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ACMEKTW AHECTE3I0J10MNYHOr0 3ABE3NEYEHHSA ONEPATUBHMUX YTPYYAHDb
Y NALIEHTIB I3 XBOPOBOIO ®OH BIJIJIEBPAHAA

JNlockytos O.A., Mapkos 10.1., Tkauenko [.0.

Y cTaTTi po3riAalThCsl 0COGJUBOCTI ClIaZIKOBUX Koaryonatiil i Halnomuperi-
LI0Or0 TEHETUYHOI0 po3J/aZly 3ropTaHHs KpoBi — xBopo6u ¢oH Binnebpanza, ska
YCKJIaJHIOE XipypriyHi BTpy4yaHHs Yepes3 NOopylleHHsA reMocTasy. BucBitieHo etio-
JIOTi10, MaToTeHe3 Ta KJIHIKYy 3aXBOPIOBaHHS, a TAK0XK 0COOJIMBOCTI XipypriyHoro
JIiKyBaHHA NalieHTIB i3 xBopo6oo ¢oH Bimnebpanja, ki NoTpebyOTh iHAUBILY-
QJILHOTO MiIXOAY /10 JIIKyBaHHs, 30KpeMa OoNnTHUMi3allii piBHiB ¢pakTopy ¢poH Binre-
6panga ta ¢axtopy VIII (FVIII), 1o € KpUTUYHUM [iJ1s1 3a06iraHHs KPOBOTeYaM
y nepionepaniliHoMy nepiozi. 3a3HaueHO BaXKJIUBi aclleKTH aHecTe3iosoriyHoro
Be/lIeHHs Mal[iEHTA, 1110 BKJ/IIOYAE Tepanito aHTUiI6PUHOMITUYHUMY IpenapaTamy,
3aMicHy Teparilo CBi?)K03aMOPOXKEeHOI0 IJIa3MOI0, KPiompeumiTaToM, TpOMOOIU-
TapHOI0 Macow Ta KoHueHTpatoM FVIIIL [lizkpecseHO BaXX/JUBICTh peTeJbHOTO
MOHITOPUHTY reMocCTasy, iHAUBiya/IbHOI0 MiAX0AY [0 KOXKHOI0 MallieHTa Ta lep-
COHaJIi30BaHOTO /103yBaHHS 3aMicHOI Tepamnil A/151 3a6e3neyeHHs] epEKTUBHOTO Jii-
KyBaHHS Ta 3HWKEHHS PU3UKY TPOMO0EeMOOIIUHUX YCKIaJHEHb.

Knro4doBi cioBa: xBopo6a doH Binnedbpanaa, bakrop ¢poH Binnebpansa, anecresi-
oJsioriyHe 3a6e3nevYeHHs, XipypriyHe JiKyBaHHS.
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ASPECTS OF ANESTHESIOLOGICAL MANAGEMENT DURING SURGICAL
INTERVENTIONS IN PATIENTS WITH VON WILLEBRAND DISEASE

Loskutov O.A., Markov Yu.l., Tkachenko D.O.

This article highlights the challenges associated with hereditary coagulopathies,
focusing on von Willebrand disease (VWD) - the most prevalent inherited
bleeding disorder, which significantly complicates surgical interventions due to
impaired hemostasis. The review outlines the etiology, pathogenesis, and clinical
manifestations of VWD and highlights the importance of tailored perioperative
management strategies. Emphasis is placed on the necessity of individualized
treatment approaches, particularly the optimization of von Willebrand factor
(vWF) and factor VIII (FVIII) levels, which are critical to minimizing bleeding risks
in the perioperative period. Key anesthetic considerations include antifibrinolytic
therapy, replacement therapy using fresh frozen plasma, cryoprecipitate, platelet
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concentrates, and FVIII concentrates. The importance of meticulous hemostatic
monitoring, patient-specific treatment planning, and personalized dosing regimens
is underscored to improve outcomes and reduce the risk of thromboembolic
complications.

Key words: von Willebrand disease, von Willebrand factor, factor VIII, anesthetic
management, surgical treatment.

Beryn. Oco6/IMBOCTSIMY CIAaJIKOBUX KOAryJonaTii € Te, 1[0 BOHU Pifiko 3ycTpiya-
I0ThCsl, 2 TALliEHTH, SKUM IIOCTA€ HEOOXI/HICTh MPOBOAUTH aHeCcTe3ioI0TiuHe 3abe3re-
YeHHs ONlepaTUBHUX YTPyUYaHb, sIK IPaBUJIO, Y2Ke 3HAIOTh PO CBOE 3aXBOPIOBaHHA. [l
HalMoOUIMpEeHIlIuX TUMIB KoaryjomnaTii BifjoMi cnenudiuHi KoHIeHTpaTH, i Hepigko
MIOCTA€ MUTAHHS W00 IX JOCTYMHOCTI JIJIs1 CBOEYACHOI reMocTaTH4HOI Teparii. Cepef,
HalnouiMpeHimux ¢opM CrnaJKoBUX KoaryJjonaTiid BUOKpPeMJIIOIOTh: AedinuT dakTo-
py VIII (remodinis A), nedinut pakropy IX (remodinia B), xBopoba pon Binebpanga
(von Willebrand disease (vWD)), nedinut daktopy XI, gediuut dpakropy VII [1; 2].

vWD € HalinomMpeHIilIMM reHeTUYHUM pPO3J1aZl0M 3rOPTaHHA KpPOBI, 10 YCKIaA-
HIOE XipypridyHi BTpy4aHHS 4epe3 nopyuieHHs remocrasy. vVWD € BTOpMHHUM 3aXBO-
PIOBAaHHAM, 3yMOBJIEHUM MyTali€l0 y 12-i1 XpoMocoMi, i XapaKTepU3y€eThCA AKICHUM Ta
kinbkicHuM gedinuTom dakropy dpon Binnebpanga (VWF). PisnomaniTHicTE MyTanin
3yMOBJIIOE KiJIbKA Pi3HUX KJIIHIYHUX NPOABIB, 1[0 Ja€ 3MOT'Yy BUJIJIUTU KiJIbKa THIIIB
i migTuniB 3axBoproBaHHs. KoarysionaTiss NposiBIsIETbCA NePEBAXKHO Yepe3 AUCcPYHK-
1[if0 TPOMOOILUTIB, NOB’s13aHy 3i 3HMKeHHAM piBHA pakTopy VIII y cupoBati kposi [3].

[lif yac iHBa3UBHUX XipypriuHUX yTpy4yaHb nauieHTH 3 vVWD noTpebyoThb gojatT-
KOBOTO JIIKyBaHHS /i1 NiATPUMaHHS reMoCTa3y, OJlHAaK, 3BaKaloUM Ha CKJIAJHICTb
vWD, HeMa€ €AMHOI [YMKH 111010 ONITUMAJIbHOTO JiKyBaHHsA. ToMy HaGyBa€ BeJIMKOI0
3HaueHHS PO3MJIsA KIIHIYHUX BUNA/KIB i3 BUCBIT/IEHHSM NepionepaniiiHOro BeJeHHA
xBopux i3 vWD [4; 5].

ETioJiorig, marorenes ta kKiaiHika vWD

3axBOpIOBaHHS 3yMOBJIeHe OPYLIEHHAM CUHTe3y a60 AKICHUMM aHOMaJlisiMU ay-
TocOMHUX KoMNoHeHTiB ¢pakTopy VIII - vWF (VIII:vWF) i 38’s13aHOT0 3 HUM aHTHUTeHa
(vWF:Ag). Ik okpeMe 3axBOPIOBAHHS Lled reMopariyHU# JiaTe3 ymnepiie OMUCAHUHN V
1926 p. von Binse6paH/ioM y MelIKaHLiB AJTaH/CbKHUX OCTPOBIB i BifjoMu# y JyiTepa-
Typi mif pisHUMU Ha3BaMM: cnaJikoBa mceBjoreModinis, anrioremodisnisi, KOHCTUTY-
[iliHa TpoM6oLUTONaTis. 3aXBOPIOBAaHHS HE € OJAHOPIAHUM reMopariuyHuM JiaTe3oM,
€ 6araTo BapiaHTiB wi€el naToJorii [6].

vWD (kodaKTop pUCTOIETUHY) € TJIIKOMPOTEIHOM, SIKHUM CHHTE3YEThCSA B €HJIOTE-
Jii cyquH Ta MerakapionuTtax. I3 merakapionutis VWF moctynae y TpoM6OIUTH, e
36epiraeTbcs B o-rpany/nax. OcHoBHA KinbKicTb VWF cUHTE3yeTbcs B KJIITHHaX eH-
JlOTeJIi10, 3Bi/IKM MOCTYIAE V UPKYJIALiI0, Cy6eHA0TeNialbHUM MAaTPUKC i YaCTKOBO
36epiraeTbca B caMUX eH/l0Tesia/IbHUX KJIiTHUHAX (Tinbusax Weibel-Palade). ¥ nuiasmi
3popoBoi sroguHu VWF npezncraBieHM MyJibTUMepaMH Pi3HOI MOJIEKY/ISIPHOI MacH.
VWF cnpusie aaresii Ta arperauii TpoM60I[UTIB MIJISIXOM 3B’sI3yBaHHSA 3 pelenTopa-
MU TpoMOOIMTAapHOI MeMOpaHu - riikonpoTteiHoM Ib Ha ctazil aaresii Ta riikompo-
Teinamu komiuiekcy IIb-Illa — Ha cTagii arperauii. Lle#t ¢akTop 3a6e3neuye ajresiro
TPOMOOIUTIB /10 BOJIOKOH KOJIareHy CyGeH/[0TeiaJlbHUX CTPYKTYP CYJMHHOI CTiHKU
MpU MOUIKO/XKEHH] eHi0Te it Ta arperanito Tpom6onutis. Jedinut daktopy vWF €
NPUYMHOIO PO3JIaJliB IEPBUHHOrO reMOCTasy, 10 NPOsBJISAETHCS MOJL0BXKEHHSAM Yacy
KpOBOTeYl y IUX XBOPUX.
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OxpiM po3ss1aziiB CyJMHHO-TPOMOOLIUTAPHOT0 reMocTa3dy y xBopux Ha VWD criocre-
piraroThbcs posJsiaZy KoaryJisniiHoro reMmocTasy, 3yMmoBJeHi gedinurom VIII:C-pakTopy
3ciganHs kpoBi. vVWF yTBoproe 6iikoBri KoMIuiekc i3 akTopoM VIII:C, y 3B’13Ky 3 YuM
HacTae cBoepifHa cTabinizanis ocranHboro. 3a BigcyTHocTi VWF dakTop VIII:C cTae
JOCTYIHUM JJIsl IPOTEOJ1i3y, i, HE3Ba)Kal0UU Ha MOr0 AOCTAaTHIA CUHTE3, aKTUBHICTb
VIII:C-dakTopy B m1a3Mi 3HMKYEThCS. ['eH, BignoBiganbHuit 3a vWD, Jlokani3yeTbes B
KOpPOTKOMY Ijiedi xpoMocomu 12 (12p12-ter).

vWD ycnaJKOBYETbCA 10 ayTOCOMHO-JA0MIHAHTHOMY THILY, XBOPIIOTh fIK 4OJIOBIKH,
TaK i kiHKU. [lesiki BapiaHTU 3aXBOPIOBAaHHSA MOXYTb YCI1aJJKOBYBAaTUCS 10 ayTOCOMHO-
peLecCuBHOMY TUILY.

BupinstoTre Tpu ocHoBHi dopmu (Tunu) vWD: 1, 2, 3. Cepeg 1-ro Ta 2-ro TUniB onu-
caHo 28 nmigTuUmniB.

Knacuodikanis vWD, 3anpononoBana J.E. Sadler y 1994 p.; po3pi3Hs0Tb Taki TUIH
vWD [7]:

Tun 1. XapakTepucTuKa: HoMipHUH KisibkicHu# fedinut vWE.

Tun 2. Xapakrepucruka: Axicauit gedinut vWFE

[ligTun 2 A. XapakTepucTHKa: HaIMipHUIN IPOTEO0J1i3, AedeKT 3BiJIbHEHHS.
[ligTun 2 B. XapakTepucrtrka: 36ispuieHa cnopigaenicts vVWF g0 GP Ib
[ligTun 2 M. XapakTepuctuka: 3HmxkeHa cnopigHenicte vVWF o GP 1b
[ligTun 2 N XapakTepucTuka: 3HMKeHa cropifjHeHicTb MyJibTuMepiB VWE

Tun 3. Xapaktepuctuka: Baxxkuit kisbkicuuit fedinut vWFE

OkpeMi BapiaHTU 3aXBOPIOBAaHHA BiJIpi3HAIOTHCA CKJIaZ0M Ta BMiCTOM IJIa3MEeHHUX
Ta TpoMbouuTapHux MyabTuMepiB VWE ymicToM TpoM6GouuTapHOro i njiasMeHHOTo
aHTureHiB ¢oH Binsebpanzaa, akTUBHICTIO TPOMOGOLUTAPHOIO Ta IJIA3MEHHOTO KO-
¢dakTopiB picTOLETUHY Ta iH.

Haityacriue 3yctpivyaerbcs 1-i Tun vWD, Tak 3BaHUN KJIaCUYHUH TUT (MPUGJIU3HO
75% xBopux). PEeTpoCeKTHBHO BCTAHOBJIEHO, 1[0 CaMe IaHUH BapiaHT 3aXBOPIOBaHHSA
crocTepiraBcs y nepuiux onvMcaHux ¢oH Bissie6paHgoM mamieHTiB.

1-i tun vWD xapakTepHU3yeTbCA OJHAKOBUM CTylleHeM 3HMKEeHHA aKTHUBHOCTI
vWE 3B’s13aHOr0 3 HUM aHTHUI'eHY Ta NpoKoary/saniiiHoi aktuBHocTi akTopy VIII, pis-
HOMIpHUM 3HIKEHHSIM YMicTy Bcix MysnbTHMepiB VWF 3a HeaMiHHOI iX esekTpodope-
TUYHIN XapakTepucTuli. Yac kpoBoTeui Npu LiK ¢opMi 3aXBOpPIOBaHHSA NPOJOBKEHUN
a60 HOpMaJIbHUH.

Ji14 2-ro TUIy 3aXBOPIOBaHHSA XapaKTepHe 3HMKeHHA aKkTUBHOCTI VWF 3a He3Ha-
YHO 3MeHIIeHHWX ab0o HaBiTh HOpMaJIbHUX MOKA3HUKIB yMicTy aHTUreHy ¢oH Biie-
O6paH/a Ta npokoaryasuidHoi akTuBHOCTI pakTopy VIII. BijfgdHayaeTbcsl 3HMKEHUU
yMICT MaKpoMoJIeKyIsIpHUX MybTHUMepiB VWE, yac KpoBoTeui 3[0BKeHHH.

Oynknionanpauit fedpext VWF npu nigTunax 2 A, 2 B, 2 M nposiB/asIETbCs po3Jiajia-
MM npolieciB ajiresii TpoMGOIUTIB A0 MicCIisl ypaXkKeHHs CYAUHHOI CTiHKH, a TPH MiATHII
2 N - posnasamu yTBopeHHs KoMmiiekciB VWF - gakrop VIII.

[Ipn 3-my Tuni 3axBoproBaHHA aKTUBHICTb VWF Ta BMICT HOro aHTUreHy 3Ha4HO
3HmxKeHi (< 5% HopMu), npokoaryasuiiHa akTuBHicTh VIII dakTopa - < 15% HOpMHU.
3Ha4YyHO NOJOBXKEHUH Yac KPOBOTeUi, pi3KO 3HWXKEHUH YMICT ycix MyabTUMepiB VWE

JudepeHuianis okpeMuxX TUIIB 3aXBOPIOBAHHS Ma€ 3HAY€HH: [JJisl BUGODPY JiKy-
BaJIbHOI TAKTHUKU.

Jna vWD xapakTepHUH MIKpOLUMPKY/JIATOPHO-TEMAaTOMHUM THII KPOBOTOYHUBOCTI.
3aJie’kHO Bif BapiaHTa 3aXBOPIOBAaHHA B OKPEMHUX XBOPHUX MOXe MepeBaXKaTH MIKpo-
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LUPKYJIATOPHUNA 260 reMaTOMHUN XapaKTep reMopariyHux nposBiB. IHTeHCUBHICTh
reMopariuHoro CMHZJpoMy B OKpeMHUX XBOPHX pi3Ha — Bif jierkux ¢popm 10 HaZ3BUYAN-
HO BaXXKHX. Y 3HAaYHOI YaCTHHU XBOPUX 3aXBOPIOBAHHSA NPOTIKAE CKPUTO, i He BCi HOTo
$opMu [1iarHOCTYIOThCS, TOMY JiesiKi JOCTiIIHUKN BBaXKalOTh, 1[0 VWD 3ycTpivyaeTbcs
yacrime, Hixk remodiis.

Bakki ¢opMu 3aXBOpIOBaHHS MPOSIBJASIOTHCS YoKe B eplli pOKU KUTTs. XapaKTep-
HUMHU € KpoBOTeYi 31 cIn30BUX 060JI0HOK, HOCOBiI KPOBOTeEUI, a y KiHOK — psICHI, TpU-
BaJii MicayHi. llIkipHi remoparii yacTille XapakTepHU3yl0TbCS HEBeJIMKUMU CUHAKAMH,
i JinIe 32 BaXKKOT'0 NPOTiKaHHSI 3aXBOPIOBAHHS MOXYTb BUHUKATH OBl reMaTOMH.
Pifiko 3axBOpIOBaHHSA YCKJIAAHIOETHCA LIJIYHKOBO-KUIIIKOBOIO KPOBOTEYElO | reMaTypi-
€10. OfHUM i3 xapakTepHUX NpoaBiB VWD € 3Ha4HI ¥ TpUBaJi KpOBOTeYi Mic/4 HaBIiTh
He3HAYHUX TPaBM Ta oneparii (ekTpakiiii 3y6iB).

Y xBopux Ha VWD KpoBoTeda MOYHMHAETHCS Bifjpa3dy micisg TpaBMHU (y XBOPHUX Ha
reMmodisito - yepe3 neBHUH 4ac).

Iliz gac BariTHOCcTi BMicT VWF 3pocTag, ToMy y JileIKUX )KIHOK IIPU 110JI0Tax He BU-
HUKAaE 3arpo3J/IMBUX AJIS )KUTTA KPOBOTeY, ajle Y YaCTUHU XBOPHUX IOJIOTH YCKJIaJHIO-
I0ThCS1 BAXKKMMH, TPUBAJMMU KpOoBOoTe4aMHU. KpOBOBUJIMBY y CYIJIOO0H CLIOCTEPIraroTh-
csl Jidule 3a 3HaYyHoro 3HxkeHHsA piBHA ¢akTopy VIII:C. Y Takux XBopUX NepeBakae
reMaTOMHUH THIT KPOBOTOYMBOCTI.

OnucaHo BuIaJKW HabyToro cuHjapoMy ¢oH Bime6paHja, 30KkpeMa npu ayToi-
MYHHOMYHHHUX 3aXBOPIOBAaHHSX, KOJIM 3'ABJAIOTbCA aHTUTIIA A0 VWE. [JudepeHuiii-
Hy JlilarHOCTHUKY NpOBOAATH i3 remModiniero A, HabyTuMu ¢opMaMu CUHApPOMY GOH
Binne6panpa, TpoMm6onuTonaTiero bepHapaa — Cysibe, a TAKOX MCEBJOCUHAPOMOM GOH
Binne6panzga (sierka ¢popma remopariqyHoro fiate3dy, 3yMOBJIEHA MATOJIOTIEI TPOM-
60LUTIB, sIKi MalOTh Ha CBOIM MOBEPXHi PELeNTOPH, JIETKO JAOCTYINHHUX JIJIsT BEJTUKUX
mysbTUMepiB VWE, y 3B’13Ky 3 UMM KiJIbKiCTh OCTAHHIX Y KPOBi 3HaUHO 3MEHIIYETHCS ).

AcnekTn aHecTre3ioJIOriYyHOro 3a6e3ne4YyeHHs XipypriyHoro JiiKyBaHHA
nanieHTiB Ta vWD

OnTuMasbHe XipypriuHe sikyBaHHsA nanieHTiB i3 VWD 3ay1eXuTh Bif 6araTbox YuH-
HUKIB BKJIIOYHO 3 TUNOM onepanii tTa tTunom vWD, 6azoBumu piBHAMU VWF i F VIII, ski
noTpi6HO KoperyBaTH [8]. [HCTpyMeHTH OLiHKHU KpoBOTeYi 6y po3po6JieHi K JJ1s1
KIJIbKICHOTO BUMIpIOBaHHH, TaK 1 [iJI1 BU3HAYEHHs CUMIITOMIB KPOBOTeYI, TAXKKOCTI 3a-
XBOPIOBaHHA i ciMeltHOro aHaMHe3y KpoBoTeui. [IoTouHi ony6JiikoBaHi pekoMeHaLii
moo 1iboBux piBHIB 060x VWF i FVIII Bifpi3HAIOTHCA 3a/IeXKHO Bif TUNy iHBa3UB-
HOI NpoueAypHy; yCi peKoMeHalil pagdaTh NPOBOAUTHU ollepanil y creliaJbHUX LieH-
Tpax i3 MOXKJIUBICTIO OCTATHLOI KiJIbKOCTI JTabOpPaTOPHUX IOCTi/XKEHDb i3 BiAmOBij-
HOI0 MOXJIMBICTIO CTEXKUTH 3a reMoctas3oM. Y pekoMmeHpaniax CIIA TepaneBTUYHOMO
MeTOI0 € MiATpUMyBaTH MiHiManbHUM piBeHb F VIII >50 MO/ npoTsirom 7-14 fHiB
y MauieHTiB, sIKi nepeHec/u BeJMKe XipypriuHe BTpydYaHHs, i 3-5 AHIB JJid THX, XTO
NepeHic HeBeJIMKe XipypriyHe BTpydyaHHA. TaKUM YMHOM, HaBaHTaXXyBaJlbHi 1031 VWF
cTtaHoBJATh 40-60 MO/kr g Besnukux onepanii ta 30-60 MO/Kr i1 HEBEJTUKUX
XipypriyHUX yTpy4aHb i3 0JaTKOBUMH MiATpUMy0OUYUMH jfo3aMu 20-40 MO/Kr yepes
8-24 a6o 12-48 roauH (AJs NiATPUMKH aKTUBHOCTI KodakTopy puctoueTuny vWF
[VWEF:RCo] i FVIII piBHi >50 MO/z1) BignoBigHo [9].

Yac yBesileHHS HaBaHTAXXyBaJ/IbHOI 031 3a/I€XKUTh BiJj BAKOPUCTOBYBAHOr'O MpoO-
JAYKTY Ta MiATPUMYyIo4Yoi A034 i 6a3yeThbCs Ha JlabopaTOPHOMY BU3HA4YeHHi piBHIB
VWF:RCo Ta FVIII nmicas indy3il kKoHUeHTpaTy, AKUH CJI1ij peryaspHo KOHTPOJIIOBa-
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TH, OCKiIJIbKU TpuBaJicTh nifsuieHHss VWF ayxe BapiabesbHa miz dac xipypriyHoro
BTpy4yaHHs. HaBnaky, KepiBHi npuHIunu Benuko6puTaHii He MicTATh peKoMeHAa il
Ha go3ax VWF i FVIII], ase pekoMeH Ay OTB NiJ 4ac BeJIMKUX XipyprivHUX npoueayp mij-
TpuMmyBaTH piBHi FVIII 2100 MO/zan npoTtarom niciasionepariiiHoro nepiofy, a Takox
FVIII i VWF:RCo noBuHHi 6yTH 36epiraeTbcs Buie 50 MO /a1 npotsirom 6-10 aHiB mic-
Jist onepauii [10].

s 6e3neyvHimiol aHecTe3il Ta 3HMKEHHS YaCTOTH YCKJIa/[HEHb PEKOMEH/IYI0ThCS
Jesiki nonepeaHi 3axoau. Cepe/i HUX BApTO BKa3aTH Ha OIS/l NALliEHTA TeMATOJI0TOM Y
nepegonepayiiiHomy nepiozi. lle fonomarae sik Ipy O OHTOJIOTIYHUX ONepanisax, Tak
i 3a BeJIMKUX XipypriYyHUX yTPy4aHb.

HactynHuil BaxkivBui pakTop — monepesHE BBeJEHHs JleCMONpPECHHY. 3a MOKa-
3aHHAMM npu Tunax [ i 2A npenapart cnig yBoauTy 3a 60 XBUIMH A0 onepaunii [11].
Ockinbku Tunu 1 i 2A ctaHoBASTH 95% ycix manieHTiB, el migxia € yHgaMeHTalb-
HUM 4K [JUJIS MaJIUX, TakK I /I BeJIMKUX XipypriyHuX yTpydaHb. [Ipu mosiorax, npu
NpOBe/IeHH] emniJlypasbHOI aHecTe3il TaK0XK yBOAATH NONEpPeHbO AecMonpecuH [12].
BaksinBi BUMOTH 10 06epeXHOCTI pyTUHHUX MaHiMyJsIii aHecTe3ioiora 3 YHUKHEH-
HSIM TPaBMYyBaHHS TKaHUH IIPU eH/l0TpaxeasbHil iHTy6anil un nyHKii-kaTeTepusanii
I[eHTPaJbHUX BeH. TaKoXX HeO6XiHO MaM’ATaTU NP0 PU3UK TPOMOO3y Ta TPOMOOEM-
6o0u1il mij 4ac yBeieHHsI KOHLleHTpaTiB pakTopiB 3ropranHsa [13]. Ciif Takox yHUKa-
TH BHYTpPILIHbOM sI30BOTO BBEJI€HHS JIIKapChbKUX MpenapariB, fKi NepenKo/iKanThb
JYHKIIOHYBaHHIO TPOMOOILIUTIB.

[lepepgonepanifiHa oljiHKa CTaHy reMocTasy BKJIIOYaJa JabopaTOpHi aHa/li3u Ha
BU3HA4YE€HHS KiJIbKOCTi TPOMOOLUTIB, aKTUBOBAaHUIM YaCTKOBUN TPOMOOIIACTHHOBUI
yac, Mi>KHapo/iHe HopMaJli3oBaHe BiIHOIIeHHS, aKkTUBOBAaHUU 4ac yTBOPEHHS 3ryCTKa.
BaxksinBO BM3Ha4yaTH piBeHb $i6GpuHOreHy y miuasmi kposi Ta piBeHb FVIII, a Takox
piBenb anTureny vVWF (vVWF:Ag), nokasHuk puctouuTrH Kopaktopy VWF (VWF:RcoF),
MOKa3HUK oiHoeTanHoro 3roptanHsa FVIII (FVIII:C).

AHecTe3iosioriuHe 3a6e3neyeHHs BKIIOYA€E TakoK MoHiTOpUuHT EKT, mysnbcokcume-
Tpito, kanHorpadiro, BUMiplOBaHHS iIHBAa3UBHOI'0 apTePia/IbHOT0 TUCKY, LIEHTPAIbHOI'0
BEHO3HOTO TUCKY Yepe3CTPaBOXiHY exokap/iorpadiro, nepedbpajbHy OKCUMETPIiI0 Ta
MoHiTOpHUHT BIS.

YcraHOBJIeHHs neprdepuIHOr0 BEHO3HOTO JIOCTYIY, LIeHTPaJbHOTO BEHO3HOIO
JOCTYIly, apTepia/IbHOTO AOCTYNY BaXXJMBO NPOBOAUTH MiJi KOHTPOJIEM YJIbTPA3BYKY
JU1S1 3MEeHIIeHHs PU3UKY HEHaBMUCHHUX MOIIKO/pKeHb CYIUH Ta [onepe/»KeHH BUHUK-
HEHHA reMaToM.

Besivke 3Ha4YeHHs Ma€ 3aCTOCYBaHHS €KCTPAKOPNOpPaJIbHUX TEXHOJIOTIM mif 4ac
OolNepaTUBHUX YTpydyaHb (Hampukaaf, y Kapgioxipyprii). HesBaxkarourn Ha MeAUYHUI
i TexHOJIOTIUHUI pOTrpec, roJI0BHOIO NMPOGJIEMOIO IPU 1IbOMY 3aJIMLIAETHCA CKIaZHA
B3a€EMO/isl MiXK JIFOZICBKUM TiJIOM, KPOB'I0 Ta IITYYHUMH MaTepiasaMu. BuiuB kpoBi Ha
HITYYHi MOBEPXHI IPU3BOAUTD 10 HE30a/IAHCOBAHOI aKTUBAIIil KacKaly Koaryssiii, 1o
MPU3BOJHUTB /10 reMOopariyHux i TPOMOOTHYHUX TO/iH [14].

BucHoBKH. XBopo6a ¢oH Bissebpansia € HaHMOWKUPEHIIIUM CIaJKOBUM reMopa-
riYHUM po3J1a/ioM, SKUH NoTpebye iHAUBIlyaslbHOrO aHecTe3ioJioriyHoro nixoay Ao
xipypriuHoro JiikyBaHHs, 30KpeMa onTuMizanii piBHiB ¢pakTopy ¢pon Binnebpanza Ta
daxTtopy VIII, 110 € KpUTUYHUM [i/1s1 3aM06GiraHHs KpOBOTeYaM y INepionepaniitHoMy
nepiozi. BaxxJIMBUMU € Taki acleKTH aHECTE3i0JIONIYHOrO BeJeHHs Nalli€HTa, K Te-
parist aHTUGIOGPUHOMITUYHUME NpenapaTaMy, 3aMicHa Teparisi CBi>K03aMOpPOXKEHO0
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IJIa3MOI0, KpiompenumiTaToM, mpemnapataMu TPpoMOOIMTIB Ta KoHueHTpaToM FVIIL
st 3a6e3neyeHHs1 eGpeKTUBHOTO JIIKYBaHHS Ta 3HMKEHHS PU3UKY TPoMOoeM6o.Iid-
HUX yCKJIaJIHEHb BeJIMKE 3HAaUEHHS MalOTh MOHITOPUHI reMOCTa3sy, iHAUBiAyaJlbHUN
MiAXi 10 KOXKHOTO MaljiEHTa Ta IepCOHai30BaHOI0 L03yBaHHA 3aMicHOI Teparil.
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