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MEPCOHAJMU3AINAA 3AMECTAUTEJIBbHOW TEMOCTATUYECKOM TEPATIUH
MPU TAKEJION ®OPME TEMO®UJINNA HA OCHOBAHUUT
HNPUHIUIIOB FAST-TRACK/EARS ITPOTOKOJIA

C.A. Illlymos, A.C. Illymosa, A.U. I'nebosa, E.A. Kuuenko

Annomayusa. B Hactoslee BpeMsl CyHIECTBYIOT IIPOTOKOJIBI 3aMECTHTEIBHON TI'eMOCTATHYECKOH Tepanuy MHPU BBIIOIHEHUH
XUPYPTUYECKUX BMEIIATENbCTB Yy OONBHBIX TSDKENOH (opMoil reMobuiIuH, OnHAKO (PEHOTHIHYECKHE IPOSBICHHA TAHHOTO
3a00JIeBaHMS BAPBHUPYIOT, YTO TPeOyeT MHIMBHIYaIbHOIO IOAXO0Aa B MOJ0OpE 3aMECTUTEIbHON reMOCTaTHYECKOH Tepanuu s
CHIDKCHHS PHUCKA TEMOPParHIecKHX U TPOMOOTHUECKHX OCIOKHEHHH. OmpenernsioTes My TH NHANBHIYaIN3alH1 3aMeCTHTEIbHOH
IeMOCTaTHYECKOH Teparuy PH XUPYPruuecKHX BMEIATeIbCTBaX Y O0JbHBIX reModuineii. IIpoBesieHo cMelIaHHOE HecleoBaHNME,
OCHOBaHHOE Ha aHanu3e 45 manueHToB ¢ TsHKenon hopmoit remoduinum, Meauana Bospacra — 46 jet. Bcem GONBHBIM BBITOJTHEHbI
abJJOMHHAJIbHBIC XUPYPIUUECKHE BMEIIATENbCTBA, |5 MAalMeHTaM CXeMa 3aMECTUTEIbHON reMOCTaTHYECKOI TepaItiy onpeselieHa
Ha OCHOBAHHU JOOINEPAMOHHOTO TECTHPOBAHMUS C MOMOMIBIO HHTETPAIbHBIX [€MOCTa3UONIOTHIECKUX TECTOB — TPOMOOANHAMUKH
n Tpomboaacrorpadun. Peabunuranus Brirodana aneMeHTsl ERAS-nporokona. I'pynmy cpaBHenus coctaBmwin 30 HalUeHTOB,
reMOCTa3 OCYHIECTBIISUICA IO OOIISIPHHATOMY MEXKIYHAapOZHOMY HPOTOKOMy. B KkauecTBe 3aMeCTUTENBHON IeMOCTAaTHYECKOH
Teparun MPUMEHSUICh PEeKOMOMHAHTHBIE KOHUEHTpatel FVIII m FIX. Jlns cratmctuueckoil oOpabOTKM MCIHOIB30BANICS NaKeT
STATISTICA. Ha ocHoBaHuM TpoMOoanacTorpaguu U TeCTa MPOCTPAHCTBEHHOTO POCTa CTYCTKa OblIa ONpe/esieHa epCcoHabHas
J103a Iperiapara, BpeMs IepBOro BBEICHNS, HHTEPBAJIbl MEXK/Iy BBEIICHUSAMH M 00IIast IIPOIOILKHTEIBHOCTD Tepanuu. B 10 ciryyasx
u3 15 IpOTOKOI 3aMEeCTHUTENBbHOH IeMOCTATUUECKOIl Tepamuy He OTIMYajics OT MHPOBOrO craHmapra. Y 5 mamuentoB (33 %)
HIPUMEHEHBI OPUTHHAIIBHBIC HH/IMBH/LyaIbHbIE IPOTOKOJIBI, YTO YMEHBIIIHIIO CyMMAapHYI0 JI03y npenapara B 2,1 pasa. B coorsercTBUN
¢ ERAS-npoTtokonom BceM 15 manmeHTaM NpUMEHsIach CXeMa paHHeW aKTUBHM3ALMK W SHTEPAJIbHOTO NMuTanus (nepebie 12-24
4acoB IOCJIE OINEpalyn), IPU aJeKBATHOW aHaIbre3ud. B pesynbrare yMeHbIIEHa CPEeHSs MPOAOJIKHTENBHOCTD IPeObIBaHMS
B cTamuoHape B 2,3 pa3a, SKOHOMHYECKas BbIroga cocraBuna 57,4 %. OcnoXHEHHs TPOMOOTHUECKOTO H IeMOPPAarndecKoro
xapakrepa He 3apukcupoBanbl. IIpoBeneHHOE HccieoBaHHE, OCHOBAaHHOE Ha 3leMeHTax nporokona ERAS ¢ npumeneHunem
HHTErpaIbHBIX TeMOCTa3U0IOTHUECKUX TECTOB, MO3BOMHIO B 33 % cilydaeB mogoOpaTh ONTHMAIbHYIO, HHIUBHIYATLHYIO CXEMY
3aMECTUTEIIBHOW TeMOCTaTHYECKON TEeparuu, 4TO IMO3BOJIMIO CHHU3HTh PUCK TPOMOOTHYECKHX OCIOKHEHWH, 0e3 yBelMueHus
PHCKa TeMOpPpParM4ecKUX HHTPa- M MOCICONEPAlHOHHBIX OCIOKHEHHH, YMEHBIINTh PHCK MOABICHUS MHTHOMTOPA K (haKTOpam
CBEPTBIBAHUS, a TAKIKE CHU3UTh SKOHOMUYECKHE 3aTPATHI.

Kniouegvie cnosa: reModUINs; FEMOCTATHIECKAs Tepanusi; abJOMUHAIIbHAS XUPYPrust; mpotokoi fast-track/ERAS.

TEMO®UNJIUAHBIH OOP ®OPMACBIHIAA TEMOCTATHUKAJIBIK
AJIMAHITBIPYYUY TEPAIIUAHBI FAST-TRACK/EARS ITPOTOKOJIYHYH
NONPUHIOUNITEPUHUH HETU3UHAE ) KEKEJEIITUPYY

C.A. lllymos, A.C. lllymosa, A.U. I'nebosa, E.A. Kuyenko

Annomayusa. A3BIPKEI ydypia TeMOQWIUSHBIH 00p (opMackl MEHEH OOpyraHgapra XUPYPIUSUIBIK OIlepamis Kacooao
IeMOCTaTHKAJIBIK aJIMAIITHIPYy4y TEParUsSHBIH TPOTOKOIIOPY Oap, OMpok Oy 0OpyHYH (DCHOTHNTHK KOPYHYIITepPY ap TYPAYY,
MyHYH ©3y TI'€MOpparusulbIK jkaHa TPOMOO3NyK TaTaaljallyy KOPKyHYYIyH a3aiiTyy YYYH IeMOCTaTHKAabIK aIMAallTBIPYydy
TEepaNuUsHbl TAHIOOAO0 KEKe MAMUJICHM TaJjian KbutaT. [eModuuns MeHeH oopyraH OeiranTapra XHpPYprusuIblK OIEpaIys kacoo
yaypyH/Ia FeMOCTaTHKAJIBIK AIMAIITEIPYydy TCPAHIHbI )KEKeICIITHPYY KOIIOPY aHbIKTaAraH. Apajall H3WINee TeMOMIIHIHBIH
oop ¢opmacel MeHeH oopyraH 45 OGeifiTanTblH aHATM3WHUH HETH3HH/AC JKYPIY3YJIreH, aqapiblH OPTOYO JKaiibl 46 jKamr OONroH.
bapasik OeffranTapra aOIOMHHAIIBIK XUPYPIUSUIGIK OHepalusuIap jkacannbl, 15 OefiTalka reMOCTAaTHKAIBIK aIMalITHIPYYdy
TEPANUSHBIH CXEMachl MHTETPAJIBIK FEMOCTA3HONOTUSIBIK TECTTEP — TPOMOOAMHAMHUKA KaHA TpoMOodmacTorpadust apKeuIyy
oreparysra YeiiHKY TeCTHPIOOHYH HeTH3HH/E aHbIKTanabl. KanbsiobiHa kentupyy £RAS IpOTOKOTyHYH JIEMEHTTEPUH KaMTHINT.
Canbiuteipyy 100y 30 OeiiTantan TypyI, reMoCcTa3 KaObll alblHIaH 2J1 apajblk MPOTOKOJ OOIOHYA KYPry3yiay. I'eMocTaTnkabik
AJIMAIITHIPYydy Teparus Karapbl peKoMOMHAHTTBIK FVIII sxana FLX KOHLEHTpATTapbl KONAOHyIraH. CTaTHCTUKAIBIK HIITETYY
yuyn STATISTICA maxetn KommoHyirad. TpomGosnactorpadusHblH jkaHa YIOraH KaHIBIH MEHKHHIMKTE ©OCYY TECTHHUH
HETH3UHJE JAApBIHBIH JKeKe 103aChl, OUPHHYH KONIOHYY YOAaKTHICH, Oallkapyy apaibIKTaphl JKaHa TEPAMSHBIH JKalIlbl y3aKThITbI
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aHBIKTANABL 15 yaypayn 10yHzia reMocTaTHKaIbIK aIMAIITEIPYYdy Tepanus IPOTOKOIY I apallblk CTaHZapTTaH aifbIpMallaHTaH
amec. 5 Oeifranka (33%) opuruHanLyy jkeke IPOTOKOJIIOpP KONAOHYILY, MyHYH €3y HpemapaTThIH jKajIlbl Jo3achkiH 2,1 acere
a3alTThl. ERAS mpoTokoNyHa bUIAMBIK OapibIk 15 Oelframka dpre aKTUBACIITHPYY JKaHA JHTEPANIBIK TaMaKTaHyy CXeMachl
KOJIJIOHY/ITaH (orepanusiiad KUHMHKY anradksl 12-24 caar), aJiekBarTyy aHajabre3us MeHeH. Harblibkana craunonapyia 00ayyHyH
OPTOYO Y3aKTBITHI 2,3 dcere KbIcKapraH, SKOHOMUKAJBIK maina 57,4% 1bl Ty3reH. TpoMOO31yk ’kaHa TeMOpparusuIblk MYHO31eTy
TaTaaNallyynap Karrajral sMmec. MHTerpaniblk IeMOCTa3HOJIOTHSIBIK TECTTEPIM KONAOHYy MeHeH ERAS HpOTOKOIYHYH
9NIEMEHTTEPHHE HeTH3/IENTeH N300 33% ydypaa reMOCTaTHKAIBIK AIMAIITEIPYydy TepalUsIHbIH ONTHMAILYY, )KeKede PeKUMUH
TaHJ00ro MYMKYHIYK Oep/ii, MyHyH €3y TPoMOO3yK TaTaajJallyylap/blH KOPKYHYUyH a3aiiThill, TeMOPPArusibKk HHTPa- jKaHa
onepanisiaH KUHHHKYE TaTaaJallyyiaap TOOOKEIIUIHH JKOTOpyJaTIacTaH, yloy (akTopIopyHa MHIHOUTOPIYH Iaina Ooiryy
KOPKYHYYYH TOMOH/IOTYII, OLIOHION 31 SKOHOMHKAIIBIK YbITBIMAAP/IbI a3aHTTHI.

Tyuiynoyy ce306p. reMoGuINs; reMOCTaTUKAJIBIK Teparnusi; abnoMuHan bk Xupyprus; fast-track/ERAS nporokoay.

PERSONALIZATION OF SUBSTITUTION HEVOSTATIC THERAPY
IN PATIENTS WITH SEVERE HEMOPHILIA BASING
ON THE PRINCIPLES OF FAST-TRACK/EARS PROTOCOL

S.A. Shutov, A.S. Shutova, A.1. Glebova, E.A. Kitsenko

Abstract. Currently, there are protocols for hemostatic replacement therapy when performing surgical interventions in patients
with severe hemophilia, however, the phenotypic manifestations of this disease vary, which requires an individual approach
in the selection of hemostatic replacement therapy to reduce the risk of hemorrhagic and thrombotic complications. The ways
of individualization of hemostatic replacement therapy in surgical interventions in patients with hemophilia are determined.
Mixed study based on an analysis of 45 patients with haemophilia (average age was 46 years) after abdominal operations. For
15 patients scheme of hemostatic therapy has been based on preoperative testing via integrated tests — thromboelastography and
thrombodynamics. We use ERAS protocol. Comparison group included 30 patients, hemostatic therapy has been based on standard
protocol. Recombinant factor VIII/IX concentrates were used. We applied STATISTICA package. Basing on thromboelastography
and thrombodynamics we determined personalized dose of drug, time of first injection, interval between them and duration of
hemostatic therapy. 10 of 15 patients were treated according to standart protocol. 5 patients (33 %) used original personalized
protocols, which reduced doze of drug in 2,1 times. In obedience to ERAS protocol we used scheme of early activation and early
enteral nutrition. As a result, reduction of the average duration of hospital stay in 2,3 times has been achieved. Economic benefit
was 57,4 %. There were neither hemorrhagic nor thrombotic complications. Our study, based on the fast-track/ERAS protocol and
the use of integrated hemostatic tests, allowed in 33 % of cases to determine personalized for each patient scheme of substitution
hemostatic therapy, thereby diminishing the risk of thrombotic complications, without increasing one of hemorrhagic intra- and
postoperative complications, reducing the chance of the occurrence of an inhibitor to clotting factor and decreasing economic costs.

Keywords: haemophilia; hemostatic therapy; abdominal surgery; fast-track/ERAS protocol.

BBenenue. I'emodwins — HacleACTBEHHOE,
CIICTUIEHHOE ¢ X-XpPOMOCOMOH 3a00sieBaHne, XapaK-
Tepusylolleecs NOopakeHUEeM IUIa3MEHHOH CcOoCTaB-
nsroted cuctemMbl remoctasa [1]. Beimenstor nBa
Tuna reModrinu: reModmins A, cBs3aHHAs C Je-
¢unuTom FVIII v remodunus B, cea3annast ¢ nedu-
uutoM FIX [2, 3]. HecMoTps Ha eauHblid natodu-
3MOJIOTHYECKUH MEXaHW3M MOBPEKACHHUS CHCTEMBI
reMocrasa IpH reMO(pHINd, e¢ (PCHOTUITHICCKHE
MIPOSIBIICHUS BAPBUPYIOT, YTO OOYCIOBICHO pa3iny-
HBIMU BHJAMH XPOMOCOMHBIX MOBPEXKACHUH, TpU-
BOASIINX K TaHHOU marosioruu [4—6]. B HacTosmee
BpeMsl, B 3aBHCHUMOCTH OT IPOKOAryJIsHTHOH ak-
TUBHOCTH (DaKTOPOB CBEPTHIBAHUS B KPOBH, pasfec-
JSIFOT TPH CTEIIEHH TSHKSCTH TeMOQIIIHH: TsDKeast
(ypoBeHb (akTopoB cBepThBaHuA < 1 %), cpemHsst

(ypoBenb (hakropoB cBepThiBaHUs 1-5 %) U Jerkas
cTerneHb (YpOBCHb (DaKTOPOB CBEPTHIBAHUA > 5 %)
[7]. EnuHCTBEHHOH BO3MOXKHOCTBIO YCTaHOBIIE-
HUSI KOHTPOJISI HaJl TCYCHUEM TeMODUIINU SBISCTCS
BO3MellleHHe JeduuuTa HEAOCTAIomero (hakropa
CBEPTHIBAaHUS — 3aMECTUTENIbHAS TeMOCTaTHYeCKast
tepanus [8, 9]. Beimenstor 3 rpynnsl npenaparoB
3aMECTUTEIIbHON TE€MOCTAaTHYECKOM Tepanuu: pe-
KOMOHMHAHTHBIE Tpenaparbl, IJIa3MeHHbIe U Iperia-
parbl C IIyHTUPYIOIIMM MEXaHU3MOM JEHCTBHUS —
rEVIa v anmuuneubumopHuvii Koaz2ynsAHmMHbuI KOM-
nnexc (AUKK).

[IpoBeneHue 3aMecTUTENILHOW  reMOCTaTH-
YECKOW Tepamuy CONPSDKEHO C PHCKOM TpoMOo-
TUYECKUX OCJIOKHEHUII W BO3HUKHOBEHHS WHIU-
outopa K HemocTaomeMy (hakTopy CBEpTHIBAHMS.
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[TosiBieHHE MOCIIEAHETO PE3KO YTSHKEISET TeUCHUE
reMopmwinu u nmenaer HEdPPEKTUBHON 3aMECTH-
TEJBHYI0 TE€MOCTATHYECKYH) TEpaIuio, TMPUBOIS
K HenpeacKa3yeMbIM M IUIOXO KOHTPOJIUPYEMbIM
KpOBOTCUCHHSM. Takyke HEKOHTPOIHUPYEMbIE KpO-
BOTE€UEHHUSI MOT'YT BO3HUKHYTH NPH HEaJEKBATHOM
3aMECTUTENIbHON remocTtarnyeckoil teparmuu [10].
D10 00yCIIOBIMBAET HEOOXOIUMOCTh IIEPCOHA-
JU3alIM  CXEMbl 3aMECTHTENBHON Teparuu, oc-
HOBBIBAsICh HA KIIMHUKO-JIA0OPATOPHBIX JaHHBIX
KOHKPETHOTO MallMeHTa. YCIEXH 3aMECTHTEIBHOM
reMOCTaTUYeCKOil Tepanuu IMO3BOJSAIOT B HACTOS-
mee BpeMsi MPUOIH3UTE CPEIHIO0 TPOJOIKUTEIb-
HOCTh JKU3HU IAIIMEHTOB, CTPaIaloNIUX TeMO(H-
JIMeH, K TOMYJISIUN JIIOJIEH, HE OTATOUIEHHBIX J1aH-
HOM marosorueit [7]. YBenuueHue npoioKUTENb-
HOCTH >KM3HH OOJIHBIX ¢ TeModuimelr o0yclIoBIH-
BaeT BO3pAaCTaHUE YMCIIa XUPYPrHYECKUX BMellla-
TEJIBCTB Yy JIaHHOM Kareropuu naiueHToB. OJHAKO
HapyllIeHUs B CUCTEME I'eMOoCTa3a ONpeAeystoT He-
00XOMMMOCTh TPUMEHEHHSI OCOOCHHOW TaKTHKH
BeJIeHUs1 OOJIbHBIX B J10-, UHTPa- U MOCIeonepalu-
oHHoMm niepuozaax [11, 12]. B mocnennee roxsl Bce
Oosbliee 3HaYeHHE MPUOOpeTaeT TaKk Ha3bIBa€MBbIi
MPOTOKOI fast-track/ERAS-Tepanuu, BKIIFOYAIOIIUHA
B ce0sl 2JIeMEHTHI J0-, UHTPa- U MOCJIeonepaioH-
HOTO BeeHHUs mMmanueHToB [2, 5, 13]. BosmoxHo,
npuMeHenue fast-track/ERAS-npoTokona B code-
TaHWU C MEPCOHANU3ALNEN 3aMECTUTENLHON TeMo-
CTaTUYECKOH Tepamnuu MO3BOJUT MOAHATH YPOBEHb
OKa3aHMs MEJUIIMHCKON MTOMOIIIU OOJIBHBIM C FeMO-
(duuei Ha 3HAYUTENBEHO O0Jiee BEICOKHHA YPOBCHb.
Hens — onpenenuts MyTH WHIWBUAyaId3a-
LUK 3aMECTUTEJIbHOM TI'eMOCTaTUYeCKOH Teparnun
MIPU BBITIOJIHEHUU XUPYPTHYECKHX BMEIIATEIHCTB
y OONBHBIX TeModrInei.
3agauu — BeIpabOTaTh UHIUBUAYAIBHYIO CXE-
My 3aMECTUTENbHOH TIeMOCTaTHYECKOH Teparuu
MIPU BBITIOJIHEHUU XUPYPTHYECKHUX BMEIIATEIHCTB
y OOJIBHBIX TSDKEIION opmoit remodrnm
I. OueHuTh BO3MOXHBIH PUCK BO3HUKHOBEHUS
TPOMOOTHUYECKHUX M TEMOPPArHueCcKUX OCIIOXK-
HCHHH NPH BEIOPAHHOM CXeMe Teparui.
2. OmpenenuTh BO3MOXKHOCTh CHIDKEHUS ITOTPEO-
JICHUSI DK30T€HHOTO (paKTOpa CBEPTHIBAHUSI.
3. JlokazaThb BO3MO)XHOCTH 0Oe30macHoro u 3¢-
(DEKTUBHOTO HCIIONB30BaHUs fast-track/ERAS-
MIPOTOKOJIA y OOJIBHBIX TeMOduIneit.

MarepuaJsl u Metoabl. Hamu npoeneHo npo-
CIIEKTUBHOE CPaBHUTEIIBHOE UCCIIEI0BAHUE, OCHOBAH-
HOE Ha aHalu3e JaHHBIX 45 MalMEeHTOB C TSKEIOH
(hopmoii remouim, MesIriaHa Bo3pacta — 46 JeT.

JuzaiiH ucciaenoBaHusl ONpenessyl KPpUTepHH
BKJIFOUEHUS Y UCKITIOUEHUSL.

Kpumepuu exntouenus. BpOXKIESHHAS TeMO(H-
must A u B Tsxenol GpopMbl y JIMII MY>KCKOTO TIO-
ma ot 18 yier, KOTOpHIM OBUIH BEITIONHEHBI TUIAHO-
BbIE XUPYPTrUYECKHE BMEIIATENbCTBA Ha OpraHax
OprotHo# nonoctu B niepuoxa ¢ 2018 mo 2022 ron
B xupypruueckom otaeneann OI'bY HMUILI rema-
TOJIOTHH.

Kpumepuu ucxniouenusn: 3 ucciaenoBanus Obl-
JM UCKITIOUCHBI CIlydaW TPHOOPETEHHOH TeMO(u-
JIUN.

Cpenu XHpPYpPTUYECKUX BMEIIATENILCTB, BBI-
[IOJIHEHHBIX B IJIAHOBOM HOPSIZIKE, JIMIIbL OJJHA Olle-
panusi — yJalleHue THTaHTCKOM KHCThI OpIONTHOMN
MOJIOCTH  (MCXO MAaCCHUBHOIO BHYTPUOPIOIIHOTO
KpOBOTeUYEeHHs) — Oblila HalpsIMylO0 CBsA3aHa C Ha-
pyIIEHHEM TUIa3MEHHOTO 3BEHa reMOoCTasa, T. €. CO
cnenu(pUYecKuM TeMOpPParnyecKuM MpOsiBICHHUEM
reMopwInu (PUCYHOK 1).

Pucynox 1 — Kucra OpromHoii noaocTu
(ucxoa BHYTPHOPIOIITHOTO KPOBOTEUSHUS)

Bce mnpoune omnepanuu ObUTH  BBITIOJHEHBI
B CBSI3M C HAJTMYMEM KOMOPOUIHOI maTosioruu. Ma-
JIOWHBA3UBHBIM JHJIOCKOIIMYCCKUM METOIOM OBLIO
BheIMosHEHO 40,6 % (Tabmuna 1).
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Tabmuna 1 — CoueTanHble XUPYPruuecKre BMEIIATeILCTBA ObUTH BEITONMHEHBI 19 GonbHbIM — 42,2 %

Onepauuu

n=19

XOJ'ICLII/ICT3KTOMI/lﬂ U I'PBDKCCCUCHUC

XOJICIMCTIKTOMHUSI U SHAONPOTE3UPOBAHNE CYyCTaBa

I'pboKeceueHne 1 SHIONPOTE3UPOBAHKUE CYCTaBa

PexoHCTPYKITHS TOHKON KUIIKH

PexoHCTpYKIHS TOICTON KUIIKI

T'emukomKTOMUS

I'peiKecedeHne maxoBoi U MyMOYHOU TPBDKU

I'ppoKeceueHne 1 reMOpPOUIIKTOMHUS

— = = = (N ||,

TexHHKa BBITIONHCHUSI XUPYPrU4€CKOro BMeE-
nraTenabcTBa y OONBHBIX reModuimeil He oTiamda-
Jack OT oOmenpuHATON. JlpeHaxu ycTaHaBIMBAIN
B OONBIIMHCTBE CIIydacB, YTO OOYCIOBICHO: He-
00XOMMOCTBIO BU3YaJIbHOTO KOHTPOISI TeMOCTa3a
U TPOQHIAKTUKA BO3HUKHOBEHUS HAIPsHKEHHON
reMaToOMbl, KOTOpasi TPENSATCTBYET TMOCTYIJICHUIO
9K30TCHHOTO (paKTOpa CBEPTHIBAHUS, YTO MPUBOIUT
K YXY[LIEHUIO YCJIOBUH MECTHOIO reMOCTa3a.

KoHTposb remocrasa OCyILECTBISIICS PYyTHH-
HBIMHM reMocTa3nojiornyeckumMu tecramu — AYTB
(aKTHBUPOBAaHHOE YACTUYHOE TPOMOOILIACTHHOBOE
BpeMsi) U ONpeAeTCHHE MPOKOAryIsHTHON aKTHB-
HOCTH (DaKTOPOB CBEPTHIBAHHS B KPOBH.

Kpome cTaHgapTHBIX pyTHHHBIX METOOB HAMHU
MPUMEHSUIMUCh MHTErpalibHble METOAbl JUAarHOCTH-
ku remoctaza — TOI' (tpomboanacrorpadus) u TJI
(TpomMOOAMHAMYKA, TUHAMUKA POCTA CT'YCTKA).

OnTUManbHBIM METOIOM KOHTPOJISi TeMOCTa3a
sBisiercss TOI. B HacTosiiee BpeMst B MHpe CyIie-
CTBYIOT JIB€ OCHOBHBIC MOJIU(UKAIIMHA TPOMOOIIIac-
torpadun: kimaccuueckas TOI m Tpombosmacto-
Metpust (POTOM). MeToauKi UMEIOT OTpeliesieH-
HBIC TEXHOJIOTHUYCCKUE PA3INIHs, HO OOBCIHHEHBI
0oOUIMM MPUHIUITHAIIEHBIM YCTPOHCTBOM.

Cytp TOI' cocToUT B OLIEHKE COCTOSIHMS CHC-
TEMBl TEMOCTa3a IyTEM HCCICJOBAaHUS BSI3KO-
ANIACTHYECKUX CBOWCTB Tpomba. Paboumii smeMeHT
TOI' — gamka ¢ o0Opa3noM KpoBu (uUKcHpoBaHA
B HCTOYHHUKE KpPYrOBBIX BO3BPAaTHO-IOCTYIATelb-
HBIX JIBWKCHWH Ha HeOoJbInoi yron. B Hee mo-
TPYy’XK€H CTEepXKEHb, COEIWHEHHBI C JaTYUKOM
JnBrKeHnH. Takum 00pa3oM, MCTOYHUK M JATYHK
IBIDKCHUH pas3merneHsl o0pasnom KpoBu. [loka
KPOBb KHUJIKasl, UICTOYHUK M JATYUK MEXaHUYCCKH
M30JIMPOBaHbl Ipyr OT Jpyra. Beimajenue Huteit
¢ubpuHa CBsI3bIBACT UX M 110 MEPE POCTa CTyCTKa

Y YBEJIMYCHUS €TO INIOTHOCTH YBEIUIUBACTCS U CTE-
NIeHb Nepefayn IBUKEHUH ¢ UCTOYHUKA Ha JaTYHK.
JInzuc Tpomba 1eMOHCTPHUPYET OOPATHYIO KapTHHY.
PesynbsraT KOMIBIOTEPHOM 00pabOTKM MOJYyYSCHHOMN
uH(pOpMAINU — XapakTepHas KpuBas, rpaduuecKu
oTpakarolasi nmpouecc TpoM6000pa3zoBanus U Gpuod-
pHUHOIM3a (PUCYHOK 2).

Blood clot forming Fibrinolysis

e Cfparceanne als
erycTea

Swlpvmonng -

| ]

Cl = -0 6516R - 0.3772K + 0.1224MA + 0.0750a - 7.7822

Pucynok 2 — Cxemarudeckoe uzobpaxenue kpupoit TOI

Juga ee omucaHus mpemiokeHo mopsaaka 20
IoKa3aresnel, OCHOBHbIE U3 KOTOPBIX 3TO MHTEpBa-
abl e u k, yron a, MA (MakcumalibHasi aMIUIUTY/a
T3I'), 30LY. TlepBbie Tpu TOKazaTemns, OMUCHIBAS
JUHAMHUKY TpOMOOOOpPa30BaHMs, XapaKTEepPHU3YIOT,
IJIaBHBIM 00pa3oM, COCTOSTHHE CHCTEMBI CBEPTHIBA-
Husl, MA xapakTepu3yeT CBONCTBA MOJy4HUBILErOCs
TpoMbOa, a 30LY oTpakaeT HHTEHCUBHOCTB MPOIIEC-
ca ero JamM3uca.

Ananuz pesynsratoB 1Ol mozBomsier mony-
YUTh MHTETPAIbHYIO OLEHKY COCTOSHUSI CHUCTEMBI
remocrtaza. l[lpuanunumansHoe otamume TOL ot
CTaHAPTHBIX KOATYJIOJOTHYECKUX TECTOB COCTOUT
B TOM, YTO M3 M3BECTHBIX KOMIIOHEHTOB CHCTEMBI
remoctaza TOI' OJHOBPEMEHHO OTpa)kaeT YeThIpe
OCHOBHBIX (KOAryJIAINOHHBIN KacKal, TPOMOOITHTHL,
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MIPOTHBOCBEPTHIBAIOIINEG MEXAHU3MBI W CHCTEMY
¢ubpuHOIM3a), TPUUEM OLCHHBACT HX BO B3aH-
mozercTBun. TOI' MO3BOIAET OLIEHUTH COCTOSHHUE
remMocTas3a B LI€JIOM, HaJIU4Yhe U CTeleHb KOMIICH-
CallM PacCTPOWCTB B ATOH cHcTeMe, OOIIyH -
HaMHUKY B PEXHME PEeabHOIO BPEMEHH M OTBET Ha
ne4eOHBIC MEPOTIPHATHSL.

Wzmepenue mapamerpos TOI' nmpoBoxuiu co-
IJTACHO CTaHJAPTHOM METOAMKE Ha TPOMOO3IacTo-
rpape TEG 5000 («Haemoscope Corporationy,
CIIA). Pexanbruduxarus mpoosr 340 MK nuTpat-
HOU KPOBH OCYIICCTBILIACH TOOABICHUEM B sTUCH-
Ky 20 mxi pactsopa 0,2 M xsopuza xansius. Oue-
HUBAJIM MapaMeTpbl: R — BpeMs peaklMy OT Havyajia
TECTa 10 JOCTIKEHHS aMIUIUTYJABl CUTHAJIA 2 MM,
T. €. BpeMsl OT Hadaja U3MEpeHHus 10 00pa30BaHUs
MIEPBBIX BOJIOKOH (pubOpuHa, K — BpeMs KoarymsiiuHg,
T. €. BpeMs, HeoOXOAMMOE IJisi yBEJIMYEHHUS aMIl-
JIUTYyAbl curHasa oT 2 1o 20 MM, XapaKTepu3ylo-
1ee KUHETUKY CBEPTHIBAHUSA; 0. — YIOJI HaKJIOHA
Bocxogsme yactu TOI, orpakaromuil CKOpOCTb
CBEpTHIBaHUS, MakcUMaibHas ammumtyga (MA)
rnapameTp, XapakTepHU3YyIOIIUKA KOHEUHBIA HTam
TpoMO00Opa3oBaHus — MONUMepHU3aImoo (GuopuHa
U TJIOTHOCTH OOPA30BAaBIIEroCs CrycTKa. AHAIU3
BBITIOJIHAJICS € IIOMOLIBIO IPOrpaMMHOro obecreye-
uust Haemoscope TEG Analytic.

Tect mpOCTPaHCTBEHHOTO poOCTa CrycTKa
(TpoMOOAMHAMUKA) — METO/I TUATHOCTHKH COCTOSI-
HUS CUCTEMBI CBEPTHIBAHUS KPOBH, pa3padOTaHHbII
B Jaboparopuu (Qu3Mueckod OMOXUMHH CHUCTEMBI
KpoBH [ eMaToI0TH4ecKoro Hay4yHOoro IeHTpa Ha Oc-
HOBE aHAJIN3a MIPOCTPAHCTBCHHO-BPEMCHHON IHHA-
MHUKHU pocTa (PHOPHHOBOTO CTyCTKa B cHUCTeMe 0e3
MIePEMCIITBAHUSL.

OcHOBHasi 1Leidb MeToja — JHarHOCTUKa
COCTOSTHMSI TeMOCTAa3a C YIETOM MPOCTPAHCTBEHHO-
HEOJHOPOJIHBIX HPOLIECCOB, MNPOUCXOJAIIUX TPHU
CBEpTHIBAHUH KpOBHU. /71 BBIONHEHHS TecTa 00-
pasen mia3Mbl IOMEILAIOT B U3MEPHUTEIbHYIO KIO-
BETY, KyJla 3aTeM BBOJAT IUIACTHHY-akTHBaTOp. [la-
Jee, U3MepsAsd CBETOpAacCesHUE, OLIEHUBAIOT pa3Mep
CTyCTKa B OTIPE/ICIICHHBIC MOMEHTHI BPEMEHH.

Usmepsiemvle napamempoi: BpeMs 3a€pKKU
ceepreBanus (Tlag), HawanmpHAs M CTalMOHApHAS
CKOpOCTH pocTa crycTtka. Kpome toro, oneHnBaror-
csi (aKT M CTCHCHb BBIPAKCHHOCTH CIIOHTAHHOTO
TpoMO00Opa3oBaHUs B CBOOOJHOM IPOCTPAHCTBE.

s olleHKM AMHAMUKH TOKa3aTeei CHCTEMBI Te-
MOCTa3a TeCT BBINOIHsICA Ha npudope TpombOon-
memkep-2 (000 «I'emokopy, Poccus) ¢ ucmoins3o-
BaHHEM B KadeCTBE aKTHBATOpA ITACTHKOBOH ILIa-
CTHHBI, TOKPHITOH MMMOOWIM30BaHHBIM TKaHEBBIM
(axTopoM (ITyTh aKTHBAIIMK CHCTEMBI CBEPTHIBAHUS
TKaHEBBIM (DaKTOPOM).

B ommmume ot Becex yKe NPUMEHSEMBIX B KIIH-
HUYECKOH TNPAaKTHKE METOIOB OIICHKH COCTOSHUS
IUIA3MEHHOTO TeMOCTa3a, B KOTOPBIX aKTHBAaIUA
CBEPTHIBAHUS MPOUCXOTUT OJHOBPEMEHHO BO BCEM
uccienxyeMoM o0beMe IUIa3Mbl, B OCHOBY METO-
Jia OBbUT TIOJIOXKEH NPHHIMUI 3aIlyCKa CBEPTHIBAHUS
Ha TUIOCKOH TIOBEPXHOCTH C HaHECCHHBIM Ha Hee
TPOMOOIUTACTHHOM — aKTHBaTOPOM CBEPTHIBAHUS,
CoJlep KaIllM TKaHEeBOH (hakTop M Jmmuabl. Tem
CaMbIM JIOCTHUTAETCSI UMHUTAIHS TIOBPEXKICHUS CTCH-
KN COCyJa M crapTa ()OPMHPOBAHUSA B STOM MeECTe
TpomOa, MPEMATCTBYIONIEr0 KpoBonoTepe. B Tecte
OTCYTCTBYET IlepeMeIlIBaHue 00pasiia Ia3Mbl, Xa-
PaKTepHOE JJISI PYyTHHHBIX KOAryJloJOTHIECKUX Me-
TOJIOB, BCJIC/ICTBHE YETO IOSBIISETCS BO3MOXKHOCTb
HaOIIOaTh MPOIIECC POCTa CTyCcTKa BITyOb 0Opasia
TUIa3MBL.

Taxkum 06pa3oM BoccozmaroTcst o0a mporiecca,
MIPOUCXO/SIIMX B OpPraHW3Me: aKTHUBAIMS CBEPTHI-
BAIOIIEH CHCTEMBI y MECTa C MOBPEkKICHHBIM YHJI0-
TEJIMEM U JIaJIbHeliIIee pacipocTpaHeHue Ipolecca
CBEpPTHIBAHUS B TIPOCTPAaHCTBE. TecT MpocTpaH-
CTBEHHOTO pPOCTa CryCTKa MO3BOJISET OICHUBATDH
KaK KaueCTBO (DyHKIIMOHUPOBAHHUS OTACIBHBIX OJI0-
KOB CHCTEMbI T€éMOCTa3a, TaK U BCEH CHCTEMBI ILTa3-
MEHHOTO TeMocTasa B 1eioM. Crieruain3upoBaH-
HOE TIPOTpaMMHOE O0OecIieueHne IMo3BOJsIeT o0pa-
00TaTh YKCTIEpUMEHTATIBHBIE (oTorpaduu. AHamU3
MOTyYEeHHBIX MpoQuIIeil cBeTopaccesHHus B pasHbIC
MOMEHTHI BPEMEHH JaeT OCHOBHBIC YHMCIICHHBIC Ta-
paMeTpsl TecTa MPOCTPAHCTBEHHOTO POCTa CI'yCTKa
(pucyHoK 3).

Cxema 3aMeCTHTEIbHON TeMOCTaTHYeCKOH Te-
panuu ObLTa ompeseeHa 15 mauenTam Ha OCHOBa-
HHUH JIOOTIEPAIIMOHHOTO TECTHPOBAHUS C MOMOIIBIO
HHTETPAIBHBIX T€MOCTA3MOJIOTUYECKUX TECTOB —
T u TOI.

I'pynny cpaBuenus cocraBwin 30 nanueH-
TOB, TEMOCTa3 KOTOPBIM OCYIIECTBIISIICS MO 001IIe-
IIPUHATOMY MEKIAyHaponHoMy mporokony: FVIII
50 ME/kr x 2 pa3a B CyTKH IIpH TSDKEJIOH (opme
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Pucynok 3 — Pesynsrats! Tecta T/

remommmu A, FIX 25 ME/kr X 1 pa3 B CyTKu npu
TSDKENol opMe remodrim B.

B xauecTBe 3aMECTUTENBHOM TIeMOCTaTH4e-
CKOM Teparuy MPUMEHSUITUCh PeKOMOWHAHTHBIC KOH-
uentparel FVIII u FIX.

i cratuctudeckoit 00paboTKK UCTIONIB30BaII-
cs naxket STATISTICA.

TakThka BeJCHHS TAlMEHTOB B JI0-, WHTpa-
U TOCIJICONEPAlMOHHOM Mepruojax BKIIOYaa dJie-
MeHThI ERAS-nipoTokomna.

JoomnepanuoHHoe BeeHHe OOJbHBIX B paMKax
fast-track/ERAS-nipoTokona:

» OTCYyTCTBHEC MEXaHHYECKOH ITOJATOTOBKU KH-

NICYHHKA;

»  aHTHOMOTHKONPOQIIAKTHKA;
»  OTKa3 OT roJIOJaHMs;
»  OTCYTCTBHUE MPEMEIUKALIUH.

WHuTpaonepaiioHHOE  BEICHHE
B paMKax fast-track/ERAS-ipotokona:
» NpPUMEHCHHE AHECTETUKOB KOPOTKOTO IEHCT-

BUS;

»  momjepKaHue HOPMOTEPMUH;
»  TpenynpexICHHUE BOIHO-COJICBOM IMEPErpy3KH.

[TocToneparroHHOE BeleHUE OOJBHBIX B PaM-
Kax fast-track/ERAS-npoTokona:

»  paHHSSA aKTHBU3AIMsI U DHTEPAIbHOE MUTAHHE

MAIACHTA;

»  TIPOMOIDKUTENbHAS STUAypaibHAst AaHSCTE3HUS;
»  paHHee M3BJICUCHUE KATETCPOB U 30HJIOB.

Pesyabrarel M oOcyxnenne. OCHOBBIBa-
SCh Ha JAHHBIX TpoMOosnmacrorpaduu ¥ IHUHA-
MHKH pPOCTa CTYCTKa, HamMH Oblna paszpaboTana

OOJIBHBIX

MEPCOHANM3UPOBAHHAsA, ONTHMAajbHasg JUIsl KOH-
KPETHOIO NAalMeHTa CXeMa 3aMECTUTEJIbHOW Tre-
MOCTAaTHYECKOM Teparuu, B paMKax KOTOpOil Oblia
olpelieieHa MHIUBMIYyajbHas J03a IIpernapara,
BpeMsl IEPBOrO BBEACHUS, UHTEPBAJIBI MEX/1y BBeE-
JCHUSIMHA W OO0IIasi MPOIOJHKUTEIBHOCTh TEParuu.
B 10 ciywasax u3 15 mpoTokoa 3aMeCTUTENbHOM
reMOCTATUYECKOW Teparnuyu He OTIUYAJICS OT MHU-
poBoro cranzaapra. ¥ 5 u3z 15 6onpHbix (33 %) uc-
TOJIB30BAJIUCh  OPUTMHAIBHBIC WHIUBUYaJbHBIC
npoTokoibl. B coorBercTBUM ¢ ERAS-npoTokonom
BceM |5 mamueHTraM IPUMEHSIACh CXe€Ma paHHEH
aKTUBHU3ALMM M SHTEPAIBHOTO NMHUTaHUS (IepBble
12-24 4gacoB mocie ornepanuu), Npu aaeKBaTHOU
aHaneresud. B pesynprare B rpymnme MNanueHTOB,
reMoCTa3 KOTOPBIM OIPENEISIICS M0 WHANBUAYAb-
HOIi porpamme, MOTpeObHOCTb B (haKTOpax CBEPThI-
BaHMA OKa3aiach MeHbIIE B 2,1 pa3a, ObU1a yMCHb-
LIeHa CpelHsAs MPONOJKUTENIbHOCTh NpeObIBAaHUS
STUX TMAIMEHTOB B CTAalMoHape B 2,3 pasza. DKOHO-
MHuYecKas BbIroja cocrasuia 57,4 %. OcaoxxHeHUs
TPOMOOTHYECKOTO M TEMOPPArHUECKOTO XapakTepa
He 3a(MKCUPOBAHBI.

Pesynbrarsl Hamiero ucciaenoBaHusi, HECMOTPS
Ha MaJloe KOJIMYEeCTBO HaOIIofeHui, 00yCIIOBIICH-
HOE HEOONBIIONW YHCICHHOCTHIO MOMYIISIIMNA OOMb-
HBIX TeModuianeil, MO3BOJISIOT CHOPMYIUPOBATH
COBPEMEHHBIN TMPOTOKOJI TMEPHUOIIEPAIIIOHHOTO Be-
JIeHUS MALUEHTOB JaHHOMU IPyIIIbL.

[IpumeHeHne nNEepCOHANM3UPOBAHHBIX, ONTH-
MaJIbHBIX JJI1 KOHKPETHOTO TallMeHTa CXeM 3aMec-
TUTEJILHOM TE€MOCTAaTUYECKOW TEparnuH, B paMKax
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WCTIOJIb30BaHUSI  DJJIEMEHTOB  fast-track/ERAS-

MIPOTOKOJIA, MO3BOJISIET YIYYLIUTh TEYEHHE MOociie-

OTIEPAIIMOHHOTO MEePHOJIa U MEePHO/ia BOCCTAHOBIIC-

HUS, CHU3UTH KOJIMYECTBO BBOJMMBIX IIPENaparoB

3aMECTUTENIbHON TeMOCTaTHUECKOHN Tepanuy, a Tak-

K€ YMEHbBLIUTH MPOAOJDKUTEIHLHOCTh NMPeObIBAHUS

MAIMeHTOB B CTAI[OHApE.

BriBoabI

1. TlpoBeneHnHoe uccieqoBaHHE, OCHOBAaHHOE Ha
aNIieMeHTax MpoTokoja FRAS ¢ mpuMeHeHHeM
WHTETPAIBHBIX TeMOCTa3UOJIOTHUECKUX TeC-
TOB, Mo3BosWiIO B 33 % ciywyaeB momoOparb
ONTUMAJIBHYI0, HWHJMBHUIYyaIbHYIO CXeMy 3a-
MECTUTEIbHON TeMOCTaTHYECKON Teparuu.

2. Hwu B omHOM ciy4ae He ObUIO 3a(UKCHPOBAHO
HU TPOMOOTHYECKUX, HU TeMOpparuvyeckux
OCIIO)KHEHHH, YTO CBHJCTEIBCTBYET 00 3(hhexk-
TUBHOCTH M 0€30MacCHOCTH BBIOPaHHOH CXEMBI
3aMECTUTENIbHOM I'éMOCTaTUUECKON TepaIyH.

3. TlorpeOHOCTH B 3K30T€HHOM (aKTOpE CBEp-
THIBAHUS B KOHTPOJBHOW TPYIIE OKa3anaach
B 2,1 pa3a MeHblile, YeM B TPYIIE CPaBHEHHUS.

4. B Hamux HaOMrOneHUSX HE OBLIO HU OIHOTO
cily4as TIOCJEONEePalMOHHBIX OCIIOKHEHUH,
YTO JIOKa3bIBACT BOBMOYKHOCTh UCIIOJIH30BAHUS
fast-track/ERAS-nipoTokona y OONBHBIX TsKe-
noii hopMoit reMopuITHH.
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