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Benuka KpoBOTEUd € AO0CUTL MOLUMPEHOIO Y AOPOCIUX CTALIOHAPHUX NALLIEHTIB
SIK OCHOBHA NPUYMHA rocnitTanisauii um K yckagHeHHs nig Yyac nepe6yBaHHS

y nikapHi. HaiinowmpeHiwi npuuMHu KpoBOTEY BKAIOYAIOTb NOGIUHI edpekTn

Bif} 30CTOCYBAHHS NIKAPCbKMUX 30CO6IB i CUCTEMHI 30XBOPIOBAHHS; iIHKONM rocTpa
KPOBOTEYA MOXXEe PO3BUHYTUCS BHACNIAOK HERIarHOCTOBAHOro a6o HabyToro
NopyLUEHHS 3ropTaHHS KpoBi. Mepwmnm KpokoMm y gornagi 3a cTauioHapHUm
NALiEHTOM i3 KPOBOTEYEI0 € BUSHAUYEHHS, Y4 CUMNTOM KPOBOTeui AiliCHO HOBUIA,
YK NOPYLUEHHS reMoCTa3y HAsiIBHI B aHaMHe3i nauieHTa. Y nauieHTiB 3 06TskeHum
LW0A0 po3nany reMocTaly GHOMHE30M MOXKe 3HaA06MTUCS OLiIHKA HASBHOCTI
MOXXJIMBUX CMOAKOBUX KOArysioNnaTiid, TAKMUX K NOpyLueHHs GpyHKLUii TpomGouuTie,
xBopo6a ¢poH Binne6panpa (XB), remodinis um piakicni aediuntn pakropis.

Y nauieHriB 63 06TAKEHOro GHAMHE3Y LOAO KPOBOTEY, Y IKMX BUKJIOUYEHI iHLI

NPUYMHM NOPYLUEHb reMOoCTasy, TaKi 9K AuchyHKLia nediHku, no6iuHui edpexr
Bif} 30CTOCYBUHHS NiKAPCLKUX Npenaparie, CMHAPOM AUCEMIHOBAHOIO
BHYTPilLHbOCYAMHHOrO 3ropTaHHs (AB3) kpoBi uu aediuut geskux sitamixis,
MO)XXe 3Ha06MTUCS OLiHKa HaBYTUX Koarynonartiin — remodinii un XB.

PanToBi Ta TSIKKi KpOBOTEUi y TOPOCIIMX,
SIKi Iepe0yBaloTh HA CTALliIOHAPHOMY JIiKYy-
BaHHi, € YACTUM SIBUILIEM i MOXYTb OyTHU
3YMOBJIEHI SIK TTOIIMPEHUMM, TaK i pinKic-
HuMu akTopamu. J1o 3arabHUX (PaKTOpiB
HajexaTb CTPYKTYpHi MpoOJeMu, BILJIUB
JiKapChKMX 3aC00iB i CUCTEMHI 3aXBOPIO-
BaHH# (MmaHesb). KpoBoTeui, cipruunHeHi
CTPYKTYPHUMM TpoOsieMaMu (HaIpUKJIaI,
BapMKO3HE PO3IIMPEHHS BeH, TPABMHM Ta Xi-
PYpriuHi BTpy4aHHs), HaliKpalle MiamIaoThb-
CsI MiCLIEBOMY KOHTPOJIIO Ta iIHTEHCUBHOMY
JIIKyBaHHIO, B TOMY YUCJIi TpaHChY3iliHii
migrpumii. [ToGiuHa aist TiKapchbKUX 3aC00iB
(HaAIIpUKJIam, MONepeaIHE 3aCTOCYBaHHS
AHTUTPOMOOIIUTAPHNUX Ta/ab0 aHTUKOA-
TYJISTHTHUX TIpeTapaTiB), TAKOX ITOTPeOye
MiCIIeBOTO/TMiATPUMYIOUOTO JiKyBaHHS,

[MaHeAb
||Illl|l||]I!Hi ma HIHII]IIIII|IEHi
NpuYuHN KpoBOMeEY
U 20cnimanizoBanux gopocnux

3aeanvui
AHATOMiuHi/TpaBMaTUYHi MPUYUHU
(Bupa3Kku, onepallii, TpaBMU TOIIIO)
BB MenukamMeHTIB (aHTUKOAry-
JISHTA, aHTUTPOMOOLIMTAPHI, HEeCTe-
pOinHiI MpoTU3amnaibHi MpenapaTu
TOIIIO)
TpombouuTOmEHIS
3axBOpIOBaHHS MEYiHKM (Koaryiorna-
Tisl, KpPOBOTEYA 3 BAPUKO3HO PO3IIN-
PEHOI CYyIMHM TOIIIO)
HwupkoBa HemocTaTHiCTh/ypeMmist
Koarynonatist cnoxxuBaHHS
HedinuT Bitaminy K (mpu oomexeHii
JL€Ti/TIpUiioMi aHTUOIOTUKIB)

Piokicui
CnaakoBi MOpYIIEHHSI 3TOPTaHHS
KpoBi (remodinist, XB, Tpombo1Tap-
Hi TOpYIIEHHS TOIIO)
HabyTi nopyiieHHs 3ropTaHHS KPOBi
(inribiTopu a0 dakrtopa VIII sropraH-
Hs1 KpoBi, XB To1110)
3axBOPIOBaHHSI CMIOJIYYHOI TKAHUHU
Hediuut Bitaminy C

B IESIKVMX BUIIAIKaX i3 3aCTOCYBaHHSM CIIe-
MdiyHOI 1OIATKOBOI Teparlii, HampUKIIaI,
pesepcii (mpsimMi epopaibHi aHTUKOATYJISTH-
TH), (paKTOPHOI MiATPUMKU (aHTATOHICTU
Bitamidy K) abo mepenuBaHHS TPOMOOIIN-
TiB (TIEBHi TUIIA KPOBOTEY y MALli€EHTIB, SIKi
OTPUMYIOTh aHTUTPOMOOIIUTAPHI TIpeTapa-
TH). [Ipu KpoBOTEUi BHACTIIOK CHCTEMHOTO
3aXBOPIOBAHHS, OKPIiM BHIIE3a3HAYCHOTO
JIIKyBaHHS, TAKOX HEOOXiTHE JiKyBaHHS
OCHOBHOI MPUYMHU (HATTPUKJIIAJL, JTiKyBaHHSI
CeTIcucy, 1m0 3yMoBimoe B3 -cuanpom, ado
3JI0KiCHUX HOBOYTBOPEHbD, 110 CIIPUYUMHSI-
10Th TPOMOOILIUTOIIEHIIO).

Mo pinkicHUX (hakTOpiB KpOBOTEU HaJje-
XaTh BpOAXeHi a00 HAaOyTi MopyIlIeHHS
CHCTEeMU 3TOpTaHHS KpoBi. OCKilbKY mia-
THOCTHKA CIIaIKOBHUX MOPYIIEHb TeMOCTa-
3y, 0CODOJIMBO Y XiHOK, 4acTO yTpyJAHEHa
Ta ITOB’s13aHa 3i 3HAYHOIO 3aTPUMKOIO, Ii-
arHo3 MOXe OyTH BCTAHOBJICHUIA Ha ITOYaT-
KOBOMY €Tali B cTalioHapi abo B micJsi-
onepauiitHuit niepiox [1]. Kpim Toro, Ha-
OyTi MOPYIIEHHS 3TOPTaHHS KPOBi MOXYTb
MPOSBISITUCS TOCUTh TOCTPO B yMOBax
BigmieHHS HEeBIIKJIaTHOI MEIUYHOI JOITO-
Moru abo ctauionapy. Lli posnaau nmorpe-
Oy1oTh crieurdivyHOTOo JIIKyBaHHS Ta Me-
HEIKMEHTY.

Jlo MOMMpeHNX CIAaAKOBUX IMOPYIICHD
reMocTasy, sIKi MOXYTb MPOSIBJISITUCS TpaB-
MaTUYHOIO 200 CIIOHTAaHHOI0 KPOBOTEYCHO,
HajnexaTtb XB, nediuut dakropa VIII
(FVIII), a6o remodimist A, medinut FIX,
abo remodinig B, a Takox medinur FXI.
OnHaK pigKicHi MMOPYIIeHHS, TaKi K cIaj-
koBuit nedinut FV, FVIII, FX un FXIII,
TaKOX MOXYTb CYIIPOBOIKYBATHCS KPOBO-
TeyaMH, 110 MOTpeOyIOTh ToCHmiTamizanii
HaBiTb y mopociomy Bimi [2, 3]. Y nopociux
nauieHTiB 3 gedinntoMm FXIII pinko cno-
CTepiraeTbcs CIIOHTAHHUM BHYTPIITHBO-
yepenmHuit KpoBoBWIUB [4, 5]. KixbKicHi
TpOMOOLIMTAPHI PO3JIalM 3a3BUYaii repe-
JYIOTb KPOBOTEUi 3i CJIM30BUX 000JOHOK
Ta IIKipHW, OJHAK, BPaXOBYIOUH JiarHOC-
TUYHi TPYIHOILI Ta HEOOXiAHICTh MPOBE-
JIIEHHS CTeliali3oBaHUX JOCIiIXeHb, dia-
THO3 MOXX€ 3aJIMIIATUCS HE BCTAaHOBJIEHUM
IOTH, TOKH y TTaIliEHTa He BUHUKHE TSKKA

miciagonepaniiiHa abo mocTTpaBMaTUYHa
Kkposoteua [6]. ITamienTn 3 gucdiopuHO-
TeHEeMI€I0 KJIiHIYHO MOXYTh MaTH MPOSIBU
SIK KPOBOTEYi, Tak i Tpomb03y [7].

HaObyTi mopylieHHs 3ropTaHHST KPOBi,
X04Ya ¥ piIKo, MOXYTh MaTH HaI3BUYATHO
TSIKKi IPOSIBU, 110 TTOTPEOYIOTh TOCITiTai-
3amii. Habyra XB Moxe OyTu moB’si3aHa
3 niMbonpoibhepaTUBHUMU pO3JIalaMH,
TSKKOIO CEPIIeBOIO/KIallaHHOO TIaTOJIOTi-
€10 Ta CYIIPOBOMKYBATHUCS TSKKIMH KPOBO-
teuamu [8]. YacTora BumankiB HabyToi re-
Mo(iii 3pocTae 3 BikoM, i xoua MpuOJIU3HO
y MOJIOBWHM MAIli€HTIB IePIIONPUINHA
(opMyBaHHS ayTOAHTHUTLIT IO BIACHUX (paK-
TOPiB 3rOPTaHHS HE BCTAHOBJIEHA, ii PO3BU-
TOK MOXe OyTH TTOB’sI3aHUH 3 ayTOIMyHHM -
MM CTaHAMU, 3JIOSKiCHUMHU IyXJIMHAMHA,
iHbekisMu abo BariTHICTIO (TTOJIOTaMM).
Habyrta remodinis Moxe MposSBISATUCS
3HAYHUMHM KPOBOTECYAMU 3 M’ SIKHNX TKaHWH
a00 IIUTYHKOBO-KHIIIKOBOTO TPakTy [9].

IIpu oragai mamieHTa 3 KpOBOTEUEIO
SK Yy cTallioHapi, Tak i B aMOyJlaTOpHUX
yMOBax HalBaxKJUBIlIUM € 30ip MOBHOTO
aHaMHe3y KpPOBOTeUi, SIKM HaWKpaIlie
3MiACHIOBATH 3 BUKOPUCTAHHSAM OIIIHKHU
pU3UKY pO3BUTKY KpoBoteui (Bleeding
Assessment Tool, BAT) 3riqHo 3 peKOMeH-
mauisMu MiXHapOIHOTO TOBapuCTBa
3 TpoM0o3y i reMocTtasy (International
Society on Thrombosis and Haemostasis,
ISTH). I1pwu omiHtoBaHHI BaxXJIMBUMH (paK-
TOpaMU € OyJb-5IKi KpOBOTEUi B aHaMHe3i,
OOTSKEeHUI ciMeMHUWIT aHaMHe3 IIOH0
OyIb-SIKMX KPOBOTEY, a TAKOXK THII i JJOKa-
Jli3auist kpoBoteyi. [lepiopsinHe 3HaYUeHHS
Ma€ pO3pi3HEHHST CUMIITOMIB, IO CTIOCTE-
piraloTbCs BIIPOMAOBXK XUTTS, SIKi paHille
MOIJIM 3aJIMILATUCS T103a YBArow, i HOBUX
CUMIITOMIB. YBara 10 iHIIIUX JiarHO3iB, SIKi
MOXYTh 3yMOBJIIOBAaTH a00 MiIBUIIYBATH
PUM3WK BUHUKHEHHS y TalliEHTa HA0yTUX
pO3IamiB CHCTEMH TeMOCTa3y, TAKOX Ma€
BUpIIlIaJIbHE 3HAYCHHS.

JlaGopaTopHi OOCHIIXKEHHS € BaXIu-
BMMM IIpY BeICHHI MTAIliEHTA 3 KPOBOTECUCIO
(puc.), ajiec BOHM MaroTh 0a3yBaTHCs Ha J1a-
HUX aHaMHe3y KpoBoTeui. 30KpeMa, KO-
PUMCHI Ta BaXJIMBI JOCTIIKEHHS, TaKi SIK

BU3HAUYEHHS arperaiii TpoOMOOLIUTIB, MO-
XyTb OyTU HENOCTYIMHI HAa MiCLIEBOMY PiBHi
YU HEIOCTOBIpHi y MallieHTa, IKUI XBODPiE,
nepedyBa€e B JiKapHi Ta mpuiiMae 6arato
JIiKapChKUX TpenapartiB, 1110 BiATIOBITHO
YCKJIaJIHIOE BCTAHOBJICHHS AiarHo3y. Take
JIOCJIIKEHHSI CJIiI IPOBOAUTHU Oe3 ToTie-
PEAHBOTrO 3aCTOCYBAaHHS JIiIKAPCHKUX 32CO-
0iB, gKi, K BiIOMO, MOXYTb BILUIMBATHU
Ha DyHKIi10 TpoMOOLHUTIB. YacTo MallieHT,
y SIKOTO BIIepIlE BUSIBJIEHO KPOBOTEUY
B CTallioHapi, NOTpeOye 3aBeplIeHHST 00-
CTEXEHHSI B aMOyJIaTOPHUX YMOBaXx ITics
TOTO, K KpoBOoTeUa Oy/e 3yIMHeHa.

OuinoBaHng cmaHy nauwienma
3 20CMpO KpoBOMEeYew

Kniniynoi sunagok

64-piuHni YoNOBIK fOCTABNEHMIA A0 BiaAi-
NEHHs HEeBiAKNARHOI MEAMYHOT AOMOMOTU
Y TSXKOMY CTOHI 3i CKOPramMu HA 30AMLKY,
6nigicTb | nepegHenpuToMHmit ctaH. Jlabo-
PATOPHI AAHI: BUPAXEHA aHeMis (reMornobinH
6,8 r/pn), piseHb nerkouuTis i TpoMboumTie
y mexax Hopmu. PisukanbHe obcTexeHHs
nokasarno, Wo NALi€HT MAE NOLIMPEHI eKXi-
MO3M pyK, Hir i Tynyba 6e3 cUHLiB HO BHYT-
pilHiX noBepxHX. BunopoxHeHHs nauieHTa
€ remono3utuBHMMK. lNauieHT noeigomnse
npo 4YMUCNEHHI onepauii, BKIOYAOYM TOTANb-
He eHAONPOTE3yBAHHS KyNbLOBOroO cyrnoba,
XOMNeuMCTEKTOMIIo Ta onepauilo Ha xpebrTi,
IKi He CyNpPOBOAXYBANMCS AHOMAJILHOIO KpPO-
BoTeyeto. B aHamHesi aHomanbHi kpoBoTeui
BiacyTHi. PaHiwe 6ys 3gopoBui, 3a BUHAT-
KOM apTepianbHOi rinepTeHsii Ta BUKypto-
BaHHa 50 nayok uurapok Ha pik. Bigmiuae
3Q4MLLKY, NPOAYKTUBHWUMI KALLENb | MUMOBISb-
Hy BTPATY MAcH Tina Ha 4,5 kr 3a octaHHi
Kinbka Micsuis.

OkpiM TaxKoi aHeMii, nepeuHHe nabopa-
TOpHe 06CTe)KeHHﬂ BUABUNO NOOJOBXEHHS
AYTY Ha 73 c. Mikc-Tect nokasas kopek-
Lilo NPM HEFAMHOMY 3MillyBAHHI, ane no-
posxenHs AYTY npu inky6auii npu 37 °C
npotarom 30 x8. Pisenb aktusHocti FVIII
cranoButb <1% 3 inribitopom FVIII 35 ogu-
Huub Bethesda.

MauieHty npuaHayeHo pekoMBiHAHTHMIA
ceunsumnn FVIIl y posi 200 opmHmub Ha kino-
rpam macu Tina (npu ubomy piserb FVIII kon-
TPONIOBANM WOAO BIANOBIAI), a TAKOX eHpo-
cKOnMilo Ta KOMOHOCKOMIO, Mif Y4aC AKMX BM-
SIBJIeHO HEBENWKY BUPO3KY, WO OKTMBHO
KPOBOTOUMAQ, AKY NiKYBANM EHROCKOMIYHUM
metogom. MauieHty nepenunu 1 oguHuuio
epUTPOLMTIB.

OO6roBopeHHst KAIHIYHOTO BMIAAKY

Taxuii ctaH mali€eHTa € MOIIMPEHUM
nposiBoM HabyToi remodinii A (HIA). Iin-
IIKipHi Ta M’I30Bi KPOBOTEYi € HANITOIIN-
peHillolo JioKali3alieo KpoBOTeY Mpu
HTA, na sxi npumagae >80 ta >40% Bigmo-
BigHO [7]. HacTynHoOIO 32 MOLIMPEHICTIO
JIOKalli3amieo KpoBOTeY € IIJIYHKOBO-
KuIKoBuit TpakT (>20%). CevyocTaTesi,
3a04YEpPEeBUHHI ¢ iHIIII KPOBOTEYi Tparmisi-
10Thes piamie (<10%), a BHyTpillIHbOYEPETI-
Hi KPOBOBUJIMBU — PiIKO, aje MPO HUX
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Puc. Anroputm 06cTe)KeHHS AOPOCNOro CTaLiOHAPHOro NALiEHTA 3 TAXKKOIO 60 panToBOIO KPOBOTEYEID
(nomapaH4yeBMM KONLOPOM NO3HAYEHI BPOKEHI NOPYLUEHHS, a CipUM — HabyTi)

AYTY - aktusoBaHmi yacTkosui TpombonnactuHosmil yac; MY - nporpombiHosmi yac; MHB — MiXHApOAHE HOPMANi30BaHE BIGHOLEHHS,

HINAK - Hosi nepopanHi aHTUKOQrynsHTH.

noBigomaseTocsi. KpoBoTteui B cyriodu
TaKOX JTOCUTb PiAKiCHi, HAa BiIMiHY Bil Ta-
KX y TAIIEHTIB 3 BPOIKEHOIO reMoitieto.
binbnricts (77%) nauieHTiB 3BepTalOThCS
3i CKapraMM Ha CIIOHTAaHHY KPOBOTEUY,
a 70% — Ha cepiio3Hi KpoBOTeUi (piBeHb
remMornobiny <8 r/m1 abo oro 3HIKEHHS
Ha >2 1/mm) [9]. HI'A acomitoeTbes 3 BuCO-
KUM piBHEM cMmepTHOCTI (21%) i ipu Bu-
HUKHEHHI TSKKOT KPOBOTEYi BUSHAYAETHCS
SIK TeMAaTOJIOTIYHWI HeBITKIamHUNA CTaH,
IO BMMara€ IIBUAKOTO pO3Ii3HaBaHHS
Ta JIiKyBaHHS [25].

HTA po3BUBa€TbCS B pe3yJibTaTi CIOH-
TaHHOTO YTBOPEHHSI ayTOAHTUTINI IIPOTHU
FVIII. Xoua 11i ayToaHTUTLJIa MAIOTh CHiJIb-
Hy crienndigaicTh Tpoti FVIII Ta Helitpa-
JIi3yrouy nito 3 iHribiTopamu, siKi popmy-
I0ThCS MPU CHAAKOBIN remo@inii, Kio4o-
BOIO BIIMIiHHICTIO € T€, 110 MalliEHTU HE Ma-
JOTh 3HAYHUX KPOBOTEY B aHaMHe3i abo
MaTOTeHHUX BapiaHTIB TeHa F§, a Takox
Mpu TecTyBaHHi nauieHT 3 HI'A manu Hop-
manbHult pisenb FVIII panime. HTA 3a-
3BMYail BHHUKAE Y JTIOACH IMOXWIOTO BiKY,
a oTXe, B aHaMHe3i HasiBHi MmpoObJieMu
3 KPOBOTEUCIO.

JlabopaTopHe 00CTeXEHHS TOCHiTaNi30-
BAHOTO TTaIlieHTa 3 KPOBOTEUCIO TTOUYMHA-
etbcd 3 Bu3dHaueHHT AYTY i [1Y. [Tonos-
xeHHs AYTY y manienTa 3 HTA moxe 6yt
JIeTKUM a00 MOMipHUM; aHAJIOTIYHO aKTUB-
Hicte FVIII Moxe OyTu BiacyTHbOIO abo
MIPOCTO HU3bKOIO (3a3Buuaii <30%), 1o
HEIPOMNOPLIINHO TSIKKOCTI KpoBoTeui. Tut-
pu iHTiIOITOpiB, BUMIpsIHi 3a JOTIOMOTOIO
tecty Bethesda a6o itoro mogmdikarii Nij-
megen, MOXYTb 3IaBaTHCSI HU3BKUMU T10-
PIBHSIHO 3 TSIXKKIiCTIO KpoBoTeui. Lle 3Hay-
HOIO Mipol0 TIOB’3aHO 3 KiHETUKOIO iHTi-
0iTOpiB, 110 MOXe MPU3BECTHU JO 3HAUHOL

3nopQBAL YkpatHi

HEBIIIMOBITHOCTI MK aKTMBHICTIO (haKTOopa,
TUTPOM iHTiOiTOpa Ta KIIHIYHUMU CUMIITO-
MaMM KpoBoTedi [26].

Xoua mino3pa Ha HTA y uporo namieHTa
Ma€ OYTH BUCOKOIO, BUXOISUH 3 TTOYATKOBOL
npe3eHTallil i30J1b0BAaHOTO MOJIO0BXEHOIO
AUYTY Ta crioHTaHHOI, TIepeBaXKHO MiILLIKip-
HO1 KpOBOTEeUi, BaXJIMBO MTPOBOIUTH ILIUPO-
Ky IidepeHLiiftHy 1iarHOCTUKY 10 MiITBep-
IKCHHST KOHKPETHOTO TiaTHO3y. Y TaKoro
nauieHTa BaXJIMBO BUMIPSTU BCi (hakToOpH,
SIKi TOTEHILIIHHO MOXYTb CIIPUSITH 130J1b0-
BaHoMy nooBxeHomy AUTY, BKiTtovyaoun
FVIII, FIX Ta FXI. Takox Bax/J1uBe BUKO-
PUCTAHHS MiKC-TECTy, 0COOJMBO B YMO-
BaX, KOJIM BU3HAYEHHS PiBHSI KOHKPETHUX
(bakTOpiB HE € JIETKOAOCTYITHUM. Y HbOMY
AYTY Bu3HAUAETHCA 3 BUKOPUCTAHHSIM
TUIa3MU KPOBi MallieHTa, 3MilllaHol 3 HOP-
MajbHOIO miadmoro. Xoya AUTY moxke
JIe10 3HU3UTHCS a00 HaBiThb HOpMaJli3yBa-
THCS Oflpa3y MicJisl 3MilllyBaHHSI, 32 HassBHO-
cti inrioitropa FVIII BiH momoBXy€eTbCs mic-
151 inKyOarrii mpu 37 °C.

JlixyBanHg HTA y mauieHTa 3 KpoBO-
Teyero Ma€ aBa KOMIOHeHTH. CIoJaTKy
HEOOXiTHO JTOCSITTU TemMocTasy (Tadu.).
Xoua y mali€eHTiB 3 HU3bKWUM TUTPOM iHTi-
oiTopiB (<5 omgmHuib Bethesda) moxHa
OTpUMATH BiamoBiab Ha 3amimeHHs FVIII
BUILIOIO 103010, 11€ MOXXHA POOUTH JIMILIE
B YMOBaX aKTUBHOTO MOHITOPUHTY PiBHS
FVIII, ockinbKu BigMoBigb He € Tependa-
yyBaHOO. [TOCTiiHUII MOHITOPUHT BaXJIN-
BUH 9K 1J1s 3a0e3MedeHHsT afeKBaTHOTO
reMocraszy 0e3 pu3uKy IMiIBUIIEHHS PiBHS
FVIII, sax npaBuio, y naui€eHTiB JiTHbOTO
BiKYy, TaK i IJ1s MiIABUILEHHS EKOHOMIYHO1
edexTUBHOCTI JiKyBaHHS. OTHUM 3 Bapi-
aHTIB € BUKOPUCTAaHHSI PpeKOMOIHAHTHOI'O
ceunsgoro FVIII (rpFVIII).

Kanazi ta €sporri. IlepexpecHa peakTuB-
HicTb iHribGiTOpa no rpFVIII BapiaGenbHa,
TOMY HEOOXiTHUIA peTeJbHUIT MOHITOPUHT
piBHiB FVIII i Kopexiiist 1o3u, ajne Biamosii,
SIK TIpaBUJIO, Kpallli, Hi>XXK OUiKyBaHi IIpu 3a-
crocyBaHHi moacekoro FVIII [27]. Komm
rpFVIII HemocTymHMit Ta/a60 HeeEeKTUB-
HU# ab0 KOJIM MOHITOPUHT y pealbHOMY
Jaci HEMOKIIMBHIA, MOXXHA BUKOPHCTOBYBA-
TH ITYHTYIOUi areHTH, Taki K rFVIla ta/a6o
aPCC [28].

BigmoBigHO MO0 HasBHMX peKOMEHma-
i, Teparis TSKKux KpoBoteu npu HITA
Moxe nependavatu 3actocyBaHHs rFVIla
110 90 MKT/KT uepe3 KOXHi 2-3 TOTHU 3 TT0-
JIAJIBIIAM TIepexomoM Ha BBeneHHS aPCC
i 3 TOCTYIIOBMM 3HITKCHHSIM JO3H TIPOTSITOM
HACTYITHUX JHIB, SIKIIIO KPOBOTeYa KOHTPO-
JIbOBaHa. Y TAIli€HTIB i3 HETSKKOIO KPOBO-
TeUero, SIKi MOTPEOYIOTh TeMOCTATHIHOTO
nikyBaHHs, 3actocyBanHs aPCC y nosi Bin
50 mo 100 OJ1/xr uepe3 KOXHi 8-12 romnH
(e oinpbire 200 OJ1/xr Ha 100y) MOXKe KOH-
TPOJIOBATH KPOBOTEUY i IIOTPeOYBaTH MEH-
1Ie PECypCiB OXOPOHM 300POB’S IJIST KOPOT-
KoyvacHoro JiikyBaHHs. [TauieHTam i3 Kpo-
BOTEYEIO 3i CJIM30BUX O0OJOHOK i IIKipH
MOXe OYTH KOPMCHUM 3aCTOCYBaHHS Tpa-
HEKCaMOBO1 KMCJIOTHU Ta iHIIMX aHTUDiO-
PUHOJIITUYHHUX 3aC00iB OKpeMo abo B Mo-
€IHAHHI 3 3aMmillleHHsIM (akTopa. SKiio
piBeHb akTuBHOCTI FVIII HeMoxnuBo BU-
3HAYUTU HETallHO, MOIIJIFHO TUMYAacOBO
3YIIMHUTH KPOBOTEUY CEPEIHBOTO 200 TSK-
Koro ctyneHs 3a monomoroto rFVIla a6o
aPCC. PekoMeHIyeThCS TIepeBeIcHHS T1a-
i€HTa IO CIIELiaJi30BaHOTO MEANYHOTO
LEHTpPY, I¢ MOXHA IIBUIKO BCTAHOBUTHU
OCTAaTOYHMI IiarHO3 1 3MiMICHIOBAaTH MOHITO-
puHr aktuHocTi FVIII.

Jpyrum KJIt040OBUM KOMIIOHEHTOM JIiKYy-
BaHHsg HTA € epanukanis inrioitTopis. Lle
MOXHAa BUKOHATH Pi3HMMU CIIOCOOAMM,
X0ya Tepallisi IepIoi JIiHii BKJIIOYa€E 3aCTO-
cyBaHHS Tokokoptukoctepoinis (I'KC)
okpeMo abo B KOMOiHallii 3 TepopaibHUM

. Lo Tabnmugs. BapianTti remocraruHoro nikysaxHs HFTA
CrauioHapHHi NALiEHT 3 panToBoIo/ TAXKOK KPOBOTEYED abnnus. Bapia emocra oro nikysd
i Tepanis MepeBaru Heponiku
BigcyTHict B aHamHesi 366Dis QHOMHES KDOBOTEN BigcyTHicts B aHamHesi
—>
QHOMQJIbHUX KpoBOTEY B P QAHOMQNbHUX KPOBOTEY . . . . . HOTpe6y€ nOCTmHOrO MOHiTOp”Hry FV”l
rpFVIII binbw creuudiuHyi, Hix wyHTylosi arewT Jlesiki iribiTopu MOXyTb MaTH nepexpecHy
Avdepenuiitna piarHoctnka AudepeHuiiHa piarHoctka Edexrusniunii sa niopceiui FVII PeaKTMBHICTb
?P°H>§>§"] ";’(i;)’”le"*'g remocrasy Toctpuit abo xpoHiuHmit cTaH (3axsopio-
remoginis, Ab, TpomMdouuTapHa BOHHS MEYiHKM, MPMAOM MEAMKAMEHTIB, .
HeAOCTaTHICT Towo) AHATOMIYHI nplmmm ita.) I lioeipHo, n0'rpe'6ye BEEACHHA 6)’ Ryxe
Xpoiuuit cran Ha6yte nopywenHs remoctasy (Habyta . T - BHCOIUIX 03X | HE SMOXE 3ASaNeHTH
(30XBOpIOBHHS MeuiHKH, MpHitom e Sit T8 e Al Binbw cneupdiuHmi, Hix obXiaHi areHTy LinbOBi piBHi 30 AONOMOTOI0 iHribiTopiB
’ .
NiKiB, GHATOMI4HI NPUYMHU TOLLO) ' D O o .
Motpebye nocriltoro moriToputry FVIII
HOHOBerV“Ht?qIAL:'IB < > 3HuxKeHHs piBHs iBpUHOreHY Hecneundiunmit i noteHuinHo
Hopmanshwi 14/ aPCC 2-3 pasu Ha peHb HeeeKTUBHMM y AESKMX NALIEHTIB
Jlabopatophmit KoHTponb He noTpibeH BincyTHe nabopatopHe BUMIpIOBaHHS
Oudepenuiina giarHoctuka edextugHocTi
Dediunr pakropa (VIII, IX, XI) \J \J DOudepeHuilina piarHoctnka
BpoAXeHui abo HabyTuH, Bnnns 36epitb aHoMHe3 [1B3 Hecneundiunmi i noteHwinHo
nikapcekux 3acobis (renapuh, KpoBoteyi 3aXBOPIOBAHHS MEYiHKH S HeeEeKTUBHMH Y AESKMX MOLEHTIB.
T ne : Moxe 6yTi epekTBHMM Y naLlienTis, ki He pearyioTb .
HIMAK towo) BpoaxeHa rinodibpuHoreHemis FVila wa aPCC 6o rEVIIl a6o ko roFVIIl HemocrymHHit MotpibHe ayxe yacte AO3yBaHHS
Bosuakosui aHTMKOArynsHT BpoaxeHa prcdibpuHoreHemis L Pr Rocty! (womns, yepes koxHi 2-3 ropmku)
JlaBopatopHmit KoHTpOAb He noTpibeH . !
Bincytte nabopatopHe BUMIpIOBAHHS
Monosxewi [14/MHB, R
HopmansHui AYTY .
L5 Snnxens QHTHTEHY/ OKTUBHOCTI Mae nesny edexTHicts, ocobamso npu kposoTeyax Mowotepanis, imoipHo,
Andepenuiiina giarHocTuka dakropa doH Binnebpanna Tpaxekcamosa i3 cnM30BMX 060NOHOK. 3ACTOCOBYIOTH NEPOPANEHO Byae HEROCTATHBOK
Lebiur pakropa (VII) kucnota TO BHYTPILUHbOBEHHO He cnig npusnayati 3 aPCC yepes puank
BPOAXEHHit aBo HaByTHH EdpeTuBHICTb He 3HUXYETbCs 30 HASBHOCTI iHriBiTopa BUHUKHEHHS [IB3-cuHapomy
Brinue nikapcbkux npenaparis
(sapdapwh) i DudepeHuiiina piarHocTnka He € epextvHuM abo apekBaTHMM
3oxa.op|oslauuf| neyiHKu XB poaxeHa abo HabyTa NpU rocTpin Kposorgqi. )J,ocnigfxeuua
Dediuur sitamivy K TPUBAIOTb, TOMY AGHI OBMEXEHI
Eviunaymab Moxe 3MeHWHTH/yCyHyTH pU3HK KpOBOTEY] 3acTOCYBAHHS He AAE 3MOTH MPOBOANTH
. . R NPY HEYOCTOMY MAWKIPHOMY BBEAEHHI MOHITOPHHT iHribiTopiB
Mogoexenuit 4/ MHB, A4YTY Tect HO HOpMANbHMIM reMocTas Moxe He ameHwmTH notpeby
B AOAATKOBIH/ cneuydiunii Tepanii
. MpotMnokasauit y noeananki 3 aPCC
AvdepeHuiiiHa aiarHocTMka : O6TaXeHuH P /W
Jediunt paktopa (I, V, X, kombioearmi) peosned QHOMHE3 KpoBoTeY
oot ab H06;’T ;.I1 o , AH:T :;:x:s:::l:l:cyml KinbkicHuit aechexT TpomMBoLTiE aPCC - anmvinribitophmi koarynsuirtmi komnnexc; rFVlla — pekombinanthmi FVlla.
3°XB.OP'°B.GHH? MeAIHKM Bnaus nikapcbkux npenaparie ey L . :
Dediuur sitaminy K Ted i Bireiity.C MopywenHs ¢ibpuHonisy
Mepepo3ysakHs aHTUKOQrynsHTiB EPOBOTe‘" HEBIOMOI MPUUHHA rpFVIII cxBaneHuil myiss JiKyBaHHSI BUKOPMCTAHHSM LIMKiIoochaMiny 4u pu-
OpYLUEHHS KonareH ™ . .
Py Y AUTY-acomuiitoBarux kpoBoteu y CIIIA, tykcmmady [32]. KombiHOBaHa Teparris

I'KC Ta UMTOTOKCUMYHMUMH TIpeIrrapaTaMu
CIIpUSIE PaHILLIOMY TOCSITHEHHIO peMicii rmo-
piBHSHO 3 JikyBaHHsM nuiie ['KC, xoua
BOHA MOXE CIIPUYMHUTHU BUIINI piBCHBb
MoOiYHMX edeKTiB, BKIIIOYAIOUM PUBUK iH-
(dixyBanns [33]. [TamienTam, SIKUM TIPOTH-
rokasaHi [ KC, Moxe OyTy peKOMeHIOBaHA
MOHOTepamiss uukiaodochamimom [34].
Pemicist Mmoxe mocsiraTucs MOBIBHO, B ce-
pemaboMy Bim 40 mo 48 mHIB, 3aJIeXKHO Bil
Teparii Ta TUTpy iHTi6iTOpa [33]. Yepes He-
JOCTaTHIO KiJTbKiCTh JaHNX HEMAa€ KOHKPET-
HMX peKOMEH Ialliil 11100 Teparii Apyroi abo
TpeThoi JiHii. OgHaK SIKIIO TPOTATOM
3 TIKHIB HE CIIOCTEPITa€ThCS 3MiH TUTPY
iHTibiTOpa Ta/ab0 PiBHI AKTMBHOCTI (pakTO-
pa 3ropTaHHs KpOBi, MOXe OyTH TOLITbHUM
IIPU3HAYCHHSI HONATKOBUX IIpemnapartiB
JI0 OTHO- 200 TBOKOMITOHEHTHUX CXEM JIi-
KYBaHHSI, X04a 1€ MiJBUILYE 1X TOKCUYHiCTb
i pU3UK iH(]iKyBaHHS.

BaKuBMM MOMEHTOM € BpaXyBaHHS CyIyT-
HiX 3aXBOPIOBAHb, TAKUX AK AyTOIMyHHA
MATOJIOTis, 3/0SIKiCHi HOBOYTBOPEHHS, iH-
(hekmii, Ta/a00 MeIUKAMEHTO3HOTO JiKy-
BaHHs1. Tepanis MoKe BILTMBATH Ha nepedir
HTA ta/a60 mixxin xo imyHocympecii. Bax-
JHMBO, MO PENUINB/PENUINBA BHHUKAIOTh
y 20% xBopux, TOMY 151 OLIBIIOCTI mAalji-
€HTIB HeOOXi/IHMii MOCTIiiHNIT MOHITOPUHT
3araybHoro crany [33]. Y nanomy KiiHiu-
HOMY BHUNAJIKy MAIIEHT MaB 0araTo CymyT-
HiX (pakTOpiB PU3NKY Ta/a00 MOKIMBHX
IHIUKATOPIiB 3J0AKICHOCTI, BKJIIOYAI0UH
KYpiHHS B aHAMHe3i, BTPaTy MacH Tijia, 3a-
JUIIKY Ta NOCTiHUIA Kameib, TOMY nami-
€HTY CJIiJ NPOMTH BiANMOBIIHI Bi3yasi3amiii-
Hi 00CTeKeHHs.

Cnucok nitepatypu 3HOXOAWUTLCS B peaakLii.
Pedbepatuenuit ornap Samuelson Bannow B.,
Konkle B.A. How | approach bleeding in hospitalized
patients. Blood. 2023 Aug 31; 142(9): 761-768.
Doi: 10.1182/blood.2021014766.
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AHOMAJbHA KPO l-IA?
P|AK|CHE ANE
XXNTTEHEBE3MNEY HE 3BOJIIKATE!
3AXBOPKOBAHHSA HAMPABTE A0 IE JIOTA!
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