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PEKOMBUHAHTHbIN Vila ®AKTOP B UHTEHCUBHOW TEPANUU
Hexaes W.B., MpuxogueHko A.O., XKyxxruHosa O.B., lomnase C.B., Cbitos A.B.

OTgeneHvie peaHmaumm n uHTeHcusHom Tepanum N2 1 HAW knunnyeckoi onkonorum ®IBHY Poccunitickoro
OHKONOrMYeCcKoro Hay4yHoro ueHTpa um. H.H. bnoxmHa

P e 310 M e. B oHKOXMPYpPruy BbIMOSHAIOT 60JIbLLIOE KOIMUECTBO PACLUMPEHHBIX KOMOUHMPOBAHHBIX Ore-
paTMBHbIX BMELWATENbCTB BBUAY PacnpoOCTPaHEeHHOCT OCHOBHOIO MpoLecca Wian npopacTtaHUA OnyXxonu B
cocepiHue opraHbl. HecMoTpa Ha ONTUMKM3aLMI0 XMPYPrMYecKon TaKTUKM 1 aHeCTe3rOoIorMYeckoro nocobms,
B paHHeM nocsieonepaLoHHOM nepurofe YacTto HabnohatoT KPoBOTeUeHMs, KOTopble MOryT 6biTb 06ycnoB-
NeHbl KaK KoaryrnonaTver, Tak U ncyeprnaHHbIMU BO3MOXHOCTAMM XMPYPryeckoro remocTasa (6bonbluas pa-
HeBasA MOBEPXHOCTb, 30Ha pe3eKuun, pe3eKkumna NOACHWYHbIX MblWy U T. A.). Tepanua peKoMOUHAHTHbIM aK-
TBMpPOBaHHbIM Vlla $akTOpom cnoco6CTBYET CHUMKEHUIO BPEMEHW OCTAHOBKY KPOBOTEUYEHWS, YMEHBLLEHNIO
KonmuyecTBa TpaHcdy3uid, JaeT BO3MOXHOCTb 13bMpaTesibHO [eliCTBOBATh Ha OnpeAesieHHble 3BeHbsA CBEPTbI-
BaloLLe CUCTEeMbI U BINAET Ha NePEeHOCUMOCTb TakUX OMepaTBHbIX BMELLIATENbCTB.

KnioueBble cnoBa: peKOMOMHaAHTHbIN akTMBMPOBaHHbI Vila GpakTop; MHTEHCMBHAs Tepanus; KpoBoTe-
yeHue; KoarynonaTus.
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RECOMBINANT FACTOR Vlla IN INTENSIVE CARE
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S um m ary. Numerous extensive combined interventions have to be performed in oncosurgery because
of dissemination of the underlying process - tumor growth to the adjacent organs. Despite optimization of sur-
gical strategy and anesthesiology, hemorrhages often develop during the early postoperative period, because
of coagulopathy or because of exhausted potential of surgical hemostasis (large wound surface, resection
zone, resection of the lumbar muscles, etc.). Therapy with recombinant factor Vila promotes a sooner arrest of
bleeding, a lesser number of transfusions, allows selective modification of certain components of the clotting

system, and determines the tolerance of these interventions.
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Y4uThIBast MOCTOSHHOE COBEPIICHCTBOBAHHUE XUPYP-
IMYECKOM TaKTUKH, IIepe]l MHTEHCUBUCTAMU BCE yallle
BCTAa€T BOIPOC O MEPEHOCHUMOCTH ONPENEIECHHBIX 00b-
€MOB OIIEpaTUBHBIX BMELIATENILCTB, CONPSIKEHHBIX C
OOIIMPHOW TKAaHEBOW TPaBMOMH, MACCHBHON KPOBOIIOTE-
peif, a TakKe ONepaTUBHBIX BMELIATEIBCTB Y OONBHBIX
C COMYTCTBYIOLIEH narosorueil. B nociaeonepannonHom
MEpUOE Y TaKUX MALMEHTOB YacTO HAOIIONAIOTCsl KO-
aryJonaTHsi, CHHAPOM CHCTEMHON BOCHAJNUTEIIBHOM
peakuuu, Cerncuc, MNOoJIMOpraHHas HeI0CTaTOYHOCTb.
WnTencuBHasg Tepanus MOCIEONEPAMOHHOTO Tepruoja
HampaBjeHa TJIaBHBIM 00pa3oM Ha TNpeaynpexaeHue
Pa3BUTHS TaHHBIX PACCTPOMCTB.

B OHKOXMPYPrUM BBINOJHIETCS OOJBIIOE KOJIMYE-
CTBO PAaCIIMPEHHBIX KOMOMHMPOBAaHHBIX ONEPATHBHBIX
BMEILIATENbCTB BBUAY PACIPOCTPAHEHHOCTH OCHOBHO-
ro mpolecca WIM NPOpacTaHusl OMYXOJU B COCEIHUE
opransl. HecMOTpst Ha ONTHMHU3ALMIO XUPYPTrUUECKON
TaKTUKH M aHECTE3HOJIOTHYECKOTO MMOCOOMs, B PaHHEM
MOCJICONEPAIMOHHOM TIEPHOJE YacTO HAOIIOAAIOTCS
KkpoBoTeueHuss. OHU MOTYT OBITH OOYCIIOBJICHBI KaK KO-
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aryJjonariei, Tak ¥ WCUSPIAHHBIMH BO3MOXKHOCTSIMHU
XUPYPTAYECKOTO TeMocTa3a (00bImasi paHeBas MmoBEpX-
HOCTb, 30Ha PE3EKINH, PE3EKIINs MOSCHUIHBIX MBIIII] U
T.4.). [IpuMepoM Takux BMEMIATENbCTB SBISIOTCS OTIe-
panmu B 00beMe «HE(PPIKTOMHUS, TPOMOIKTOMISD II0
MOBOJTY paKa MOYKH C OMYXOJIEBEIM TPOMOO30M HIDKHEH
M0JIOH BeHbl. METOAMKH 0 ONTHMH3AlMd MHTEHCHB-
HOW Teparuy B MOCIEONEePALMOHHOM MEPUOJE Y TaKUX
OOJIbHBIX OBUIM pa3padoTaHbl COTPYAHUKAMH OTJEJe-
HUS peaHuManuy U naTeHcuBHOU Tepanuu Nel ®I'BHY
POHII nmm H.H. brnoxuna, ogHako 4acTtoTa mocieorne-
PAIlMOHHBIX KPOBOTEUSHHUH y JIaHHON TPYIIIBI OOJILHBIX
OCTaeTcs BBICOKOI, a TIPOIOHKAIOIINECS KPOBOTEUEHUS
Ha (one [IBC-cunapoma BcTpedaiorcs B 3% ciaydaes
[1]. B macTosmiee BpeMsl MOSBHINCH MPENaparsl, CIo-
COOCTBYIOIIME COKPAIIEHUIO BPEMEHH OCTaHOBKH KpPO-
BOTCUCHHUS, YMEHBIIICHUIO KOJIWYECTBA TpaHC]y3uH,
JTAIOIINe BO3MOXKHOCTH JISHCTBOBATh Ha OMpEICIICHHBIE
3BEHBSI CBEPTHIBAIOLICH CHUCTEMBI, BIMSIOIIME HA Iepe-
HOCHMOCTb TaKHX ONEPaTUBHBIX BMEILATEIbCTB.
PexomOnHaHTHBIH akTHBHpOBaHHBIH (akTop VII
(rFVIla) u3nauansHo ObLT pa3pabOTaH ISl ICYSHHUS KPO-
BOTEUYCHUI Y OOJNBHBIX MHIHOMTOPHOW (POpMOH Tremo-
¢unmun A u B. [lepBoHavyaibHBINA yCHeX KIMHUYECKUX
WCTIBITAHUHN J1aJT OCHOBAHUE K PACIIUPEHHUIO €T0 UCTIONb-
30BaHMS TPH JAPYTHX KOAryJomaThsixX, XapakTeph3yIo-
IUXCS HapyImIeHneM oOpa3oBaHMs TPOMOWHA, T.€. TIPH
MPUOOPETEHHON TeMO(WMINN, HACIeIACTBEHHOM nedu-
mute daxropa VII (FVII) u Tpombactennu [ mannmanHa
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NpY HAJTMYUH aHTHTEN K rukonporenHaM 11b/11a u ped-
PaKTEPHOCTBIO K TPAHCHY3USIM TPOMOOIIMTHON MAaCCHI.

MexaHU3MBI Pa3BUTHS MPOJOKAOLIETOCS KPOBOTE-
4yeHus Ha ()OHE KOarylomaTHH B YCIOBUSAX OTCYTCTBHS
XUPYPrHUECKOTO KPOBOTEUCHHUS MOTUITHOIOTUIHEI.

1. JumrouroHHas koarynonarusi. Y NaluueHToB, Mepe-
HECIINX OCTPYI0 MAacCCHBHYIO KPOBOIIOTEPIO, TpeOyeTrcs
MIPOBEJICHHE MACCUBHBIX TpaHC]y3Wil. Y HUX OTMEYAIOT
pasBUTHE TUIIOIMOHHON KOAaryJonaTHy U KOaryJonaTuu
norpebnienus [2]. JIMnrOnMOHHAS KOAryliomaTus — pe-
3yNbTaT pa3BeicHusl (PaKTOPOB CBEPTHIBAHUS U TPOMOO-
IIUTOB OOJBIINM KOJIMYECTBOM KPHUCTAJUIOMIHBIX U KOJI-
JIOUIHBIX PAcTBOPOB, KOTOPHIE BBOJAT C IEJBIO MOJIEP-
JKaHUS 00beMa IUPKYIUPYIOMIeH KPOBH U 00eCIIeUeHUS
JIOCTaBKM Kuciopoja. TshKecTb TUIOIMOHHOM Koarysio-
MIATUH OTIPEJIETSIOT KaKk 00beM PacTBOPOB, TaK M UX THI
(THAPOKCHATHIIKPAXMaITbI, AEKCTPaHbI U 1p.) [3—6].

2. T'mmoTepMmusi SBISETCS YacThIM OCIIOKHEHHEM
MAacCCHUBHOW KPOBOIIOTEPH W MPHUBOAMT K TSIKEIBIM Ha-
pYLISHHUSIM CHCTEMBI TeMocTasza. lIpoucxomut cHuxe-
HUE aKTUBHOCTH (akTopoB cBepThiBaHMs [7-9]. YacTto
9TO HE AMATHOCTUPYIOT Jaxke J1a0opaTopHbIM ciocoOoM
13-32 pa3orpeBaHusi 00pasloB KPOBH TEpe]] BBIMOIHE-
HueM aHanuza. Kpome Toro, qaHHbIe KOaryaorpaMMbl U
TpomboaactorpamMmmel (TOI') He MO3BOJIAIOT OLICHUTH
MacmrTad KoaryJlornaTHd B €CTECTBEHHBIX YCIIOBHSIX,
MTOCKOJIBKY TPOIECC CBEPTHIBAHUS KPOBH TPOHCXOIUT
Ha KJIETOYHBIX MeMOpaHax KJIETOK, HECYIINX TKaHEBOM
tdakrop (TF), m akTuBHpOBaHHBIX TpombOonuTax [10].
OyHKIHS TPOMOOIIMTOB TaKKe 3HAYNTEIBHO HapyIleHa
IIPH TUTIOTEPMUU, YTO YCYTYOISeT HapyIIeHHUs B CUCTE-
me remocTtasa [11].

3. Amuno3. CHmkeHue TKaHeBOU mepdysuu, mepe-
XOJ TKAaHH Ha aHadpOOHBIN MyTh MeTaboIM3Ma BEAYT K
HAKOIUJICHHIO MOJIOYHOH KHCIIOTHI ¥ Pa3BUTHIO MeTabo-
JMYecKoro anuaosa. Jlaxe He3HaYUTEIbHOE CHIDKEHUE
pH yxynmaer gyHKnmio kak (aKTOpOB CBEpPTHIBAHUS,
TaK ¥ TPOMOOIIMTOB, OCOOCHHO B YCIOBHUSX TUIIOTCPMHU
[7]. Camxenue pH ot 7,4 mo 7,0 yMeHbBIIIaeT aKTUBAITUIO
nporpombuna (FII) mpoTpoMOMHA3HBEIM KOMILIEKCOM
(FXa/FVa) na 70% [11].

ATNI03 acCOIMHUPYETCs CO CTAaTHCTUYECKH 3HAuH-
MBIM YMEHbIIIEHHEeM 00pa30BaHus TpOMOWHA B OTBET Ha
Beenenue rkVlla (puc. 1) [11]. [unorepmus He BiuseT
Ha 3¢ ¢pextuBnocts tFVIla [11, 12].

4. T'unepduOpuHOIN3 — pacCIpPOCTPAHEHHOE sIBIIE-
HUe MpU MaccUBHOW KpoBomotepe. Koarynonarus mo-
Clie TPaBMBbI, OOJBIIOTO ONEPAaTUBHOTO BMEIIATEIHCTBA
accolMMpoBaHa C TMEpeHeCeHHOW runonepdysueii u
XapakTepusyeTcs pasBUTHEM TrunepudbpuHoIm3a U
aKTUBAIMEe TPOTUBOCBEpTHIBatONe cucrtemsr [13].
T'unephuOpuHOIN3 OIPENEISIIOT METOIOM TpoMOolIIac-
torpadun. BBeacHme aHTUGUOPHUHOIMTHYECKUX TIpe-
apaTtoB 000CHOBAHO IMPH MACCUBHBIX KPOBOTEUEHUSX C
LETBI0 TPOMUITAKTUKY TUTIEPPUOPHHOIIN3A ¥ CHIDKEHUS
o0bema kpoBororepu. Jleuenue rFVIla ymenpaer ayB-
CTBHUTEJILHOCTh (PUOPHUHOBOTO CIYCTKa K YAaCTHYHOMY
(udpuHOIN3Y, OCPEICTBOM UHIYKIHUH aKTUBUPYEMOTO
TpoMOMHOM MHTHOKUTOpa pudpuHONIM3a [ 14].

5. Anemus. [ToMuMo TOCTaBKH KHCIOPONA, IPUTPO-
IUTHI 00ECIICYNBAIOT MEXaHUYCCKUE U OMOXUMUYECCKUE
(YHKIIH B IPOIIECCE CBEPTHIBAHUS KPOBU. AHEMHS BbI-
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Puc. 1. Aunno3 n remocrarndeckuii adppexr rFVIla [11].

3BIBACT Y/UIMHEHHWE BPEMEHH KPOBOTEUEHHS, KOTOPOE
MOXKET OBITh COKPAIIEHO C MTOMOIILI0 TpaHC(y3un dpH-
TpouuTHOU B3Becu [15—17]. Kpome Toro, ymeHblieHue
reMaTOKPUTa CHIKACT aJire3HI0 M arperamuio TpoMOo-
nutoB. Hampumep, remarokput 20% orpaHMYMBacT
arperammio TPOMOOLMTOB IO CTENEHH, HaOmomaeMon
npu TpombormTonenun — 20 + 10%/m [18].

6. Koarynonarust morpeOneHus. Xupypruaueckas
TpaBMa, OCJIOKHEHHAasi MaCCHUBHBIM KPOBOTEUEHHEM, CO-
MPOBOXKJAETCS pacXoloBaHueM (DaKTOPOB CBEPTHIBAHUS
¥ TPOMOOIIMTOB KaK BBHUJY X TOTEPU C KPOBBIO, TaK U
0 TMIPUYMHE 00pa30BaHMs CIYCTKOB. JTOT MPOIIECC CXe-
MaTHYHO BBITVISIJIUT CIEAYIONIMM O0pa3oM: yBEITHYEH-
HBIE 3HAYEHUS] MPOTPOMOMHOBOTO BPEMEHU M aKTHBHU-
POBaHHOTO YACTHYHOTO TPOMOOIUIACTHHOBOTO BPEMEHHU
(AYTB), HU3KHE KOHIICHTpAIMH TPOMOOIMTOB U (H-
OprHOTeHa, BEICOKHE KOHIIEHTpaIu D-1uMepoB u 1py-
TUX MapKepOB KOAryJsIMU U aKTHBALUH (HUOPHUHOIHU3A.

JlwnronioHHasi KoaryJonarusi BCJIEACTBUE MAaCCHB-
HOU KPOBOMIOTEPH yCYTyOIsieTCs IPU THIIOTEPMUH, allv-
no3e, HapyleHnd QyHKIHU nedeHn. Kaxkaoe m3 3Tux
YIpOXKAIOIIKX KU3HU HapyIIEHUH roMeocTaza 000CTps-
et npyrue, popmupys nopounsiii kpyr [19, 20]. B gane-
HEeHIeM MPOUCXOIUT MOTpedieHne (akTopoB CBEPTHI-
BaHHA W TpomOoruToB. Koarymomarus moTpebieHMsS
TIpU HEaJeKBaTHON W HECBOCBPEMEHHOW MH(Y3HOHHO-
TpaHC(Y3MOHHOHN TEparuyl WIA MaCCHBHOM KPOBOTEYE-
Huu npuBoguT K JABC-cunapomy.

Cucrema remocrasa. Pons ¢akropa VIila

B mponecce cBepThIBaHMsSI KpPOBH BBIAEISAIOT TPH
OCHOBHBIX dTana. Ha nmepBom 3tamne u3 sHAOTENUs MO-
pPaKEHHOTO cocyla B KPOBSIHOE PYCIIO MOMaiaeT TPOM-
OOIUIACTHH — YHUBEPCAIbHBI AaKTUBUPYIOUIMN AarcHT,
KOTOpPBII 3allyCKaeT Lelb peakiui Mo Mepexoay Ipo-
(epMEeHTOB TIIa3Mbl KPOBU B aKTHBHBIC (popMBbI (BHETII-
HUM W BHYTPEHHHH MYTH aKTHBAIUM CBEPTHIBAHUS).
[TocnenHuM 3BEHOM 3THX TMPEBPAIICHUHA SBISETCS 00-
pazoBaHue akTHBHOTO ¢epMmeHTa TpomOmHa. Ha Tpe-
ThEM DTalle IMOA NeWCTBHEM TpPOMOWHA (UOPHUHOTEH,
PacCTBOPEHHBIH B TIa3Me KPOBH, IEPEXOTUT B HEPACTBO-
pumyto hopmy — hudpuH. IMeHHO Ha KackagHOW Mojie-
T KOAryJsiiMU OCHOBaHA JIabopaTopHasl JUAarHOCTHKA
HapyIlleHuil cucteMsl reMocTtasa: onpeneneHue AUTB
(BHYTpEHHUH TYTh KOATyJSIIMU) M MPOTPOMOMHOBOTO
BpEMEHU (BHEIIHUN MyTh KOAryssluH), KOHIEHTPAIUI
¢ubpuHorena (puc. 2).

CoBpeMeHHasi MOJielb CBEPTHIBAIOUIEH CHCTEMBI
(mo M.Hoffman [10]) xoHumeHTpupyeT BHHMaHHE Ha
ponu crienuUIecKuX KJIETOYHBIX IMTOBEpPXHOCTEH (pe-
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Puc. 2. Knaccuueckuii kackaz koaryssinuu, nevictsue rFVila.

LENTOPBl Ha KJIETKaX CyO’HIOTENUS U TPOMOOLMTOB),
KOHTPOJIE U YIPABICHUHN KOATYISLMOHHBIM KacKaJloM,
oTpakaet remocta3 in vivo. OHa OblJia co3JaHa v MOJ-
TBepkKAcHA IpU n3ydeHuu fgeicteus ri VIla u Bxnrouaer
B ce0sl TpH ATarna:

1. Anuyuayus (initiation). CBepThIBaHHE HHHLIUUPY-
ercst oOpazoBanneM komriekca mexay TF un FVIla, na-
xomsrmuMcest B KpoB [21]. TF o0baHO HE TIPUCYTCTBYET
B LIMPKYJIUPYIOLIEH KPOBH, a HAXOAUTCS B Pa3IMYHBIX
KJIeTKax OoJee ITyOOKHX CII0eB CTEHKH COCY/Ia, B aTepo-
CKJIEPOTHUYECKHUX OJISIIKAX ¥ B HEKOTOPBIX THIIAX OIyXO-
neBbIX KieTok. Ilocne TpaBmbl cocynuctoil creHkn TF
BhIIIEIIsIETCS B KpoBb, KoMmIuiekesl TF-FVIla gpopmupy-
torcst Ha TF-Hecymumx knetkax (CyO’HIOTENUH), aKTH-
Bupytor FX (FXa), uro B manbHeieM IpuBOAUT K 00-
pa3oBaHMIO TPOMOKMHA U3 IPOTpoMOUHa (puc. 3).

Amnaugurayus (amplification, ycuiieHue) — akTH-
BaIMsi TPOMOOITUTOB U KO(PAKTOPOB CBEPTHIBAHMUS IO
BIMSIHUEM HE3HAYMTEILHOTO KOJIMYECTBA TPOMOMHA,
obOpazoBaBmierocs B 1-if ¢ase, ¢ 1enpio ero 6ojee Mac-
mTaOHOU TeHepanuu (puc. 4).

Pacnpocmpanenue (propagation) oOpa3oBaHue
3HAUUTEIBHOTO KOJIMYECTBAa TPOMOMHA Ha MIOBEPXHOCTU
AKTUBUPOBAHHBIX TPOMOOLIUTOB (pHC. 5).

B ¢dapmaxonornueckux noszax rFVlla manpsimyro, ne-
3aBucumo ot TF, aktusupyer FX Ha moBepXHOCTH aKTH-
BUPOBAaHHBIX TPOMOOIIUTOB, JIOKAJIM30BaHHBIX B 30HE I10-
BpEXIICHUS. ITO MPUBOAUT K 00pa30BaHHIO U3 IPOTPOM-

Puc. 3. annmanus cepteiBanus [10].
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Puc. 4. Ammuindukanus cepreiBanust [10].

OuHa TpoMOMHA B OOJBIIOM KOJIMYECTBE HE3aBUCUMO OT
TKaHeBoro Qakropa. Takum oOpaszom, hapMakonuHAMH-
yeckuil adpexr FVIla 3axmouaercst B yCHICHHOM MECT-
HoM oOpazoBanuu FXa, TpomOuHa u pubpuna, obecme-
YHBas BAYKHEHIITYIO POJTb B JOPMHUPOBAHUH PUOPHHOBOTO
CT'YCTKa U OCTAaHOBKE KPOBOTEUCHUS (pHC. 6).

TpaanunuoHHasi reMocTaTHYECKAS] TEPAIIHS

TpanuuMOHHOE JICUEHHE KOaryJloIaTHYeCKUX Kpo-
BOTEUEHUH BKIJIIOYAET B ceOs MepeauBaHUe MPOAYKTOB
KPOBH, TAKUX KaK 3PUTPOLMTAPHAS B3BECh, CBEKE3aMO-
poxenast mnasma (C3II), xpuonpeunnuTar U KOHLEH-
TpaT TPOMOOLMTOB. DTa Tepanusi UMEET OTCPOYCHHBIN
3¢ ¢eKT, HaCTYNaroIUi HHOTAA Yepe3 HECKOJIBKO YacOB.
Yem Oonpiie aepuuuT HakTOpoB CBEPTHIBAHMS, TEM 00-
Jiee BBIpaKEHBI KIMHUYECKHE MPOSBICHUS U OTCPOYCH
reMocTtaTuieckuii QQeKT, B TO BpeMsl Kak BBEICHHE
rFVIla obGecrieunBaeT 3PPEeKT B TCUCHHE HECKOJIBKUX
MUHYT. OTHOCHTENBHOE KIMHWYECKOE OJarononydne
nocie BeaeHus rFVIla maer Bpemst BOCIONHUTE (hak-
TOpPBI CBEPTHIBAHUS, (PUOPUHOTEH W TPOMOOIIUTHI Ha
00pr0y C MMITIOIMOHHOW KOAaryjomaTHeH, aIumao30M U
TUIIOTEPMUEH.

3amecTuTenbHas TpaHc(y3MOHHAs Tepamusl CBs3a-
Ha C MOBBIIICHHBIM PUCKOM CMEPTHOCTH M Pa3BUTHEM

Thrombin

Prothrombin

Puc. 5. Pactipoctpanenue cepreiBanus [10].
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Puc. 6. CoBpeMeHHast MOJICIIb CBEPTHIBAIOILEH CHCTEMBI il VIVo U
neiicrBue rFVIIa [10].

ocinoxkHeHuit [22]. OHM BKIHOYAIOT B ceOsS HECOBMeE-
ctuMocTh 1o cucteMe ABO (ocTphlii TemMonu3 u Aap.),
MOCTTPAaHC(HY3MOHHOE OCTPOE TOBPEXKJEHHE JIEeTKHX,
CHUHJPOM IOJHMOPIaHHON HEAOCTaTOYHOCTHU U PHUCK IIe-
penaun MHGEKIMOHHBIX areHTOB (HallpuMep, BUPYCHI,
OaxTepun, mproHsl) [23]. Kpome Toro, IpoayKTHl KpOBH
IIPOJIOJKAIOT OCTABaThCsl B AeUIMTE M3-3a pacTylie-
r'0 CIpoca Ha HUX BCJICACTBUE YBEIMUCHUS KOJMUYECTBA
OIepaTUBHBIX BMeIIATeNbCTB. K TOMy ke CyIecTByrOT
MpoOIeMbl TOHOPCTBA, 3arOTOBKM U XPaHEHHS KOMIIO-
HEHTOB KPOBH.

JlaBHO Ha3perna KIMHUYECKAsT HEOOXOIUMOCTh B HO-
BBIX T'€MOCTaTHYEeCKUX Mpernaparax AOMOJHUTEIHHO K
apceHajy TepareBTHYECKHX BapHAaHTOB BO3JIEHCTBUS
Ha cucTeMy remocrasa. JlaHHas rpymma mpemnaparoB
JOJKHA JeMCTBOBAaTh HA KOAryJlONaTHUECKUE KPOBOTE-
YEeHUs!, Ha JIOKAJIbHbIC KPOBOTEUECHUS (MEJIKUE COCYIBI,
KPOBOTEUEHHSI TIOCIIE PE3CKIUH MOSICHUYHBIX MBIIIL 1
Ip.) B yCIOBUSIX HEBO3MOKHOCTH XUPYPIHYECKOTO BME-
11aTeIbCTBAa WM MTOBTOPHOTO XUPYPrUUECKOro BMeEIla-
TEJILCTBA, YMEHBLIATH MOTPEOHOCTH B TPAHC(HY3UU KOM-
MTOHEHTOB KPOBH, OCOOCHHO KOIZa MPOTHBOINOKAa3aHa
neperpyska 00beMoM (TopakaibHasi XUPYPTHUs).

rFVIIa npu kpoBoTedeHHsAX BCJIEACTBHE XMPYP-
THYeCKoi TPaBMbI

[Tocne OOMIMPHBIX XUPYPrHUECKUX BMEIIATEIHCTB,
CONPOBOXKJAIOIIUXCSA MACCUBHOM KpoBomoTepeH, y
OOBHBIX HAOMIOMAIOTCS HAPYIIICHISI TeMOCTa3a, CBSI3aH-
HbIE C HapylIeHneM obpa3zoBanus TpomOuHa. s moi-
HOro 00pa3oBaHusl TPOMOMHA HEOOX0MMa HOpMasbHas
IUTa3MEHHAs KOHLEHTpauus (pakTopoB CBEpTHIBAHMA,
takux kak FVII, FIX, FXI u ¢ubOpunoreH, a Tak-
K€ HOPMaJbHBIH ypOBEHb TPOMOOLMTOB M aKTHUBALWS
TAFI-penentopoB MHrHOUTOpPa aKTUBHPYEMOTO TPOM-
ouHoM ¢ubOpuHoIM3a [24, 25]. D10 HEOOXOIUMO IS
(dhopmMupOBaHHs TBEPAOH, YCTOWYMBOH K (GUOpHUHOIH3Y
¢hubdpunHoBOI NpoOKK. Huzkast KoHueHTpaius GuopruHo-
reHa MOXKET IPUBECTH K HapylmeHuto akrupanuu FXIII,
HEOoOXOAMMOTO Ui TONHOHN crabunuzamun (ubprHa
[26]. Hecmotps na nepenuBanus C3I1 u TpoMOOITUTOB,
YacTO HE YAAETCsl TOCTUYb HYXKHOU «IIOPOrOBOW» KOH-
[eHTpanuu GaxTopoB cBepThiBanus. Kpome toro, FVIII
u FV paznararorcst noa aeicTBUeM IIa3MUHA U IPYTUX
nporeonurndeckux Gepmenton. [Ipu Beenenuu rFVila

3TOT MPOIIECC MOXKET OBITh YCKOPEH, TPOUCXOJHUT TPOM-
OMHOBBIN B3PHIB, KOTOPHI oOecreunBaeT o0pa3oBaHue
cTabunbHON (HUOPUHOBOI MPOOKH.

Mexann3m nercTBus, d(PPEKTUBHOCTS TIPH JKHU3HE-
YIPOXKAIOIIUX KPOBOTEUEHUAX W OezomacHoCTh rFVIla
NoOYKIaloT McciaeqoBareinell IPUMEHITh JaHHbIN IIpe-
napar BHE yTBEpKICHHbIX TokazaHuid. [lepBoe cooOlrie-
Hue o0 ucrnonb3oBanuu rFVIla y mamuenra ¢ maccus-
HBIM KPOBOTEUEHHEM TOCJIE TPABMBI MOSIBIIIOCH B 1999 1
[27], a x HacTosAlIEMYy BpPEMEHM HMMEIOTCS MHOTOYHC-
JICHHBIC CBUCTEIHCTBA 0E30MACHOCTH U A(PPEKTUBHO-
CTH €ro MpHUMEHEHHUs MPH MAaCCHUBHBIX KPOBOTEUEHUSX
B Pa3HBIX 00JACTSIX METUIMHBI (TPaBMAaTOJIOTHS, aKy-
[IEPCTBO M THHEKOJIOTHs, O0IIast XUPYPrusl y B3POCIBIX
U JIeTeH, YpOJIOTHS, KapAuOXupyprus u np.) [28-39].
YUuTeIBas MEXaHW3M JEUCTBHSI, CHIDKCHHE MOTPEOHO-
CTH B TpaHC(y3HUH, OCTAHOBKY KPOBOTEUEHUsI, IIperapar
MOXKET NMPUMEHSITHCS VIS JIGUCHUSI KOaryJaonaThuH, Ipo-
¢unakrukn u nedenus J|BC-curapoma, mpodrirakTuKu
OCTPOr0 PECHUPATOPHOIO TUCTPECC-CUHIPOMA, CBSI3aH-
HOTO C TpaHc(y3usiMH y OONBHBIX B KPUTHUYECKHX CO-
crosgausx. Tepanuto rFVIIa Takxke yCHelHo UCIOIb3Y-
10T MIPHU KOaryJomaTHH IPH CUHJIPOME IMOJHOpPTaHHON
HenocrarouHocTH [40]. Onucana tepanus rFVIla npu
BHYTPHOPIOLTHOM KPOBOTEUEHHH TIpH cericuce [41].

BpoxaeHHblii M TNpPHOOpEeTEeHHBIH HEI0CTATOK
¢paxropa VII

3HAUYATEIIFHOMY YHCITY OOJBHBIX TTPOBOIAT Tpodu-
JAKTUKY HH(papKTa MHOKapAa, OCTPbIX KOPOHAPHBIX
OCJIOKHEHHMH, MHCY/IbTA (QaHTHArperaHTHas Tepanus),
a TaKkKe TPOMOOTHYECKHX M TPOMOOIMOOTHUIECKUX
OCJIOKHEHHMH (aHTHKOAryiIstHTHas Tepanust). Ilpu kpo-
BOTEUCHHHU Ha (pOHE mpuemMa KIOMHUIOTPENs BBEACHUE
rFVIla ymenpmano o6beM kposomnorepu Ha 50% u co-
Kpaiano BpeMs KkpoBoteueHus Ha 20% 1o CpaBHEHUIO
C TEeMH, KTO MoJyd4as riamnebo (XOTs pa3HHLA B MPO-
JIOJKUTEIBHOCTH KPOBOTEUEHHS HE JOCTUTAa IOpora
CTaTUCTHYECKOW 3HAUMMOCTH). DTH KINHUUECKUE JaH-
HEIE, CBUNEeTENbCTBYOmMME 00 dddextuBHOCTH rFVIIa,
TOBOPAT O BO3MOKHOCTH MCIIOJIb30BAHUS JAHHOTO IIpe-
napara HpH JKU3HEYI'POXKAIOIIMX KPOBOTEUCHMSIX Ha
¢doHe mpreMa aHTHArPEraHToB, B YACTHOCTH KJIOMHUI0-
rpeist [46—48].

Henocrarounsiii cunre3 FVII nabnromaercs y ma-
[MEHTOB, NPUHUMAIOIIMX HENpsIMBbIE TEepopaIbHbIE
AHTUKOATyJasHTBl. ECTh [aHHBIE, WIUTIOCTPUPYIOIINE
s dexruBHOCT, TpuMeHenus rFVIla y manuentoB c
KPOBOTEUEHHEM U MEXTyHApOAHBIM HOPMaJIH30BaH-
HbeIM oTHOMeHHeM (MHO) 6onbmie 2,0 Ha hoHe mpuema
Bapdapuna. [Ipu npumenennu rFVIla takxke nokxazana
Hopmasmzanuss MHO u mpoTpoMOWHOBOTO BpEMEHH,
YBEITUYCHHBIX BCJIENCTBHE Tprema Bapdapuna [49]. B
HocjegHee BpeMsl IOABUINCh HOBBIE NIEPOPAJIbHBIE aH-
THUKOAryJISIHTBI IIPSIMOTO IeHcTBUS (pUBOpakcoOaH, 1a-
OourarpaH u Jp.), CEIEKTUBHO MHTHOUpytomue FXa, He
Tpedytommue noctossHaoro Mmouuropuara MHO. Y nanu-
€HTOB, NIPUHUMAIOIINX 3TH Tpenaparsl, TaKKe Kak U y
T1000T0 YeNoBeKa, MOTYT BO3HHUKAThH 3a00JIeBaHuUs, Tpe-
Oyrolue KCTPEHHBIX XUPYPrUUYECKUX BMEIIATEILCTB.
ITpumenenue rFVIIa ¢ wnenpto pesepcuu JAeHCTBUS
AHTHUKOATYJSIHTOB 3(QQEKTUBHO Yy JaHHOH KaTeropuu
OOJIEHBIX 0€3 BBIPAKCHHBIX CUCTEMHBIX POKOATYIISHT-
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HBIX BO3JICHCTBHI, OJJHAKO 3TH CBEJCHHS OTpaHIUYEHBI U
HY)KIIAI0TCS B TOTIOJTHUTEIIBHOM u3ydenuu [50, 51].

YacTbIM TIpOSBIEHUEM MEYEHOYHOM HEJ0CTATOYHO-
CTH / TIOCTpPE3eKTa0CIbHON TEYCHOYHON HEI0CTaTOU-
HOCTH (Ha (poHe ITUpPpo3a, omeparuii Ha TeUeHH, Iepe-
JTUBaHMSI KOMITOHEHTOB KPOBH U JIp.) SIBISAETCS TIEYCHOU-
Hasl KOaryJomaTHs, XapaKTepH3YIOIascs CHHKEHUEM
KOHIIEHTpanuu (uOpHUHOTeHa, (PaKTOPOB CBEPTHIBAHUS
CHHTE3UPYEMBIX TEYEHBIO ((PaKTopbl MPOTPOMONHA3HO-
ro komruiekca). [lokazana HOpMamu3aus MMpoTPOMOU-
HOBOTO BPEMEHH y OONBHBIX C LIUPPO3OM MEUYCHU HPHU
npumenenuu rFVIla [52]. Cnenoe panngoMu3npoBaHHOE
HCCIIeZIOBaHUE, BKIIOUMBIIEE 65 MalMEHTOB C IUPPO30M
MeYEHH, TMOKa3aJI0 0e30MacHOCTh BBHIMOJIHEHUS Jara-
POCKOIIMYECKOM OMOTICHY TTEYEeHN B YCIOBHUSAX TEparuu
rFVIla, xoTopast ObUTa HEBBITOJIHUMA Y 3TUX OOJTHHBIX
n3-3a Koarynomatud [53]. OmnmcaHo yCHentHoe mpume-
Henue rFVIla npu TpancnnanTauuu nedeHu [54].

rFVIla ycnemHo npuMeHsIu npu KPOBOTEUEHUSX U
XUPYPrHYECKUX BMEIIATEIBCTBAX y OOJBHBIX C BPOXK-
JieHHoU HegocTatouHocThio FVII [42—45].

besonacnocts npumenenus rFVIla

Jlokanu3oBaHHAasi aKTUBALIMS CBEPTHIBAHUS TOJIHKO B
MECTE NOBPEKACHUS 00BSICHSIET 0E30IaCHOCTD M CENeK-
tuBHOCTH jerictBusi rFVIla. Ilpu BBefeHUU OOJIBHBIM
remodunueii okosio 400 000 103 npenapara ObUIO 3ape-
ructpupoBano menee yem 0,05% cepbe3HbIX TpoMO0IM-
OOTMYECKUX OCIIOKHEHUH [55, 56].

Haxkorennsie qannbie o 6onee uem 1000 marnpenTax
0e3 remo¢ iy, HaOpaHHBIE W3 HECKOJIBKUX HCCIEIO0-
BaHUH, IMOKa3bIBAIOT OTCYTCTBHE CTATUCTHYECKH 3Ha-
YUMON 9acTOTHI TPOMOOIMOOTMYECKHX OCIIOKHEHUH B
rpymmnax npuMeHeHHs penapara u mianedo [57].

O0snacTn npuMeHeHHs

OTcyTCcTBUE CTaH/IAPTU30BaHHBIX KOHTPOJIUPYEMBIX
rcclieJoBaHui 1o ucnonb3zoBanuio rFVIla B paznuunbix
rpyImnax rnaeHToB, OrpaHUYCHHbIE TAaHHBIE TI0 0TOOPY
MAIMeHTOB, JO3UPOBKE, CPOKAM BBEACHHUS Mpemnapara u
MOHHUTOPHWHTY €T0 IEHCTBHUS HE TIO3BOJISIFOT 3aPETUCTPHU-
POBaTh €T0 MPUMEHEHHE TIPH KOaryI0NaTHIeCKUX HeXH-
pypradecKkux KpoBoTedeHHsx. HeoOxoammo Hakarum-
BaTh CBEJCHHS 00 MCIOIH30BAHUHU €T0 B OE3BICXOTHBIX
CIIy4asix, HEpyTHHHO.

rFVIla He pexomeHAOBaH i1 PYTHHHOIO IIpHU-
MeHeHus B EBporne u CeBepHON AMepuke NpHU Mac-
CHUBHBIX KPOBOTEUEHHSIX, OHO BHE YTBEPKICHHBIX
MOKa3aHUH, OJJHAKO ONEpalMi ¢ MAaCCUBHBIMHU KPOBO-
MOTEPSIMU, OOJBIIIOE YHCIIO MalMeHTOB C HapyLIEeHU-
SMH T€MOCTa3a, 0COOCHHOCTH OINEpPaTHBHBIX BMeEIIa-
TEJIbCTB U MHOXKECTBO IPOBEIECHHBIX HCCIETOBAHUMN
3aCTaBIAIOT UCCIIEOBATh M MPUMEHSITh JaHHBIA Mpe-
napatr. K npumepy, s3Tuueckuit komuteT MuH3apaBa
W3paunns ogobpwit ncronp3zoBanue rFVIla mpu HekoH-
TPONHPYEMBIX YTPOKAIOIINX KU3HA KPOBOTECUCHUSAX Y
nanueHToB 0e3 remodunuu B 1999 1. [57]. He Bcer-
Ja no npamomy HazHauenuio rFVIla ncnonp3yior u B
Kanane [58].

rFVIla npuMeHAIOT B OTAENEHUN PEAHUMAlMU U WH-
teHcuBHOU Tepanuu Nel ®I'BHY POHIL um. H.H. bro-
xuHa 6osee 10 set, B pe3ynbrare uero B 90% ciyuyaen
JOCTUTHYTa OCTAHOBKa KPOBOTEUCHHsI O€3 XUpyprudie-
CKOro BMematenbersa. IIpenapar nokasan OTIMYHBIN
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npouib 0S30MaCHOCTH: HE 3aperUCTPUPOBAHO TPOM-
OOTHYECKNX W KOPOHAPHBIX OcloKHeHHH. [lokazanus-
Mu K npumeHenuto rFVIla ssisrorcs:

— HEKOHTPOJIHUPYEMble MACCHBHBIE KPOBOTEUEHHS, HE
OTBEYAIOIIINE XUPYPTHUECKUM METOJ]aM OCTAaHOBKH KPO-
BOTE€UYECHHS B ITOJIHOM 00bEeMe W KOHCEPBATUBHOW reMO-
CTaTUYECKON Teparuy B TIOJTHOM 00bEME;

— JIOKaJbHBIE KPOBOTEUCHHS Ha (JOHE 0COOEHHOCTEH
XUPYPrUueCcKOro BMEUIaTeNIbCTBA, KOTAa XUPypruieckas
TaKTHKa HEBO3MOXKHA (PE3eKUHMsl MOSCHUYHBIX MBILIIL,
OosiblIasi paHeBast HOBEPXHOCTb U JIP.);

— KpOBOTe4YeHHUSI Ha ()OHE TMEUCHOYHOH Koarysora-
THUH;

— HCIOJBb30BAaHHE B Ka4e€CTBE aHTHJOTA IMPSIMBIX H
HENPSIMBIX aHTUKOATYJISIHTOB TIepe]] XHUPYPraueCKuM
BMEIIATEbCTBOM;

— neuenne JIBC-cuaapoMa u TeM caMmbIM ITpoduax-
THKa Pa3BUTHS OCTPOTO PECIHPATOPHOTO TUCTPECC-CHH-
JIPOMa M CHH/IPOMA TTOJTMOPTAaHHOHN HETOCTATOUHOCTH.

Jiis mMakcuManpHOTO 3QeKTa Tepea BBEICHUEM
rFVIla skenarenbHO MOOUTHCS CIEIYIOIIUX IOKa3are-
neii: ¢ubpunoren 6onee 500 r/nm, TpoMOOLUTEI Oojee
25 - 10°/n, koppeKius anuma03a BeIe 7,2, COrpeBaHue
nanueHTa. Heo6xoauMo nMpoBOAMTE aJileKBaTHYIO HHQY-
3HMOHHO-TPAaHC(PY3NOHHYIO TePaInio, 00pbOY ¢ JHITIOIH-
OHHOM Koarysjomnarueil. Beegenue mpenapara JOJKHO
OBITh MAKCUMAJILHO PAHHHM.

B 2013-2014 rr. B oTACcIeHNN peaHUMAITIN U HHTCH-
cuBHoOU Tepanuu Nel ®I'BHY POHILL um. H.H. broxuna
rFVIla ucnonp3oBanu y 46 OONBHBIX TIO CIEAYIOIUM
MOKa3aHMUsIM: HEBO3MOXKHOCTh XUPYpPrHYECKOTO T'eMO-
craza — B 45,65%, Koaryiaonatuuyeckoe KpOBOTEUEHHUE
— B 54,35% cnyuaeB. JleransHocTh coctaBuia 30,4%,
28-1HeBHas JIeTaabHOCTh — 17,4%. D10 moka3siBaet 3¢-
¢dextuBHOCTD (pakTopa rVIla B JOCTHKEHHH KOHTPOIS
reMocTasa, HO He BCerJa MpenoTBpaniaeT rumomnepdy-
3UOHHBIC U3MEHEHUSI TKAHEH U Pa3BUTHE OCIIOKHEHUI.
Cpenu MpUYrH CMEPTH OTMEYEHBI CIIETYFOIIHE:

— TIpOTpEcCHs TOJMOPTAaHHON HEJOCTATOYHOCTH
y 5 (10,7%) GonbHBIX;

— cencuc —y 3 (6,5%) OONbHBIX;

— IBC-cunapom — y 2 (4,35%) O0ONbHBIX;

— TporpeccHst TEYEHOYHOH HEJO0CTaTOYHOCTH
y 1(2,2%) 6onbHOTO;

— TIporpeccusi CEpAeYHON HEeIO0CTaTOYHOCTH
y 1 (2,2%) 6onpHOTO;

— Tpombo3MbOonust nerounor aprepun (TOJIA) —
y 1 (2,2%) 6onbHOI.

Takum o6pazom, Beenenue rFVIla na pone rpanumm-
OHHOU T€MOCTATUYECKON Tepariy MO3BOIMWIO B 95,65%
CIIy4aeB JIOCTHYB KaK KIMHUYECKOTO0, TaK M Jlaboparop-
HOTO KOHTpoIs remocTtasa. B 4,35% ciydaeB BBeneHue
rFVIla He mo3BommiI0 mMOCTHYG *KermaeMoro 3 dexra u
OoTMedaJoch kpoBoTeueHue Ha Gpore JIBC-cuaapoma.

3aperucTpupoBaH JMILIb OAUH ciaydai (2,2%) cMep-
TH OT TpomOosmbonuueckux ocnoxkHenuil (TDJIA) y
OO0JILHON MEIYIIISIPHBIM PAKOM IIUTOBUAHON KeEJe3bl, C
MeTacTazaM B JTUM(paTHUYeCKue y3JIbl IeH, CPEAOCTe-
HUSI, ¢ TPOMOO030M BepxHel 1mojioi BeHbl. Eii Obln BbI-
MOJTHEHBI CTEPHOTOMUS, YJaJlleHHe TpomOa U3 BepXHEH
MOJIOM BEHBI, THPEOHIKTOMHUS, MPOTE3UPOBAHUE Mpa-
BOTO ILICYETOJIOBHOTO CTBOJA, (DaciuaibHO-PyTIsIpHOE
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ucceueHune kierdyarku men. OnepaTuBHOE BMeIIaTelNb-
CTBO OCJIOXKHHJIOCh MAaCCHBHOM KPOBOIIOTEPEH B 00BEME
14 000 mx (385% oObema MUPKYIUPYIOMIEH KPOBH) U
nHTpaonepannonHo Bo3HuKIeH TOJIA. C mepBrIX Cy-
TOK IOCJIEONEPaLOHHOIO Mepuoja Halmooaansack Ibl-
xarenbHasg HemocrarouHocth. rFVIla BBomuimu mo mo-
BOJY JIETOYHOTO KPOBOTEUYECHHUSI HAa ()OHE KOAryJaonaTuu
Ha 10-12-e cyTku nocneonepaudoOHHOTO MEpUoia ¢ XO-
poumM >ddekrom. [lanHas KIMHUYECKAs] CUTyalnus He
103BOJISIET OAHO3HAYHO OLEHUTH NMPUYNHHO-CIIECTBEH-
Hble cBa3u Mexay Tepanueil rFVIla u TOJIA BBuny He-
BO3MOKHOCTH BBITIOJIHEHHSI KOMITBIOTEPHO-TOMOTpadu-
YeCcKOW aHTHorpaduu B MOCICONEPAMOHHOM MEpUOJIe
M3-32 TSHDKECTH COCTOSIHUS OOJIBHOM.

Taxum oOpaszom, ncrnons3zoBanne rFVIla mpu xoa-
IYJIONAaTUYECKUX KPOBOTEUEHMSX, HEBO3MOKHOCTU XH-
pyprudeckoro remoctasa u JIBC-cuaapome orpaBaaHo,
3¢ dhexkTuBHO 1 6E30IaCHO.

[IpuBoguM KIMHMYECKOE HAONIOAECHUE, WIUTIOCTPH-
pytoutee 3¢ dextuBaocts rFVIla y GonpHOro ¢ mocne-
OTepariOHHBIM KPOBOTEUEHHEM.

Boarsuoi C., mocTynni B OTAeNCHIE PEAaHNMAIIAN U FH-
TeHCHBHOM Tepanuu Nel mocie omepanuu B 00beMe «TpoMO-
OKTOMUS W3 TIOJOCTH IMPABOTO MPEACEPAns, HIKHEH ITONIOH
BEHBI, ICUEHOYHBIX BeH (110 MeToauke akaa. M.U. /laBeiioBa),
TepeBsi3Ka HIDKHEH TIONON BEHBI HUKE YPOBHS ITOYCYHBIX
cocyloB, HepaIpeHATIKTOMUS ciaeBa». OnepaTuBHOE BME-
HIaTeNIbCTBO OCJIONKHMUIIOCh MacCUBHOM omyxoneBoit TOJIA,
KpoBomoTepeit B o0beme 20 11. HTpaonepannoHHO 00IbHON
nonyuni C3IT (2600 mir), spuTporuTHYIO B3Bech (7350 mo).
®dopmanbHbIi BogHBIH Oamanc +1300 mu.

IIpu moOCTyIUIEHHH COCTOSIHHE OOJIBHOTO OBIIO TSDKe-
JBIM B O00YCIIOBIEHO MPOJODKABIIMMCS KPOBOTCUCHHEM Ha
¢one octporo JIBC-cunnmpoma (¢puOpmHOTEH HE OIpene-
Jsucst, TpomoouuTel 46 - 101, antutpom6bun 111 35,9%, 1o
BCEM JpeHakaM TIIOCTYIMal0 TEeMOPPAarndecKoe CONEPIKH-
Moe, Makporematypus). [Ipum HcCIieTOBaHUM KHCIOTHO-IIC-
nounoro cocrosiuus pH 7,08, pCO, 85,9 MM pT. CT., Makrar
6,8 Mmonb/1, repuumut ocnosanuii (BE) 7,6 mmons/n, HCO,
24,4 mmvone/n. Tlo manaeiM TOT, cHWKeHa MaKCHUMallbHas
aMIUTUTyaa. BoibHOM ToNydYan AONMMHH 6 MKI/KI/MHH, HOp-
aapenanun 0,25 mkr/krmud, APACHE 11 20 6amios, SOFA
14 6annos. Temneparypa tena 34°C.

Havara wHTEHCHBHAas Tepamnus: UCKyCCTBEHHAs BEHTH-
TAOMS  JIeTKUX, WH(QY3WOHHAs Tepamwus, TeMOCTaThdecKas
Tepanus (CorpeBaHne, KOPPEKIHS alua03a, IEKTPOIUTHBIX
HapyIICHUHA, XJIOPHU] KaJIbIHs, TpaHEKcaMOBasi KUCIIOTA, -
nuHOH, C3IT (3250 M), mpodunakTrka AUITIOIMOHHON Koa-
rynoratun). Yepes 8 4 1o JaHHBIM KOaryJIorpaMMBbl HaOTroIa-
JIUCH clieayromue 3HadeHus: pudpunoren 0,7 r/m, MHO 1,24,
AUTB 46,1 c; tpomGormTe! 18 + 10%/m1.

ITo apeHaxkam TPOIOIKAIO MOCTYIATh TEMOPPATHUECKOE
oTAeIsIeMOe. YUUTHIBAs YIYUIICHHE KOAryJTOrHIeCKUX MoKa-
3aresieil, OOIMIMPHYIO PAaHEeBYIO MOBEPXHOCTH, akTuBaluio TF,
6su10 pemreno BeectH rFVIIa (koarun 2,4 mr). Yepes 10 mun
Mo JIpeHaKaM MPEKPATHIIO TIOCTYNaTh TeMOpPParunieckoe OT-
nensemoe. B Teuenue 6 9 oTAENAEMOro No IpeHakaM He Ha-
0JII0aII0Ch, TEMOTJIOOMH 0CTABAJICS CTAOMIBFHBIM. JTOTO Bpe-
MEHHU XBaTHJIO I BOCCTAHOBIIEHHUS TOMEOCTa3a OOJILHOTO.

Ha cnemyrommee yTpo mocie omepanyuu COCTOSTHHE OOb-
HOTO OCTaBajOCh TSDKEIBIM. TSDKECTh COCTOSIHMS Oblia 00y-

CJIOBJIEHA MacCHBHOM KpoBomoTepel, mepeHeceHHsM J[BC-
CHUHJIPOMOM, CHHJPOMOM IOJIMOPTaHHON HEIOCTATOYHOCTHU:
JIbIXaTeNNbHasi HEIOCTaTOYHOCTh Ha (OHE IepeHeCeHHON
TOJIA, ocTpoe MOBpeXkIEHHE JIETKUX, OCTpasl ME€YEHOYHAs
HEI0CTaTOYHOCTh, MOCTreMOpparndeckasl aHeMHsl, Koaryso-
matust, TPOMOOIUTOIICHH)S, CEp/ieuHass HeOCTaTOYHOCTh. Ts-
»xecTh 1o 1mkane SOFA cocrasuna 13 6amnos, APACHE — 19
OaymioB. B TeueHue 5 mHEH MPOBOIMIN MHTCHCHBHYIO TEpa-
MO BBIIEYKA3aHHBIX paccTpoiicTB. Ha 12-e cyTku GonpHOTO
NepeBe B NMPOQHUIBHOE OT/IEIICHHE B COCTOSIHUM CPEAHEH
Tsoxectu (SOFA — 1 6amr, APACHE — 5 6amos).

Oo6cy:xneHue

Mexanusm nericteus FVIla 3akiarouaercst B €ro cssi-
3pIBaHUM ¢ BbIcBOOOnuBIIMMCS TF B 30HE moBpexje-
Hus. OOpa30BaBIINIICS KOMILIEKC CTUMYIIUPYET MePEX0]]
FIX u FX B aktuBHYyI0 Qopmy FIXa n FXa. 3atem FXa
3allyCKaeT HAa4YaJIbHbIC IPOLIECCHI NMPEBPAIICHUS IPO-
TpomOuHa II B TpoMOuH. TpoMOWH IMyTEeM IIpEeBpaLCHHUS
¢ubpuHoTeHa B (puOpuH obecriedunBaeT 0Opa3oOBaHHE
reMOCTaTHYeCKON MMPOOKH, a TAKKE CIIOCOOCTBYET aKTH-
Baruu TpomOornuToB, FV u FVIII B 30He noBpexieHus!.
B dapmaxonornyeckux nozax rFVIla nampsimyto 6e3
yuactus TF nepeBonut FX B aktuBHyto popmy FXa na
MOBEPXHOCTH AKTHBHPOBAHHBIX TPOMOOIIMTOB B 30HE
MOBPEXKJICHUS, UTO MIPUBOJUT K 00PA30BAHUIO OOJIBIINX
KOJIMYECTB TPOMOUHA M3 IIPOTPOMOMHA.

Takum o0pa3oMm, GhapMakoAMHAMUYCCKUN SPPEKT
rFVIla 3akmoqaercst B yCHJICHHOM MECTHOM 00paszoBa-
Huu FXa ¢ mocneayronmM yCKOpEeHHeM CHUHTEe3a B Ka-
ckame (hepMEHTATHBHBIX PEAKIIHN CBEPTHIBAIOIICH CH-
CTeMBbI KpoBH TpoMOnHa 1 (pudprHa.

B mnpuBenenHom kinmHuueckoMm mnpumepe rFVIla
ompenenusl OJarONpUATHBIA HMCXOJl IOCIEONePAIlUOH-
HOT'O MeproJia y AAaHHOTO OOJIBHOTO, IPEAOTBPATUB MPO-
JoJpKaroleecs: Kpooreuenue Ha ¢one JIBC-cunnpoma
M Kak CJIe/ICTBHE I'eMOpparndecKuil IMIOK, aKTUBALUIO
MPOBOCHAINTENBHBIX IUTOKUHOB C Pa3BUTHEM HH(DEK-
IIMOHHBIX OCJIOKHEHHUH.
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'®IBY femaTonornyeckunin HayuHbln LeHTp MuH3gpasa Poccun, r. MockBa, Poccus; 2OIBY HayuHblii LeHTp
aKyLlepCcTBa, TMHEKONIOrUM 1 neprHatonorum um. akag. B.W. Kynakosa MuHsgpasa Poccun, r. Mocksa, Poccna

Pe3wme. Llenb paboTtbl AaTb aNiroput™ AUarHOCTUKM U nedeHns numbombl XopxknHa (J1X), ogHomn n3
Hanbonee YacTblX FremMaToNorMyecKrx ornyxoJsel, BbisiBNAeMbIX BO Bpems 6epemeHHocTu. Habnoganu 41 6onb-
Hyto J1X, BblSsIBNEHHOW BO BpeMaA 6epemMeHHOCTH (15 60/bHbIX) UK B paHHEM NOCNIEPOJOBOM Nepuoge (24 60nb-
HbIX), C 6epemMeHHOCTbI0 Ha GpOoHe HenpepbIBHO-peLuanBrpyiolero TedeHns JIX (2 6onbHble). Y Bcex 60MbHbIX
6bl1a AMarHoCTMpoBaHa Knaccuueckas J1X, rmctonornyecku npeobnagan BapruaHT HOLYNAPHbBIV CKepo3 Tvna
I n 11 (80,5%). PacnpocTpaHeHHbie lll n IV ctagum J1X BoisieneHbl y 30 (73,1%) 60nbHbIX. XMuoTtepanus (XT) no
nporpammam COPP-ABVD, ABVD, BEACOPP 6bina HauaTa B Il TpumecTpe 6epemeHHOCTM y 8 6OMbHBIX, Nyye-
BadA Tepanua —y 1 6onbHoN. OcTanbHble 60NbHbIE MOMTyYanu NeveHne nocne poaopaspelueHns. NMocne popos
XT npoogunu no cxemam MOPP-ABVD, BEACOPP-14, BEACOPP-esc. /3 38 nauneHTOK, MONHOCTbIO 3aBepLUB-
WKx nporpammHyto XT 1 iyyeByto Tepanuio, y 36 (94,7%) [oOCTUrHYTa NOSTHasA PeMUCCUA C MeMaHo Habnoae-
HMA 38 Mmec (3-261 mec). OTMeueH ovH PaHHUI peunamnB 1 ofHa nporpeccna Ha GoHe neyveHus. BoiABneHne
J1X Bo Bpems 6epeMeHHOCTI He ABNAeTCA abCoMOTHLIM NMOKa3aHneMm K npepbiBaHnio 6epemeHHOCTU. TakTrKa
BefeHMA 60sbHbIX C coveTaHrem JIX 1 6epeMeHHOCTU onpefenseTca CPOKOM 6epeMeHHOCTH, CTaanel u Te-
YeHriem 3aboneBaHusA. BepeMeHHOCTb He yxyaLwaeT pe3ysbTaTtoB neverus JIX. AgekBaTHaA XxvmuoTepanuvs B
nepuop 6epemMeHHOCTIN He Bbi3blBAET MOPOKOB WISV HapyLUEeHWI Pa3BUTUA Y feTel.

Kniouesble cnoBa:numboma XoKKrHa; 6epeMEHHOCTD; TaKTVIKa NIeYeHNs; pe3ynbTaTbl IeUeHus.
st utupoanust: [emamonoaus u mpaucghysuonoeusi. 2015; 60 (2): 39-43.

RESULTS OF THERAPY OF PREGNANT PATIENTS WITH HODGKIN’S LYMPHOMA

Moiseeva T.N., Al-Radi L.S.", Shitareva I.V.!, Dzhulakyan U.L.", Sharkunov N.N.", Skidan N.I.", Kravchenko S.K.", Shmakov
R.G.2 Savchenko V.G."

'Hematological Center, Moscow, Russia; ?V.l.Kulakov Center of Obstetrics, Gynecology, and Perinatology, Moscow, Russia

Sum m ary. The aim of the study was to determine the algorithm for the diagnosis and therapy of Hodg-
kin's lymphoma (HL), one of the most incident hematological tumors detected in pregnancy. Forty-one pa-
tients with HL detected during pregnancy (5 cases) or during the early postpartum period (24 patients), and
during pregnancy under conditions of continuous relapsing HL course (2 patients) were observed. Classical
HL was diagnosed in all patients; types | and Il nodular sclerosis histologically predominated (80.5%). Dissemi-
nated stages llland IV HL were detected in 30 (73.1%) patients. Chemotherapy by COPP-ABVD, ABVD, BEACOPP
protocols was started during trimesters lI-lll in 8 patients, radiotherapy in 1 patient. The rest patients received
therapy after delivery. Chemotherapy after delivery was carried out by MOPP-ABVD, BEACOPP-14, BEACOPP-
esc protocols. Complete remission with observation median of 38 months (3-261 months) was attained in
36 (94.7%) of 38 patients who received complete programmed chemotherapy and radiotherapy. One early
relapse and one progress during therapy were recorded. Detection of HL during pregnancy was not an abso-
lute indication for abortion. The strategy in pregnant patients with HL was determined by the pregnancy term,
disease stage and course. Pregnancy did not deteriorate the results of HL therapy. Adequate chemotherapy
during pregnancy caused no disease or developmental disorders in the newborns.

Key word s:Hodgkin's lymphoma; pregnancy.
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