ha ¢oHE TpOMOOIMTONEHUH
2+10°%/1n pa3sBUIOCH BHIPAKEHHOE HOCOBOE KPOBOTCUCHUE, IIPHBEJI-
nIee K pa3BUTHIO aHEeMHUH. BBeJeHne JekcaMeTa3oHa, HMMYHOITIO-
OysuHa, iepenrBanie 18 103 TPOMOOIIMTOB OKa3anuch HeIDPEKTHUB-
Hbl. BopHOMy Obl0 BBeneno 90 mxr/kr rFVIla, uro B Teuenue 10
MUH TPHUBEJIO K OCTAaHOBKE KpoBoTedeHus. Crycts 2 cyT 60IbHOMY
ObL1a BBITIOJTHEHA CTIIIEHIKTOMUSI, TIOCIIE YEr0 YHUCIO0 TPOMOOIIUTOB Y
HETO MOBBICUIOCH 110 250+ 10%/1.

rEFVIla npu mamounvix kposomeuenusix. tFVIla pexomenayercs
JUTSL OCTAHOBKH MaTOYHOTO KPOBOTEUECHUS y XKEHIIMH C 3a00JIeBaHN-
SIMH CUCTEMBI KPOBH M TPOMOOLIUTONICHUHEH, KOTOPBIE HE OTBEYAIOT
Ha Teparuio KOHIEHTPaTaMU TPOMOOIINTOB, TPAHEKCAMOBON KHCIIO-
TOW, OpajbHBIMU KOHTpauentusamu [34]. Onucano [35] npumeHe-
nue rFVIla y 6epemenHoii, y kotopoii B I TpumecTpe nuarHoctupo-
BaHa ayTOMMMYHHas TpoMOonuToneHus. KoamaecTBo TpoMOOLIUTOB
KpOBHU y Hee cocTapisio 8—10%1. Bo Bpems ponos Ha 34-if Hexenu
OCpEeMEHHOCTH IEPETUBAINCH TpoMOoIUTH U BBOmIcs rFVIla, Te-
YEHHE POJIOB M MOCJIEPOIOBOTO NEPHO/Ia POIIIO O€3 OCIOKHEHUI.

rFVIila npu enympuuepennvix kpogousnusnusx. CooOlnaercs
[29] o 16-nerHeit 60BbHON MMMYHHON TPOMOOIUTONICHHEH, Y KOTO-
poit Ha (GoHe pedpakTepHOil K Tepanuu TPOMOOLHUTONCHUH (MEHee
10-10%/1) CIOHTaHHO BO3HMKJIA MACCHBHAs BHYTPUMO3rOBasi eMa-
Toma (pasmep 4,8 - 2,9 - 4,3 cM) B neBoil remucepe. YUUThIBas
BBIPAXKEHHYIO TPOMOOIMTOIIEHHIO, OT HEHPOXHUPYPTHIECKOTO BMe-
IIaTeNNbCTBA OBIIO PEenIeHo Bo3/iepkaThes. Ha3HaueHsI epeTnBaHms
KOHIIEHTpaToB TpoMOouuToB, C3II, nexcamerasoH, TpaHeKcaMoBast
kuciora u rFVIla mo 122 mxr/kr kaxsie 2 4. Ha ¢hoHe mpoBoaumoit
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TEpanuy B TE€UCHHE 3 HEJl COCTOSIHUE €€ YITy4IImIOoCh. 3a 22 qHs Je-
Bymika, BecuBmas 19,7 kr, momyumna 124 800 mkr rFVIla, 98 ex.
koHIeHTpaToB TpombouuTos, 1500 mu C3I1. [Ipu BeIMHCKe U3 cTa-
[MOHApPA KOJIMYECTBO TPOMOOLUTOB KPOBH y Hee Obuto 5+10%/1 [29].
rFVIla B xomOuHamy ¢ TpaHcQy3ueil KOHIEHTPAaTOB TPOMOOLIUTOB
3¢ deKTHBeH U BHYTPHUYEPEIHBIX KPOBOU3IMSHUSX y IeTell ¢ ped-
pakTepHOii TpomOoLHTONIeHHEH [36].

rFVIla npu uneasugnvix emewamenscmeax. Y OOIBHOTO C HUM-
MYHHOH TpPOMOOIIMTONCHUEH, pepPaKTEpPHOH K Tepanmuu DIIOKOKOP-
THKOCTEPOUIaMH M BHYTPUBEHHBIM MMMYHOIIOOYJIMHOM, BBIIOIHEHA
CIUICHIKTOMUSL, TIPH KOTOpOit rcrnonb3oBatics rFVIla B moze 120 MKr/kr,
a PELLCHYs O ero BBEICHUU IPUHUMAINCH 110 pe3yisratam TOI. Bse-
nenue rFVIla npuBoauiao K yBEIUUCHHIO MAKCUMAJIbHOM aMIUTUTY/bI,
ykopoueHuto R u k [37].

OteuecTBeHHBIE aBTOPBI coobmatoT [19] o BbImoOMHEHHH Jara-
POCKOMUYECKOW CIJICHKITOMUH Y OOJIbHON ¢ HMMYHHOIT TpoMOoLH-
Tonenueii (26-10%1), y koTopoii npu nuddy3Hol KPOBOTOUMBOCTH
BO Bpems omepanuu BBeaeHue 80 Mkr/kr rFVIla ymensmmmo re-
MOPPAarun4ecKuil CHHIPOM, HPUBEIO K YBEIMUCHUIO MAKCHMAJIbHON
ammmTyasl Ha TOI' 1 MO3BONMIIO YCTICIIHO 3aBEPIIUTH ONEPAIHIO.
Kposonoreps cocraBuna 300 mir.

Coobmraercst [38] 0 BBIMOJHEHUH CIUICHIKTOMHH y 2 OOJBHBIX
C HMMYHHOIl TPOMOOIMTONEHUYECKOH MypIypoi (TpOMOOLHTHI
<10-10%n) na done Beenenuii rFVIla (4070 Mkr/kr) 10 onepauuu,
yepe3 2 1 4 4 mociie Hayaja onepanuu. B apyrom nabmonennu [39] y
0OJIEHOTO ¢ UMMYHHOM TPOMOOLIMTOIIEHUYECKOH IMypIypOi U TPOM-
Goruronenueii (10-10%1) B PaHHEM MOCIICONEePAUOHHOM TEPHOLIE
pa3BmiIoCch kpoBoTeueHue. Tpancy3ust TpPOMOOIMTOB OKa3anach He-
3¢ HeKTHBHON U OJHOBPEMEHHO C IIOBTOPHBIM IIEPEITMBAHUEM TPOM-
OOIIMTOB JIBAXK/IbI ¢ HHTEPBAJOB B 2 4 Obl1 BBeAcH rFVIIa B 1o3e 90
MKI/KT, YTO TIPHBEJIO K OCTAHOBKE KPOBOTCUCHHUSL.

Cooburaercst [40] o maumente ¢ tumbomoit bepkurra, y kotoporo
OITyXOJTb CJTABIIMBAIA JIEBYI0 OSAPEHHYIO U OOIIYIO MOJAB3IOLIHYIO Be-
HBI, 4TO NIPUBENIO K BEHO3HOMY TPoMO03y, (POPMHUPOBAHNIO HEKPO3a B
axoBoit obnacty. borbHOMY OblTa Ha3HAUCHA XMMHOTEPAINS 1 AaHTH-
KOAryJIsTHTHAs! Tparusl, IPOBECHO XUPYPIrHIECKOe YaleHue HEKPO-
THYeckux Tkaneil. Ha ¢oHe mMmenorokcnueckoil TpOMOOLMTONICHNH
BO3HHKJIO YrpoXKarolee KU3HW KPOBOTEUEHHE B 00JIAaCTH OIEparui,
KOTOpPO€ yAaJIOCh OCTaHOBUTH TOJIbKO BBeAeHueM rFVIla. B nanbHen-
IIeM JIOCTUIHYTA TIOJIHAS PEMUCCHS 3a00IeBanysl, Ha (JOHE aHTHKOA-
TYISTHTHOW TEPAMH MOTHOCTHIO PA3PEIIniIach BEHO3HAS OKKITFO3HSI.

B wuccnenoBannu oredecTBEHHBIX aBTOpOB [18] cpaBHHMBaNCH
PE3yIIbTaThl KaTeTepu3aliy BHYTPEHHEH sIpEeMHOI BEHBI IpU TPOMOO-
LUTOIICHUH Y JIETEH, OOJILHBIX OCTPBIMHE Jieliko3aMu. B mepBoii rpyme
niepes] Karerepu3sanueii 0oipHble omydanu 30—120 mxr/kr rFVIla, Bo
BTOPOM TeMOCTaTHUECKast TepaIysi He IPOBOMIIACK, B TPEThEIl Iepes
KaTeTepu3aluell BBIMOMHSIACH TpaHcdy3us TpomOonuToB. Yucio
reMOpPAarnveckuxX OCIOKHEHUH OKa3aloch HIDKE Cpelu OONbHBIX,
kotopele nomyvanu rFVIla (6,6%), yem y 60IbHBIX, KOTOPBIM BBITION-
HSUTMCH TPAHC(y3UH KOHIIEHTPATOB TPoMOOIUTOB (26,7%), 1 HE IOy~
YaBIIHMX TeMOCTaTHIecKoi Tepanmn (23,1%).

rEVIla npu mpancnianmayuu 2emMOnOIMUUECKUX CIBON0BLIX
xkaemox. VImeercst Hemano coobmenuit [13—-15, 41] o nmpumeHeHun
rFVIla y sroit kareropuu OGONBHBIX NpU pedpaKTEepHOH K TpaHC-
¢y3usim Tpomborronennn. Cooburaercs [13] 06 ycnemwHoM npu-
menennu rFVIla npu auddys3Hom anbBeoIsspHOM reMoppaxe, pas-
BUBIIEECS MTOCTE TPAHCIIIAHTAIMN AJJIOTEHHOTO KOCTHOTO MO3ra y
0OJIEHOI OCTPBIM MHUETIOUIHBIM JIeiiko3oM. KpoBoxapkaHbe 1 ocTpast
neixaternbHas HenmoctarogyHocTh (O/1H) Bo3HuKIH Yepes 2 Mec mociie
TpaHCIUIAHTAIINH, B CBSI3U C UeM OonbHas Obuta nepeBeneHa Ha MIBJIL.
[Tynbe-Tepanust METWIIIPEJHU30IOHOM, HEpeIMBaHUs TPOMOOIN-
toB, C3I1 okazamick HeIPHEKTUBHBIMHU, XOTSI TPOMOOLMTHI KPOBH
nozanepsxkupany Ha yposHe 40-10°-50-10°/71. Bouia Hauata Tepanus
rFVIIa B 1o3e 90 MKr/Kr Kax/pie 3 4, 4TO B TeUEHUE 2 CyT IPHUBEIIO
K yIy4IIeHHIo; Tepanus Obina mpekpammena. OfHAaKo CITyCTS CyTKH
COCTOSIHHE BHOBb YXYAIIMIOCH — MOSIBHJICS TEMOPPArHIEeCKUH CHUH-
IIpOM, Hapocja THIIOKCeMus, B cBs3u ¢ 4eM Teparus rFVIla Gpura
BO300HOBIICHA B J103¢ 90 MKI/KT Kaxabie 6 4. Uepes 24 4 cocTosiHUE
ee yIydImIochk, (Gppakius BAIXaeMOro KHCIopoaa OblIa CHIKEHA
¢ 60 10 40% uepes 2 cyt npekpaiiena MBJI, GonbHas BeilicaHa 13
OTJICJICHUS] UHTEHCUBHOU Tepanuu [13].

B naGmtonenun S.M. Pastores u coasr. [14] coobuiaercs o npu-
menenun rFVIla y 601pHOT0 HEXOMKKHHCKON TUM(OMOH, Y KOTOpPO-
TO MOCJe TPAHCIUIAHTAIUH aJUIOTEHHBIX TeMOMOITHIECKUX CTBOJIO-
BBIX KJIETOK Ha (hoHe TpomboLuTonenuu 23+ 10%/1 nossuuce jerou-
HBle HHOUIBTPATHI, KPOBOXapKaHbe. Tepanus aHTHOMOTHKaMH, TIIFO-
KOKOPTHKOCTEPOUAAMH, TIEPEIMBAHMS TPOMOOIIUTOB HE YMEHBIIHIN

TeMOPPArn4ecKoro CHHAPOMA, XOTSI KOIMIECTBO TPOMOOIMTOB KPO-
BY HOBBICKIIKCH 10 150-10%/1. B cBsasu ¢ OJH GonbHOI ObL1 Hepese-
ned Ha MBJI. KpoBoxapkanbe MpekpaTHiioch MOCie JBYX BBEICHUN
rFVIIa B no3e 90 Mkr/kr ¢ uatepsanom 2 4. CrycTs 6 cyT OH ObLI
9KCTYOMPOBaH, PEHTT€HOJIOTHYECKH OTMEUCHO HCUE3HOBEHHE JIETOU-
HBIX HHQUIBTPATOB.

C. Ippoliti u coast. [42] npoanamusupoBatn 3HHEKTUBHOCTh
npumenenus rFVIla mis nedeHus jaeroyHoro KpoBoreueHus y 12
OONBHBIX MOCHE TPAHCIUIAHTAIMM TE€MOMOATHYECKUX CTBOJOBBIX
KJIeTOK. bonmbHbIe OBIIM pa3zeneHsl Ha 2 TPYNIBL HEPBYIO TPYIITY
COCTaBMIIN § YEIIOBEK, Y KOTOPBIX KPOBOTCUECHUE BO3HUKIIO B PAHHEM
MOCTTPAHCINIAHTAIIMOHHOM nepuozne (no +30 cyt), BTopyro rpyn-
Iy — 4 manueHTa, y KOTOPhIX KPOBOTEYEHHE BO3HUKIIO B MO3IHEM
MOCTTPaHCIUIAHTAlMOHHOM Tiepuone (+61—+174 cyt). Bce Goinb-
ueie, momumo rFVIla, B cpeaneit mo3e 84 MKI/KT MOJMydaid TaKKe
AHTMOMOTUKHM, NIFOKOKOPTUKOCTEPOUIbI, TPAHC(PY3HU TPOMOOLIUTOB.
Bepxunn 75% marnueHToB B epBOH rpyIimne U auiib 25% BO BTOPOH
rpymme. ABTopsl [42] cuntarot, uto npumenenue rFVIla npu nerod-
HOM KPOBOTEUCHUH B ITO3JHEM MOCTTPAHCIUIAHTAIIMOHHOM IIEPHOJIE,
KOT7Ia OHO 0OYCIIOBJICHO JIETOYHON MH(EKIHeH, MeHee 2 (heKTUBHO,
4YeM B paHHEM HOCTTPAHCIUIAHTAMOHHOM IIEPHOJIE.

[lenpl0 MHOTOLIGHTPOBOIO PaHIOMH3MPOBAHHOIO IUIAIE00-KOH-
TposupyeMoro uccienoBanus [15] 6bu10 oreHUTh 3P HEKTUBHOCTD U
6e3onacHocth rFVIla st nedeHnst reMopparndeckux OCJIOKHEHUH
y OONBHBIX, MEPEHECIINX TPAHCIIAHTAIUIO AJUIOTEHHBIX WM ayTo-
JIOTUYHBIX T€MOMOITHUECKUX CTBOJIOBBIX KIETOK. B mccrnenoBanne
obu10 BIOUeHO 100 OONBHBIX, Y KOTOPHIX ¢ +2 1m0 +180 1eHp BO3-
HHK FeéMOppParn4ecKuii CHHAPOM: Y 52 KPOBOTEUCHHUE U3 JKEITyI0YHO-
KHIIEYHOIO TPakTa, y 26 reMopparM4ecKuil LUCTUT, Y 7 JEro4yHbIC
KpOBOTEUEHNs, y 1 BHyTpHUUEpeTHOE KPOBOU3NIUsIHKE, Y 14 GOJIBHBIX
OBbLIN JpYrye NCTOUHUKH KPOBOTEUCHHs (MAaTOUHbIE, HOCOBBIE, U3 Me-
CTa yCTaHOBKH LIEHTPAJIbHOTO BEHO3HOIo Karetepa). B 3aBucumoctu
0T MeTo/1a JiedeHHs1 OOJIbHBIC OBUIH pa3fesieHbl Ha 4 TPYMIIBL: TPyIIa,
KOTOpast TIOJTy4asa TOJIBKO CTAaHIAPTHYIO TEPAIHNIO U IIIaedo, U Tpym-
IIbI, B KOTOPBIX OOJIBHBIEC MOIYYalll CTAaHAAPTHYIO TEPAINIO B KOMOU-
nauuu ¢ rFVIla B go3ax 40, 80 u 160 MKr/Kr. YCTaHOBJIEHO, YTO TOJIBKO
Beenienune rEVIIa B 1o3e 80 MKI/KT MO3BOJMIIO Yallle IO CPABHEHHIO C
miane0o OCTaHOBHUThH WIIM YMEHBIIUTh KpoBoTedeHue (B 80,7% mpo-
THB 56,5%; p = 0,0213). He BbIsIBIICHO pa3iinuus MEXy IPyIIIaMu 110
4acToTe TPOMOOTHUECKUX OCIOKHEHMUH.

Coo0maercs [43] o 10-mecsuHOIl 1eBOUKe, y KOTOPOW MOCHE He-
POZCTBEHHOHN TPAHCIIAHTAIINH ITyTIOBUHHBIX CTBOJOBBIX KIIETOK BO3-
HUKJIX 3 9130712 KPOBOTEUEHHUS U3 HIDKHUX OTIENIOB JKEeTyI0IHO-KHU-
IIEYHOTO TpakTa. Bo Beex cirydasix KpoBOTeUeHUE OBUIO OCTAHOBJICHO
BBezienueM rFVIIa u okrpeorua.

rFVIila npu mpombacmenuu [nanymana. TlepBbiMu cOOOIIMIH
00 ycnemrom npumenennn rFVIla L. Tengborn u B.A. Petruson
B 1996 . [44], xotopsie BBenu rFVIla B no3e 110 Mkr/kr 2-netHeit
JeBodke ¢ TpombacTenuelt [manMana Ayt IEYEHHsT HOCOBOTO KpPO-
BoreyeHus. [locme 3TOro mosSBHANCH COOOLIEHHA O NMPUMEHEHUH
rFVIla B no3ax ot 120 10 300 MKI/KT Ipy KPOBOTEUEHHSIX OO0 pH
XUPYpPrU4ECKUX BMelIaTeabeTBax [45-47].

M.C. Poon u coasr. [45] npumenunu rFVIla s neuenus 24
SMN30/10B KPOBOTEUEHHMS M IIPH XUPYPrUUECKUX BMeLIaTelIbcTBax y 4
00JbHBIX ¢ TpomOacTenuel [TaHIMaHa, BBOIS IIpenapar B J103aX OT
89 1o 116 MKr/kr ¢ uHTEpBanoM 2 4 BMecTe ¢ GpudpuHonuTukamu. Te
e aBTOpbl [48] mpoananusupoBanu onbIT npumeHenus rFVIla mus
obecrieyeHust TeMOCTa3a Mpu 34 XUPYPrudecKuX BMEIIATeNIbCTBAX U
108 srm3omax kpoBoTedeHH y 59 nereii ¢ TpombacTenueit [manmnma-
Ha, BKJIIouast 29 neTeif, y KOTOpbIX ObUIH aHTUTPOMOOIUTAPHBIC aHTHU-
tena. rF VIla okazaics a3 hexTuBHbIM B 94% CiiydacB Mpu XUPypruye-
CKHX BMEIIATeJILCTBAX U 75% CilydaeB Py OCTAHOBKE KPOBOTEUCHHSL.
Jo3sl rFVIla BapeupoBanu ot 74 1o 238 mxr/kr. A. Chuansumrit u co-
aBT. [49] ycnemHo npuMEeHWIN IPU CTOMATOJIOTHYECKUX BMeEIIaTeb-
cTBax y 2 nereii ¢ tpombactenueii [manvana rFVIla B noze 180-200
MKI/KT BMecTe ¢ (PHOPHHOBBIM KJIEEM M OpOIICHHEM IOJOCTH PTa
TpaHEKCaMOBOM KUCIOTOH. B coobmennu [46] ykazaHo, uro rFVIla
OKa3aJl XOpOoInii reMocTarndecKui 3 dexT 5 O0IBHBIM ¢ TpombacTe-
nueit [mannvana. Onmcano [45] nedenue 4 nereit ¢ TpombacTeHHeH
I'mannMana W pa3inMyYHBIME SMU304aMH KpoBoTeueHu. [IpuBeneHo
KinHIYeckoe Haomonenue [50], B kotopoM Ha ¢one Tepanuu rFVIla
BBITIOJTHEHA TYOJEHIKTOMHUS 10 TIOBOMY PELMANBUPYIOIIETO JyOie-
HAJILHOTO KPOBOTEUCHHUS y O8-JICTHETO MalMeHTa ¢ TpoMmOacTeHHel
I'mannmana. rFVIla npumensiics st 0CTaHOBKY KPOBOTEUEHHUS TIOCIIE
TIOMOaNTbHON TUCKAIKTOMHH y 33-JICTHEH JKeHIIUHEI ¢ TpOMOACTCHUEH
I'mannvana m HLA-anTutenamy, T. €. B CHTyaluH, Koraa Tpancgysuu
TpoMOOIHMTOB HEA(DDEKTUBHEI [S1].
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Omwucano [47] npumenenune rFVIIa B no3e 70—110 Mkr/kr B Buae
0OITIOCHOI HHBEKIUH C TIOCIIENYIOIICH HeNpephIBHOM HH(Y3HEH B 10-
3¢ 920 MKr/kr/4 B Teuenune 3—15 nueil y 3 O0bHBIX € TpOMOacTeHUEH
Imannmvana m HamM4YMeM aHTHTPOMOOLMTApPHBIX aHTHTEN. JleueHue
Ao Xopomuii 9pQeKT y 2 nerei, y TpeTbero pedeHka KpOBOTCUCHHE
MepcucTUpoBasio B TedeHune 10 nHel 1 0CI0KHUIOCH TPOMO03MOOIH-
eif cmyerst 5 Heit nocie npekpaiienus BBeaenus rkEVila.

rFVIla npu peoxux 3abonesanusx. OJHO U3 TaKUX COOOIICHUI
[11] xacaercs 44-neTHET0 aMepHKaHIld, KOTOPOTO yKyCHJa 3a yKa-
3aTeNIbHbIM Hanen npaBoi pyku rpemydas 3mes. [lanuent no sroro
CTpajajl ajKOTOJIM3MOM, aJKOTOJBbHON OOJE3HBIO IEYeHH, TPOMOO-
nutonenueil 46+-10°/1. Tlocne ykyca 3MeH y HEro pa3BUIach Koa-
rynonarus (yUIMHEHHE TPOTPOMOMHOBOTO BpeMEHH 10 56 ¢, CHH-
keHne QubpuHoreHa miasmel 10 0,35 1/, TpoMOOIHMTONICHHS 10
7+10°%/1), cunapom Mautopu—Belica, xeJyI0uHOE KPOBOTEUEHHE C
TEMOPPArn4ecKUM IIOKOM. Tepamusi KOMIOHEHTaMHu KpoBH (8 1103
spurpouutos, 10 103 kpuonpeuunurara, 9 no3 C3I1, 3 10361 TpOM-
6ommnToB) okazamack HeapdekTrBHOH. OMHOKpaTHOE BBeAeHHE 7,2
mr rFVIla mpuBeno K 0cTaHOBKE KPOBOTEUEHHUSI, YKOPOUEHHIO 110 10
C MPOTPOMOMHOBOTO BPEMEHH.

Jpyroit kasyucrtuueckuit cimydaii [17] kacaercst npuUMeHEHUs
rFVIla y GonpHOM ¢ TPOMOOLUTOIICHNEH | aruta3ueil (OTCYTCTBHEM)
nyueBoit koctu win TAR (thrombocytopenia with absent radius) cun-
npomoM. TAR-cHHIPOM — 3TO BpOKICHHOE 3a00JIeBaHIE, TPOTECKA0-
11ee ¢ TPOMOOIUTONIEHHEH U OHIaTepaIbHBIM OTCYTCTBHEM JIyUEeBBIX
xocreii [17]. Coobmaercst o 15-netHeit neBouke ¢ TAR-cuHapomom, B
KPOBHU Y KOTOPOii 65110 60+ 10%/11 TpOMGOIUTOB, PH 9TOM OTMEYANCS
reMOpparM4ecKuii CHHAPOM (MEHOPPAruH, JUIMTENbHbIE KPOBOTEUe-
HUS TIOCTIE XUPYPTrUYECKHX BMEIIATEIbCTB), COXPAHSBILIHMNCS, HECMO-
Tps Ha TpaHC(y3un TPOMOOIUTOB, BBEIICHHE TPAHEKCAMOBOM KHCIIO-
Thl. [lepes peKOHCTPYKTUBHBIM OPTOIEANYSCKAM BMEIIATEILCTBOM,
HaIpaBJICHHBIM Ha BOCCTAHOBJICHNE (DyHKIIMIT BEPXHUX KOHEUHOCTEH,
OompHOI BBemeHO rFVIla 80 MKI/KT, 3aTeM HHBEKLUUH MTOBTOPHIH
KaK/Ible 4 4 B TCUCHHUE TEPBOTO JTHS M KaXK/bIe 6 4 B TEUEHHE S5 JHEH
(obmras 103a 32,4 Mr) co 2-ro JiHsI B TCYCHHE 2 HEJl BBOIMIM TPAHEK-
camoByro kucioty 50 mr/kr/cyT. KpoBonorepst Oblila MHHHMAIIBHOM,
TpaHC(y3UH SPUTPOLIUTOB U TPOMOOIUTOB HE MOHAJOOMIIUCE.

Coobmaercst [10] o ciydae MIHONATHUECKOH TPOMOOIHUTOIE-
HUYECKOH MypITypsl y 68-1eTHET0 O0JIBHOTO, KOTOPHIA OBLT WICHOM
CEKTBI cBUETeNeH eroBel 1 M0 PeNUTHO3HBIM COOOpaKEeHNSIM OT-
Ka3bIBaJICA OT HNEPCIIMBAHUSA KOMIIOHCHTOB KPOBH. ITocne neuenwus
DTIOKOKOPTHKOCTEPOUAAMH, HMMYHOIIOOYJIHHOM Yy HEro ITOBBICH-
JUCH TpOoMOOLMTHI KpoBH ¢ 3+10° 10 52+10%/1, ipu 5ToM AUTB, KoH-
HeHtpauust GUOpPUHOreHa IUIa3Mbl, IPOTPOMOMHOBOE BpEMsl OCTa-
BAJIVCh B TIpezenax HOpMbl. [lalieHTy BEIONHEHA CIUICHIKTOMUS,
4yepe3 HECKOJIBKO YacoB IOCIE KOTOPOil pa3BIIIOCH BHYTPHOPIOIIHOE
kpoBoTeueHue. AYTB ymmuannocs B 2 pasa Gomblie HOPMBI, TPO-
TpoMOMHOBOE BpeMs — 110 21 ¢, KOHIIeHTpanust (GuOpHHOreHa IIa3MBbl
CHU3MWIIAch 710 1,6 1/11, reMorobnna kposu ¢ 80 no 45 r/m. Tepanms
KPHOTIPELHUITUTATOM, TPAaHEKCAMOBOH KHUCIIOTOH OKazanack Hed(dek-
tuBHOI. Bbut BBenen rFVIla B mo3e 90 MKI/KT, 4TO HOPMaJIH30BaJIO
napamMeTpsl reMoCTa3a U OCTAHOBMJIO KPOBOTEUEHHE. 3aTeM BBEIH
eme 2 no3el rEVIla. Mecsii cyctst y HEro pa3BUIIOCh KPOBOTCUCHUE
U3 TOJICTOM KHMIIKH, TPOMOOLMTBI KPOBH MPH 3TOM Obun 145+10%/1.
BbonbHOI ymMep uepe3 HeCKOJIbKO IHEH OT IOJIMOPraHHON HEeoCTaTou-
HOCTH, Ha ayTOIICUH OBUT BBISIBJICH UIIEMHIECKHI KOJIHT.

Onmucano [52] npumenenne rFVIla y nByx OparseB ¢ CHHAPOMOM
bepnapa—Cyibe, koTopsle nomydanu rFVIla BMecte ¢ TpaHekcaMoBoi
KHUCJIOTOH B 6 CITydasiX TIPU XUPYPrUUeCKUX BMEIIATEIbCTBAX U KPO-
BOTEUCHHAX U3 BEPXHHUX OT/ETOB XKEIYJOUHO-KHIICIHOTO TpakTa. Bo
BCEX CITy4asx ObUT JIOCTHTHYT y/IOBIETBOPUTEIBHBIN reMOoCTas.

IHpuuunvr neapgpexmusnocmu rFVIla npu mpomboyumonenuu.
Hapsany ¢ coobmenusimu 06 ycremHom npuMeHenun rFVIla mpu
TPOMOOLIUTONIEHNH B PsIJie CIy4aeB reMocTa3 00 He JOCTUTAICS,
6o ObuT HenocTaToyHbIM. WTanbsHckue aBtopsl [30] omuckiBa-
0T 7 OHKOTE€MAaTOJOTHYECKHX OOJNBHBIX C TPOMOOIMTOIEHHEH OT
15-10° go 50+10%1 u reMopparudeckum cMHAPoMOoM. Y 1 GonbHO-
TO OCTPBIM MUEIOUIHBIM JTEHKO30M KPOBOTEUEHNE BO3HUKIIO TOCTIE
OuoIicHM TIeYeHH, y APYroil OOJIBHOM — MaTOYHOE KPOBOTEUCHHE.
VYV 5 OONBHBIX, CTpafaBIIMX OCTPHIMH MHETOHJHBIMHU JIEHKO3aMH,
OCTPBIM TUM(POOIACTHBIM JIEHKO30M U MHOXKECTBEHHOW MUEJIOMOM,
JKEITyZOYHO-KUIIIEUHbIE KPOBOTEUECHHSI U TeMOPPAruuecKuil IIUCTUT
BO3HUKIJIN IIPH TIPOBEICHUH TPAHCIUIAHTAIMHI AJUIOTEHHBIX TEMOII0N-
THYECKUX KIETOK. Bece GombHBIC TOMyumiin Tpancy3un TpOMOOITH-
TOB, KOTOpbIE OKa3anach HeA()(EKTUBHBI, OCIE YEr0 UM BBOJHIICS
rFVIla B no3e 40 wiu 100 mxr/kr (ot 3 no 6 BBeneHuit). [lonHas
OCTaHOBKa KPOBOTEUESHNS OblIa JIOCTUTHYTA B 2 CIIyYasix, YaCTHYHAsI
— B 5, orcyrcTBue 3ddexra — B 2 U3 7 CIydaes.

B nab6monenusix J. Blatt u coaBr. [53] 3a 3 601bHBIME, IEPEHECIIH-
MU TPAHCIUIAHTALIMIO TEMOIIOITHYECKUX CTBOJIOBBIX Ki1eTok, rFVIla B
no3e 90 MKT/Kr ¢ nHTepBasioM 424 4 B TeueHue 3—14 aHEH HCIob-
30BaJICS TSI JICIEHHS] TEMOPPArHIecKoro IICTUTA, JIETOYHOTO KPOBO-
TEYEHHMS M JKEITyJ0YHO-KUIIETHOro KpoBoTedeHus. [Ipn sTom crapa-
JIUC MOJUIEPKUBATH YPOBEHD TPOMOOLIUTOB KpoBH He Hike 50+10%/1.
ABTOpBI [53] OTMEYAIOT JIMIIB KPaTKOBPEeMEHHBIH 3 deKT npenapara,
[OCJIE Yero KpOBOTEUCHHE PELMANBUPOBANIO JIMOO U3 MPEKHEro uc-
TOYHHMKA, TNOO U3 HOBBIX MECT. YUUTBIBAsl CTOMMOCTS IIpenapara, oT-
CYTCTBHE METOJI0OB MOHUTOPHHTA, PEKOMEHAANNH O 103aX U PeXUMax
BBCJICHUS, aBTOPHI [53] cUMTAIOT, 4TO HEOOXOAUMO MPOBEACHHE OO0ITb-
IINX PAaHIOMH3UPOBAHHBEIX HCCIIEIOBAHUN HPeX/e YeM PEKOMEHIO-
BaTh €r0 IPHMEHEHHE y OOJIBHBIX II0CIIE TPAHCILIAHTAIINH.

B uccnenosanuu B. Brenner u coasr. [12] y oHkoremarosioruye-
CKHMX OOJIBHBIX C KPOBOTEUCHHSMU PA3IMYHON JIOKAIM3ALMK IOJIHAs
OCTaHOBKa KPOBOTEUEHHMs! ObL1a JOCTHrHyTa B 46% Ciy4aeB, 3Ha4u-
TenbHOE yMeHbIeHne — B 33%, ymeHnbiuenue — B 17%, B 4% ciyuaes
orsera Ha Tepanuto rFVIla ve nomyyeno.

Coobmraercst [54] o OONBHOW WAMONATUYECKOH TPOMOOIH-
TONICHUYECKOH ITypIypoll, y KOTOpod 3((heKTHBHBIM OKa3aJIUCh
Toibko repseie BBenenus rFVIla. B cBsa3u ¢ TpomGornuronenueit
eil Obula BBINOJHEHA CIUICHIKTOMHS, MOCIE Yero YpOBEHb TPOM-
OOLMTOB KpOBH HOpMaiu3oBaics. Yepes 4 roga el mpoU3BEIACHO
aopTOKOpOHapHOe IryHTHpoBaHue. Ilepen omepainueil B KpoBH y
nee 66110 340+10%1 TPOMOOLMTOB, OJHAKO HA 3-H CYTKH IIOCIE
onepanuu TpOMOOLUTEL KPOBU CHU3UIMCH 10 31+10°/1 n Hayanock
KpoBoTeueHne. Tepamust A€CMONPECCHHOM, MMMYHOITIOOYIHHOM,
NIepEeJINBAHUS TPOMOOIINTOB OKA3aIHCh HEIPPEKTUBHBIMU — TPOM-
GouuThl KpoBU CHU3WIUCH 10 6+10%/1. TIoCKONIBKY KpOBOTEUEHUE
[IPOJOIDKAIOCH, OBUIM BHOBb MEPENUTHI TPOMOOLUTEI, MX KOJIHYE-
CTBO B KPOBH MOBBICHJIOCH 10 58+10°/1, mocue 4ero BeaeH rFVIla
B 03¢ 101 MKI/KT, 4TO IPHBEJIO K OCTAHOBKE KpOBOTe4YeHus. B Te-
YEeHUE HEeJEeNN KPOBOTEUEHUE PELIUANBHPOBAIIO U JBAYKAbI BBOIUIN
rFVIla ¢ a¢dexrom, ogHako Ha MPOTSHKEHUH § THEH KPOBOTCUCHHE
BHOBb PELIUIMBUPOBAIIO U 7 nocienytomux Beeaenuii rEVIla oka-
3aauch Hed(PEeKTHBHBIMU.

B perpocnexruBHoM uccnenoBanuu [55] B Teuenue 6 yet rFVIla
BBOJMJICSL 8 OHKOI€MAaTOJIOTMYECKUM OOJNBHBIM (OCTPhIe MHUEIOHI-
HBbIC HeﬁKOSbl, MHOXXCCTBCHHAsI MHEJIOMA, HCXOIKKHHCKas Hl/qu)O-
Ma) ¢ TpombouuTonenuei (< 50+10%/11) ¥ yrposKaroIuM KU3HHU re-
MOpPpParn4ecKUM CHHIPOMOM (71032 Mperapara COCTaBUIIA B CPEAHEM
95 mxr/kr). Ilocne ogHokpatHoro BBeneHus rFVIla kpoBoreueHne
octaHoBHIOCH ¥ 4 (50%) u3 8 GONMBHBIX, y OCTaBIIUXCSA 4 OOIBHBIX
Iperapar He yYMEHBIIWI BBIPAKEHHOCTH TeMOPParmdeckoro CHH-
npoma. 3 GonbHbIX, y KoTopbix rFVIla 6su1 HEdhdekTHBeH, ymepiu
OT KPOBOTEYCHHs, HU B OJHOM ClIy4ae CMEpPTh OOJIbHBIX HE CBsi3a-
Ha ¢ BBeaeHueM rFVIla. He oTmMedeHo ymeHbIIeHUs TOTPEOHOCTH B
TpaHcdy3usx npu npumenenuu rFVIla.

IMpu tpombactennu [manimana rFVIla okasascs 3¢ exkTuBHbIM
B 94% ciry4aeB Ipu XUpypPruuecKuX BMEIIaTeabCcTBaX U 75% ciayda-
€B TIPH OCTaHOBKE KpoBoTedeHus [48].

OO6cyxmaeTcsi HECKOJIBKO BO3MOXKHBIX MPUYUH HEI(PPEKTHBHO-
ctu Tepanuy rFVIla. Bo-nepBbix, 3T0 HU3KHI ypOBEHb TPOMOOIIUTOB
kpoBu. M. Kjalke u coaBr. [56] B 9KCIIepUMEHTE YCTAHOBMIIH, YTO T'e-
Hepauusi TpoMOuHa B oTBeT Ha BBezenue rFVIla Hanpsimyio 3aBucHT
OT KOJIMYECTBA TPOMOOLIUTOB KPOBH. [nn vitro mokasaHo [22], 4to Ko-
JIMYECTBO TPOMOOLIMTOB KPOBU JOIKHO ObITh 20-30+10%/11, uToObI Ha
nobasnenne rFVIla nomyyars 6mm3kue k Hopme nokaszatenu TOI. Ox-
HAKO KIIMHUYECKUE HAOTIOICHNS CBUACTEIBCTBYIOT, YTO TeMOCTaTHYIe-
ckuit a¢pdexr rFVIIa ormeuaercs u mpu Goee BEIPaKECHHOH TPOMOO-
nuronenuu (ot 5+10%m) [8, 29-32, 54]. Pan aBropos cuuraror [55],
gro rFVIla npu TpomGouuToneHnu YpQGEeKTHBEH, €CIM OH BBOJHUTCS
He MOoKEe 8 4 OT Hayasa KPOBOTEUCHHSI, @ TAKIKE, €CIIM C HUM BMECTe
MIEPENUBAIOTCS TPOMOOIHUTHIL.

JNpyras npuunua uHedddexrusroctu rFVIla — BeipaboTka aH-
turen. ®opmupoanue anturen k rFVIla m suporennomy FVIla
omnucaHo y O0NbHBIX ¢ BpokaeHHBIM neduuurom FVII [57]. EM.
Nicolaisen [57] oGcnemoBan 267 uenoBek, nomydaBmux rFVIla:
GosbHBIE reMo(pITHEeH, O0IbHBIE C IPUOOPETCHHBIM HHIHOUTOPOM K
FVIII, 6onbHbIe ¢ BpoxkaeHHbIM nedunutom FVIL. Antutena k FVII
u rFVIla 6butn oOHapyxeHs! JTuiib y 2 u3 13 GOJIbHBIX ¢ BPOXKICH-
ubM geduirom FVII [S7]. Tlpu BpoxaeHHoM aedunnte 60IbHbIC
HeoJHOKpaTHO nonyyanu rEVIla, oxxuaare jxe nosiBiIeHue aHTUTEN y
OOJNBHBIX C TPOMOOLIUTONIEHUEH, HE TTOMyYaBIIHX peryinspHo rFVIla,
MaJIOBEpOSITHO.

®dakropom, mumutupytommM dddexr rFVIla, ssmsercs aunu-
103. In vitro nokazano [58], uro cumxenue pH xposu ¢ 7,4 no 7,0
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ymenblraer aktuBHoCTh TFVIIa Ha GocomunuaHbIX Be3uKyIax Ha
90%, a axtuBHOCTH KomIutekca FVIla/Tkanesoit (akrop — Ha 60%.

B wmenpmieit crenenn Ha 3¢ddexruBHOoCTh rFVIla neiictByer
runorepmust. [Ipu camkennn temmeparypsl ¢ 37 o 33°C Ha doc-
¢ommmuaHbIX Be3uKynax aktuBHOCTH rFVIla He MeHsutach, omgHaxo
akTUBHOCTh KoMmiuiekca FVIla/TkaneBoit dakTop ymeHbIanach Ha
20% [58], 1. e. runoTepMusi He BIIMsIa HA HE3aBUCUMBIN OT TKAHEBOTO
(axropa mexanusm aeiicteust 1FVIla, Ho ocnabrsiia aeiictue, acco-
LIMMPOBAHHOE C TKAHEBBIM (AKTOPOM. Y MOPCKHX CBUHOK, Y KOTOPBIX
MH/IYLAPOBAIN THIIOTEPMHUIO 10 32,5°C 1 MOBPEXKICHHUE [ICUYCHH, BBE-
nenne rFVIla He BIUSIIO HAa KPOBOIIOTEPIO M BBDKUBAEMOCTH [59].

rFVIla He xoppurupyer HapylleHUIl reMocTasa, BbI3bIBACMbBIX
runopudpuHoreHemued. I'emommmonust ex vivo [60] 5% pac-
TBOpa ajgbOyMHHA CONPOBOXKIAJIACh CHIDKCHHEM (UOpHHOTrEeHA C
2,3+0,47 no 0,15+0,21 r/n, ynnmuaenuem AUTB, mporpomMOuHOBO-
ro BpemenH, 1o ganueiM ROTEM — yBenuuyenunem CT u tMax Vel
u ymensinenueM yrna, MCF u MaxVel. Beenenue tonsko rFVIla
npuBonmio k ysenuaeHuto CT u tMax Vel 1 ykopoueHHIO IPOTPOM-
OMHOBOTO BPEMEHH, OCTAIbHBIC TAPAMETPHI HE MEHSIINCH, a BBE/C-
HHE TOJBKO (MOPUHOTeHa — K MOBBIMICHHUIO €T0 KOHIIGHTPAIUX JI0
2+0,3 r/n, ynyumano napamerpslt ROTEM, kotopsle, oxHako, He
JIOCTUTrAJIM UCXOAHBIX BesMuuH. Beenenue onnospemenHo rFVIla
U (HuOpUHOreHa HOPMAJIM30BAJIO BCE MapaMeTphl reMocTasa. AB-
topsl [60] caenanu BoiBox, uto rFVIla npu runodgubpunoreHeMun
BIIMSET JMIIb Ha (a3y MHUIHMAIMK. BBegeHne nmpyu reMoauIonuu
(hubpuHOTeHa yimydnraer Kak a3y HHHLIHALNH, TaK 1 00pa30BaHUs
crycTka, a komOuHupoBanHas Tepanus rFVIla u ¢ubpuHOoreHOM
OKa3bIBaE€T CHHEPrHYecKoe JelcTBHe Ha 00e (ha3bl CBEPTHIBAHMS
kpoBu. Cuneprusm aeiictus rFVIla n ¢pubpunorena mokasan u
B JKcnepuMeHTax [61] ¢ HelbHOW KPOBBIO OOJNIBHBIX HMMYHHOMR
Tpomborutonicaueii. [lpu mobasnenun ¢ubpunoreHa u rFVIla
K KPOBH OOJBHBIX ¢ MMMYHHOH TPOMOOLMTOIEHHEIl OTMEYaIoCh
yIydIIeHHE BCEX MapaMeTPOB TPOMOOATACTOMETPUH.

Jpyrum BaskHBIM (hakTOpOM sBIIsieTcss TunokanbimeMus < 0,9
MMOIB/T [62]. TIpy THIOKATBIUEMUN OJIOKUPYIOTCS HEKOTOPBIE pe-
aKLuy mpouecca ceeproiBanus [62]. IIpy MacCUBHBIX KPOBOTEUCHU-
SIX, TPEOYIOIINX IIPOBEACHHS MACCUBHBIX TPAHC(Y3Hi, THIIOKAJIbIIN-
eMHUs SIBIISICTCS Jaxke 0oJiee BaKHBIM IPOTHOCTHYECKUM (hakTopoMm,
YeM KOHIIEHTpanus GuOpHHOTeHa B I1a3Me. YCTaHOBJICHA JTIMHEIHAS
CBA3b MEX/Iy IT'UIOKAJIBLIUEMHEH U CMEPTHOCTBIO OOJIBHBIX IIPU Mac-
CHUBHBIX KPOBOTEUEHUX [63].

[To muenunto S.H. Gruber u D.F. Volles [64], npoananu3upoBas-
MIIX B PETPOCIICKTUBHOM HCCIIEAOBAHUU PE3YIbTaThl NPHUMEHEHHS
rFVIla y 18 G0nbHBIX NpH KapIHOTOPAaKaJIBHBIX Olepanusx u 32
OOJIBHBIX, ONIEPUPOBAHHBIX IO ITOBOIY TPAaBMBI, IIPEANKTOPAMH He-
sdpdexrnBroctu rFVIla seistores pH < 7,1 n koHuenTpauus pudpu-
HOTeHA IUIa3Mbl MeHee 1 /11, B TO BpeMsi Kak KOJINYECTBO TPOMOOLH-
ToB < 50+ 10%11 He ABJIAOTCS NPEAUKTOPOM HELOCTATOYHOIO OTBETA
Ha Begenue rFVIla.

Tpombomuueckue ocroxcrenuss npu npumeneruu rFVila. lep-
BbIi onbIT Hcnonb3oBanus rFVIla y GompHBIX 0e3 MHTHOUTOPHOM
(hopMBI reMoGHIHN TOKa3all, YTO B PJie CIydaeB PHCK TPOMOOTHUE-
CKUX OCJIO)KHCHUN MOXKET IPEBBICUTH I10Jb3Y OT €ro reMocrarude-
CKOTO JieiicTBHs. M3ydeHne 4acToThl TPOMOOTHUECKHX OCIOKHEHHUH
y OoJIBHBIX ¢ TpomOorTonenuei npu Beeaennn uM rFVIla ne npo-
Boaminock. B 2006 r. 6buta onybnukoBana padora [65], B koTopoit
aHaJIM3UPOBAICH TPOMOOIMOOTUIECKHE OCIOKHEHNUS, 3aPETHCTPH-
poBanHble ¢ 1999 mo 2004 r. B meit nokasano, 4ro B 90% ciydaes
TPOMOOTHUCCKHE OCJIOKHEHUSI BO3HUKIN TIPU TPHUMEHEHHU IIpe-
napara BHE YTBEpPXKICHHBIX IIOKa3aHWi, Ipu 3ToM B 38% ciyuaeB
Hapsay ¢ rFVIla npuMensich Apyrue reMocTaTH4ecKUe CpeicTBa
(aMuHOKaNpoHOBasi KucioTa, TpombormTsl, C3I1, kpronpenuurar,
KOHIIEHTPAaThl IPOTPOMOMHOBOIO KOMILJIEKCA), YTO IOBBILIATIO PUCK
TpoMOOTHUECKHX OcIoKHEeHHH [65]. BosibHble ¢ TpoMOOLUTONCHN-
el B 9TOi paboTe HEe aHATU3UPYIOTCS M O YaCTOTE OCIONKHEHHUH Y
HHUX MOXXHO CyIUTh JIMIIb MO OTACIBHBIM HAOMIOACHUAM. YK€ CO-
00IIaIoCh O MalUeHTe ¢ TPOMOOLUTONICHHEH U3 CEKTHI CBHCTENCH
Herossl, y koTOoporo yepes mecsi nocie Beenenus rEVIla BorsiBien
nimemudeckuid konut [10]. IIpu tpombacrennn [mannvana y 1 u3
3 GOIBbHBIX, Y KOTOPBIX BBUIBWIM aHTHTENA K TPOMOOLUTAM U BBO-
nunu tFVIla npu npoBeaeHnr MHBAa3HBHBIX HPOLELYp, pa3BUiIach
TpoMO03MOoIHs Ha 5-if neHb BBegenus npenapara [47]. Ilo apyrum
nauHbM [48], npu neuennn rFVIla 142 snu3010B KpoBOTEUSHHH ITPU
OTIEpaTHBHBIX BMEIIATEIbCTBAX Y OONBHBIX TpomOacTenueit [mani-
MaHa ObIT OIMH CITydail TpoMO0IMOOIHH ¥ OJUH OOCTPYKIIHH TPOM-
60omM Mouetounuka. [To maHHBIM MeskTyHApORHOTO perucrpa [46, 47,
66], rFVIla a¢dpdexTrBeH 1 OTHOCUTEIHHO OE30MACCH Y OONBHBIX C

TpomOactenueit [ mannmana: u3 28 60mpHBIX TpoMOacTeHuel [manm-
MaHa, edeHHbIX rFVIla, Tonpko y 2 HaOI0gamichs TpoMOOTHIECKIE
OCIIOJKHEHHSI.

Coobmaetcs [67] o 59-neTHel >KeHITUHE, KOTOpasi B CBSI3U C
nH(APKTOM MHOKap/a OblIa MOAKIIIOUeHA K anmapary HCKYCCTBEH-
HOTO KpPOBOOOpAIICHHUS, €l YCTaHOBJICH JIEBBI HCKYCCTBEHHBIN
JKETyJ0ueK cepaua, sl aHTHKOAryJSIIMU MCIONB30BaJICs rema-
pus. Ha 11-e cyTku mocne onepauuy y Hee JUarHOCTUPOBaHaA re-
MapuH-UHIYIUpOBaHHAs TpoMOornuronenus tuma Il (cHmxeHue
TPOMOOLUTOB KpoBU ¢ 122+10° 10 22+10%/1, BBISABIECHBI aHTHTENA
K KOMIUIEKCY TelapHH-(aKkTop TPOMOOIHUTOB 4). AHTUKOATYIISLUS
MIPOJOIDKEHA JICTIHPYAMHOM, OWBAIMPYIHHOM, YPOBEHb TPOMOO-
uuToB noseicuics 10 117+10%n. Tlpu noBTropHOI MMILTAHTALMK
JIEBOTO MCKYCCTBEHHOT'O XEJIyJ0uKa Cep/ilia pa3BHIOCh MAaCCUBHOE
KPOBOTEUYCHHUE, COXpaHsBILEeCs, HECMOTPs Ha TepeuBanue 15 103
sputpouuTos, 10 o3 C3II, 6 no3 TpombouTOB, 12 103 KpHOIpE-
uunurara. beun Beenen rFVIIa B mo3e 90 mkr/kr. KpoBoreuenue
OCTAHOBMIIOCH, OZHAKO MPHU TPAHCINIIEBOAHON XOKapAnorpaduu
oOHapyXeHBI TPOMOBI B JICBOM HPEACEPANH, B HIDKHEH MOJIONH M
Ne4eHOYHbIX BeHaX. OT TPOMOAIKTOMHUH BO3AEPKAIUCH, OOIBHYIO
JISYHIIN KOHCEPBATHBHO, U Yepe3 5 Mec el Obla BHIIIOJIHEHA TPaHC-
IUIAHTaLUs CepALa.

Kak BHUIHO, MOYTH BO BCEX CIIydasx PasBUTHIO TPOMOOTHYE-
CKHX OCJIOXKHEHUH crocoOCTBOBaO MO0 Hannuue GpakTopoB pH-
cKa (TemapuHUHAYIUPOBAHHAS TPOMOONNTONEHUS, HANNINE HHO-
pOIHOTO Tella B KaMepax Cep/la, MOKWIONH BO3pacT U T. A.), JTH00
KOMOMHHMPOBaHHAS TEPAIHs TeMOCTaTHICCKIMH TpeTapaTaMu.

3akiiouenne

rFVIla Henenecoobpa3sHO NPUMEHSTH y OOJBHBIX ¢ TPOMOO-
LUTOTIEHHEH, €CITH KPOBOTEICHHE MOXKET OBITh OCTAHOBJIEHO Hepe-
nuBaHUEM TpoMOouuToB. OHAKO OCTaIOTCs OONIBHBIC, Y KOTOPBIX
B CHIIy psaa OOCTOSITEIbCTB TPOMOOIUTHI JINOO HE MOTYT OBITh
MepeNUTHI, JINO00 MX TpaHCQY3Us OKa3bIBaeTCS HedIPPEKTUBHOM.
Bor Torna Bcraer Bonpoc o npumenenuu rEVIla, npuuem Hepeako
B KauecTBE «Tepamnuu crnaceHus». EcTb MHOKecTBO HaOmroneHuit
ycremHoro npuMeHeHus rFVIla y GoibpHBIX ¢ TPOMOOIUTOIICHH-
eif, B To *xe BpeMs OOJbIINe paHJOMH3HPOBAHHBIE NCCISIOBAHMUS,
xotopsie 0b1 moaTBepawnn >ddexruBHocTts rFVIla y sToii kare-
ropuu OONBHBIX, HE MPOBOIMINCE. HeT equHOro MHEHHs O 103aX
1 pexxuMax BBeleHUs mperapara. «Her mokasarenbcTBa mim HeT
aIBTePHATHUBHI?» Ha3Baiu cBoro crarbio N. Ghinea u coast. [68],
obcyxnas Bonpoc o HazHaueHuu rFVIla. Bpau okassiBaeTcs nepen
BEIOOPOM — NMPUMEHNTH BHE YTBEP)KACHHBIX IOKa3aHMH Iperapar
WY IPUMEHHTH «Pa3pelIeHHbBIe», XOTS MOXKET OBITh MeHee Y dek-
TUBHBIE MeTofa edeHna? «KoHeYHOCTh, KH3Hb MIH UCIOIb30Ba-
HUE BHE YTBEp)KACHHBIX NokazaHuil rFVIla?» o3amiaBunu cBoro
CTaTbI0O aMepUKaHCKue Bpauu [69], KOTOpbIEe CIIACIM PAHEHOIO B
Hpake u coxpaHuiy emy JeBYIO pyKy, 0ixaromaps Beeaenuto rFVIla.
B HEKOTOPBIX CTpaHax 3Ty OTBETCTBEHHOCTb YACTHYHO Pa3eIIHIIH
npodeccuoHalIbHBIE COOOIIECTBa, pa3padoTaB HAIlMOHAIBHBIE pe-
KOMEHJAIlNH, B KOTOPBIX OTOBAPHBAIOTCS YCIIOBHS HEIUIECH3UPO-
BanHoro npumenenus rFVIla. B wactnoctu, B ABcTpanuu u Hosoit
3esaHAMU [IpU aKyllepckux KposoreueHusx [70], B EBpone — npu
TpaBme [71]. B KOHCEHCYCHBIX pekoMeHmanusx [62] mokaszareib-
HocTh npuMeHeHus rFVIla npu tpombonuronennn otHocuTes K 111
YPOBHIO, IPU 3TOM OTMEYACTCs, YTO HE YCTAHOBJICHBI J03bI IIPC-
rapara ¥ KpaTHOCTb €r0 IPUMEHEHHS.

Taxum o6pazom, rFVIla MoxeT OBITH HCTIONB30BAH IS JICUCHHS
YTPOXKAIOIIETO KU3HU T€MOPPArnueckoro CHHApoMa y OONBHBIX C
TPOMOOIIUTONIEHHEH B Ciydasx, KOoraa TpaHc(y3UH TPOMOOIUTOB
HEBO3MOXHBI 100 Hed()(EKTUBHEI, KOTJa HCIIOIb30BAHBI APYTHE
JOCTYTIHBIE TEparneBTUUECKHE METOAbl OOECIeUeHHUs reMocTasa |
Hed(PEKTHBHBI JIOKAIBHBIE METO/bI TeMOCTa3a. YCIOBHSIMH, 00e-
cneunBatomumu aeiicteue rFVIla, sBiasgercs koppekuus anugosa,
THMO(QUOPUHOTCHEMUH, TUTIOKANBIIMEMUN U THIOTepMHUH. DPderT
rFVIla 6onee BoIpaskeH mpu TpomboimTax kposu > 20-30+10%/1, HO
1 TIPH MEHBIIEM KOJIHYeCTBE TPOMOOIUTOB IIperapar OKas3blBaeT Ie-
MOCTaTHYECKOE ICHCTBHUE.

rFVIla tpomGorenen. OT ero BBeACHUs CIeAyeT BO3IEPKATHCS
WM TIPUMEHSATH C OCTOPOKHOCTBIO MPU BBICOKOM PHUCKE TPOMOOTH-
YEeCKNX OCJIOKHEHWH: HaJW4IMe B aHAMHE3e TPOMOOIMOOIMYECKHX
OCJIO)KHEHUH, TSKEIOTo aTepOCKIepO3a, HIIEMUUYECKUX HAPYILIEHUN
MO3rOBOr0 KPOBOOOpAILEHHUS, @ TAKKEe MPUMEHEHHUs IPYTHX TeMO-
CTaTHYECKUX CPEJCTB (KOHIIEHTPATOB IIPOTPOMOMHOBOTO KOMILICK-
ca, TPAaHEKCAMOBOI KUCIIOThI, allpOTUHUHA U JP.).

|ﬁ|
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