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1.4 Acquired haemophilia

Habyma ecemodgbinia (HI') - 1ie piakicHe, ajie TOTEHIIIMHO HeOe3MeUHEe JIJIs AKUTTS
reMoparidyde 3axBOPIOBAaHHS, M0 BUHUKAE€ BHACHTIJOK MPOAYKIII ayTOAHTHUTI,
HaIlpaBJICHUX MPOTH TUIA3MOBHX (HaKTOPIB 3CiaHHS KpoBi, Hanuactime npotu VI
(daxTopa [132]. biaokyroui ayToaHTUTIIIAa MOXKYTh Takok BuHukaTu npotu II, V, VII,
IX, X, XI, XIII dpaxTopiB Ta paxtopa Binnedpanara [133]. Ha Bigminy Bix criaakoBoi
remodinii, HI" B piBHI# Mipi XBOPIIOTH SIK YOJIOBIKH, TakK 1 kiHku [134, 135].

Haituacrime B kiiHIYHIN mpakThill 3ycTpidaioTbes iHri0iTopu g0 VIII pakxropa
3rOpTaHHS KPOBi, TOMY MU PO3TJIsIaEMO OCHOBHI MUTAHHS JIIATHOCTUKY Ta JIIKyBaHHS
XBOpuUX 3 Ookyrounmu antutisiamu 0 VIII dpakropa um HaOGyToi remodimii A.

Emionocia ma namoeenes. Ilpuunnoro HI' € mnosiBa OJIOKYHOUMX aHTUTLA 10
daktopa VIII (pVII) 3cimanns kposi [134]. TlonikioHanbH1 ayTOAHTUTLIA YACTIIIe
BIIHOCATHCA 70 Kiacy 1gG4, piaiie 3ycTpiuaroThCsi MOHOKJIOHAIBHI aHTUTLJIA KIIACiB
A 1 M, sKi, K MpaBWiIo, MOB's3aHi 3 MepeOdiroM 3JI0SKICHOTO 3aXBOPIOBAHHS KPOBI.
AHTHTINA, 1110 BUPOOISAIOTHCS, HAIIPABIICH] IIPOTH EMITOMIB, PO3TalllOBaHUX B A2, A3,
piame C2 nomenax monekyiau GVII [135,136]. AuTuTina He PIKCYIOTh KOMIUIEMEHT,
OTK€, HE CIPUYUHIOIOTH aHa(IaKTUYHI peaKIlii.

Yacto HI' BunHMKae Ha ¢GoHI pi3HUX IHTEPKYPEHTHUX 3aXBOPIOBAHb 1 CTaHIB.
Haiiuactime po3sutok HI' moB's3y10Th 13: ayTOIMyHHUMH po3fiafiaMu (peBMaTOIIHHMA
apTPUT, CACTEMHUN Y€PBOHUIN BOBUOK, PO3CISIHUN CKJIEPO3, TEMIIOPATBHUI apTepHiT,
cunapoM Illerpena, ayTtoiMmyHHa TreMoJliTUYHA aHeMis, cuHapoM [yamacuepa,
MiacTeHisl, xBopoOa ['paBeca, ayTOIMyHHHMI TINOTEpio3); 3alaIbHUMH MpoOIlecaMu B
KHUINKIBHUKY (HecmenudiyHuid BUPA3KOBHM KOJIT), XBOpoOamu miKipu (mcopias,
neM@iryc), xsopodamu JiereHb (OpoHxianbHa acTMa, XpOHIYHA 0OCTPYKTHUBHA XBOpoOa
JIET€Hb); AEPTTYHIMH PEaKIIIMHA Ha JIIKU (IEHIUIIHY, cyibdaHiaamiau, GeHIToIHH,
xjiopamdeHikoi, MeTuiomna, inTepdepor-anbda, haynapadiH, TIOKCAHTUHU, BAKIIMHA
BIXK Tomio); miaberom, roctpumu (opmamu renatutiB B 1 C; 3710sKiCHUMH
nmyxJinHaMu (TIpocTaTa, JIeTeHl, TOBCTHIM KUIIKIBHHK, MIANITYHKOBA 3aJ103a, IITYHOK,
’KOBUHI MPOTOKH, TOJIOBA Ta IIH, IIUHKAa MaTKH, MOJIOYHA 3aJ103a, MEJIAHOMA, HUPKH
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TOILI0); T€MATOJIOTIYHUMHU MyXJIHHAMHU (XpOHIYHUK J1iM]OIeiKo3, He-XO0IKKIHChKI
aiMdpomu, MHOHHHA Mi€JioMa, MaKporjao0ysiHeMis Bansaenctpema,
MI€JTOAUCIUIACTHYIHUN CUHAPOM, Mietohiopo3, eputpodeiikemis) [137,138].

Inoni HI' € nmepiioro 03HaKo10 OHKOJIOTTYHOTO a00 CUCTEMHOI'O 3aXBOPIOBaHHS,
TOMY TIPH J1arHOCTHIl 3aXBOPIOBAHHS HEOOXIHO MPOBOJUTH PETEIbHE 0O0CTEKCHHS
narieHTiB. Y 10% Bunankis ayroanturtisa 10 ¢ VIII BuHUKaOTH B KiHII BariTHOCTI 200
B MiCJISIIOJIOroBoMYy 1iepiofii. [Ipy npoMy OLIbIIOMY PU3UKY MiAAAIOTHCS JKIHKH, SK1
3aBariTHIM Briepiie. Hai6inpm Baxkkumu nposisamu HI' y iboMy BUIIaKy € MacHUBHI
MICIIANOI0TOB1 KPOBOTEU1, BIICTPOYCHI MAaTKOB1 KPOBOTEUI, 1110 BUHHKaOTh HAa 3—150
neHb. Ane npubmusHo y 50% BuUManKiB HE BUSBISETbCS 3HAYUMHUX CYIYTHIX
3aXBOPIOBaHb. Y TakoMy pasi HaOyTa reModiis BBaxkaeTbes imionaTuanoro [135]. V
Tabi. 1 nmpencraBieHa yactora po3BUTkKy HI' mpu pi3zHHX 3aXBOPIOBAHHSX.

VY Tabs. 2 npencTaBieHi JaHl PO PO3BUTOK OJIOKYIOUMX AyTOAHTUTLI O 1HILUX
(dakTopiB 3ropranss kposi (kpim VIII dakTopa) npu HassBHOCTI CYyIyTHBOI MATOJOTI].

Enioemionoecia. 3axBOprOBaHHA 3yCTPIYA€THCA JOCUTD PIJIKO. 3a TAaHUMHU PI3HUX
JOCJIIIKEHb, YaCTOTa MOT0 PO3BUTKY Yy J0opociux ckianae Big 0,2 mo 4 Bunaakis Ha 1
MJTH. YOJIOBIK B pIK. 3aXBOPIOBAHHS OUIBIN XapaKTepHE IS JIIOJEH CepeHhOTro 1
MOXMWJIOTO BiKy. HeBenukuil ik 3aXBOPIOBAHOCTI CIIOCTEPITAEThCS Cepe )KIHOK Y Billi
20-30 pokiB, 3HaYHO OibIIa 3aXBOPIOBAHICTh PEECTPYETHCS CEpell YOIOBIKIB y Billl
60-80 poxin [134].

3a jmaHuMu pi3HUX aBTopiB, yactora HI', mo 3ycrpivaerscs y JaiTed, He
nepesuirye 0,05 Ha 1 MiH. B pik. Y onucaHuX BUMaaKaXx (OHOBUMH CTaHAMH OyJd
IOBEHIJIbHUN PEBMATOIIHUNA apTPUT, HASIBHICTh aHTUHYKJICAPHUX AHTUTLI, 1HPEKIIT 1
aHTuOaKTeplaibHa Tepamis, 0 NpoBoAMIAacd, cUHApoOM ['yamacyepa, marosoris
nevyiHku 1 ractputu. KiIiHIYHI MPOSIBU JAHOTO 3aXBOPIOBaHHS y JITEH aHAJOTI4HI
TaKuM, SIK y nopociux [140].

Kniniuna xapmuna npu HI' Bigpi3HaeTbes BiJ NPOSBIB, 110 XapaKTepHI IS
cnaakoBoi remodimii [132, 133, 140-144]. TunmoBuM# reMOpariyHiMHU MPOSIBAMH TIPU
cnaaKoBii reMo(1ii € KpOBOBWIMBH B cyrniodu. s ocid, xsopux Ha HI', xapakrepHi

rocTpl MaCHMBHI KPOBOBWJIMBH B IIKIpY, M'sI3U 1 M'SIKI TKAaHWUHH, 3a4€PEBHI TEMATOMH,
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KpOBOT€Yl 31 CJIU30BUX OOOJIOHOK: HOCOBI, MAaTKOBI, IILTyYHKOBO-KHUIIIKOBI,
MakporeMarypis. Piaimie 3ycTpidaroThbCsi MacHBHI TPUBal MIiCIAMIONIOTOBI KPOBOTEHI,
KpOBOTEYI MiC/Is TpaBM abo omepaliiid, BHyTPIITHOYEPEIIHI KPOBOBIIIMBU. PinkicHUM
nposieoM HI' € kpoBoBuiMBH y cyrjio6u. IHmmMu mnposiBamMu HaOyToi remModiiii
MOXYTb OyTH MeJIeHa, STPOTCHHI KpOBOTEYi, OCOOJHMBO TICIS IMOCTAaHOBKU
BHYTPIITHROBEHHUX KaTETEPIB.

OuiHIOIYM KIIIHIYHY KapTUHY 3aXBOPIOBaHHsS, HEOOXiAHO mam'statu, mo HI
4acTO PO3BUBAETHCS Ha (DOHI TSHKKUX IHTEPKYPEHTHHX 3aXBOpIOBaHb. [Ipu po3BUTKY
reMOpPariyHoro CHHAPOMY HEOOXIJHO MPOBECTH AUGEpPEHIINHY 1arHOCTUKY 3
cunapomom JIB3, HI', xBopoboro Bimnebpanara, nu3diOpiHoreHeMi€ro, CragKoBOIO
reMoIi€r0, HAsBHICTIO BOBYAKOBOr0 aHTHKOAryystHTY [135]. KpoBoTeui MOXKyTb
TaKo)XK BUHHMKAaTH INpU NpOBENEHHS TrenapuHorepamnii. Jlokamizamiro 1 Xapakrep
reMOpariYHoro CHHAPOMY TaK0X MOKe 00yMOBIIOBaTU «(hoHOBUI» cTaH. KpoBoTeui
npu HI" yacto HOCSATh MacCUBHUM, HEOE3NEUHUI JIJIS )KUTTS Xapakrep. Y 3B'3Ky 3 LIUM
namieHtd 3 HI' moTpeOytoTh NMpu3HAuYeHHS aJleKBaTHOI reMocTaTu4Hoi Tepamii. Jlo
OCTAaHHBOT'O YaCy CMEPTHICTh BiJl KPOBOTEY, 1110 BUHHMKaIOTh Npu HI', konuBanacs Bix
7,9 no 22% 3 HaWOLIBIIMM PU3UKOM B mepiri THxHI micias maHidecramii. Y 25%
xBopux Ha HI' remopariuHi mposiBU HOCATH MOMIPHUI XapakTep, TOMY BOHH, SIK
MPaBUJIO, HE MOTPEOYIOTh TEMOCTATUYHOT Tepallii.

HHiaenocmuxa. TlanieHTy 3 ayTOaHTUTLIAMHU 10 (DaKTOpiB 3ropTaHHS KpOBi (B
ocHoBHOMY 110 VIII dakropa) MoxyTh 3ycTpiyaTUCs B KJIIHIYHIN MpaKTULl J1KapiB
PI3HHUX CHEIaTbHOCTEH, K1 HE MalOTh JOCBIAY B JIarHOCTHUIl Ta JIKyBaHHI IIbOTO
PIIKICHOTO 3aXBOpIOBaHHA. TOMYy BUHMKHEHHS TOCTPOi KPOBOTEU] UM 1HIIUX MPOSIBIB
reMOpariYHoro CUHAPOMY Y Malll€eHTa 3 BIICYTHICTIO FeMOpariii B aHaMHe31, 0COOIMBO
B MOXWJIOMY BiIll YU B MICJISANOJOTOBOMY TEPiOJil, Ta 130JIbOBAHUM TOJIOBKEHHAM
aKTUBOBAHOT'O YaCTKOBOT'O TPOMOOTIACTUHOBOTO yacy (AUTY) moBUHHO HABOJUTH Ha
OYMKY TIpO MOXJIMBUH pAiarHo3 HaOyrtoi remodumi [136]. Ilpm miarHoctuui Ta
BU3HAYCHHI MPaBUILHOI TaKTWKHU JiKyBaHHsS HI' Hajg3BW4aiiHO Ba)XJIHMBOIO € TiCHA
CHIBIpalls KIIHILKCTIB, JJAOOPAaTOPHOI CIY>KOM Ta CHELIaNiCTiB IIEHTPIB T'€MOCTa3y

(remodinii) — nuB. puc.l. Jns BcranoBnenns miarno3y HI' motpiOne maGopatopue
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niaTBepKeHHs. HeoOX11HO BUSBUTH LUPKYJISIIIIO B KPOBI CHEIU(IYHOTO 1HT101TOPY
¢ VIII. Ha nepmioMy eTarni JOCIKEHHsT TTOKa3aHO MPOBEACHHS T'€MOCTa310JI0TTYHOTO
CKPHUHIHTY: MiAPaxyHKY KUIBKOCTI TPOMOOLIUTIB, BU3HaUeHHs yacy kpoBoTeul (UK),
aKTMBOBAHOT'O0 YaCTKOBOTO (mapiiiaabHOro) TpomOoriactuHoBoro yacy (AUYTY),
npotrpombiHoBoro vacy (ITH), tpombGinoBoro uacy (TY) i ¢iOpuHOTEHY Ta TECTIB
smimyBaHHs miasmu [137]. YV namienris, xBopux Ha HI', crioctepiraerbest i30150BaHe
noaosxeHHss AUTY npu HopMmansHux nokasnukax 14, TY, UK, pibpunoreny. Aximio
y maifienTa € (OHOBI 3aXBOPIOBAHHS, SIKI MOXKYTh 3MIHIOBaTH KOAryJIOT14H1 TecTH a0
BHUMAararoTh JIKyBaHHS aHTUKOAryJIIHTaMH, JaHE MPaBUJIO MOXKE MOpyuryBaTHCS. Y
1A cuTyarlii MoIJIHBe TToAoBKeHHs He TUibku AUTY, ane 1 [T4Y, TY, UK.

B Tecti 3MminryBaHHs mia3Ma Tall€eHTa 1 HOpMajibHA IUla3Ma 3MINIYIOThCS Y
criBBigHomeHH 1:1 Ta Bu3Havaetbest AUTY micnst 3MinryBaHHs Ta iHKyOarii mpu t
37 °C mpotsrom 1-2 rox. Sxmo 3umxeHHs aktuBHOcTi VIII dakropy mos’szane 3
uupkyssiieto 1HrioiTopa VIII gakropa, kopekuiss AYTY He HacTynae, Ha BIAMIHY Bij
3HMKEeHHS akTUBHOCTI GV, He OB'A3aHOTO 3 ITUPKYIIAIIEIO 1HTIOITODY.

Takox HeEOOXimHO mpoBecTH AU(EpeHIanilo crneuru@iuHoro IHrioiTopy 3
Hecrenn(PiyHUM — BOBYAKOBUM aHTUKOAryistHToM (BA). Jlna mupkynsamii BA
XapaKTepHA BIJCYTHICTh KOPEKIIl HE TUIbKU MICas 1HKyOallii, ajie 1 Npu IpOBEICHHI
aHaii3y BlApasy Micis 3MINTyBaHHS 3 peakTuBaMu, yyTiauBuMu 10 BA. ITpu HI" anani3
AYTY 1 aktuBHocTi (VIII, mpoBemenuit Bimpasy micis 3MIlIIyBaHHS, IOKa3ye
YaCTKOBY KOPEKIIIO.

Ha npyromy etami JiarHOCTUYHUX JOCTIIKEHb HEOOXITHO MPOBECTH aHai3
aKTUBHOCTI (paKkTOPiB 3ropTaHHs KpoBi, 30kpeMa GVIII. 3amkenns aktusHocTi G VIII
y Maifi€e’Ta, 0 He MaB J0 TOT0 reMOpariyHuX MposiBIB, € HENpsiMoro o3Hakoro HI 1
BHMAarae JOCHIDKCHHS HasSBHOCTI crneru@IgHOro iHrioiTopy. AHami3 aKTHUBHOCTI
1HT101TOpY MO MeToay bere3na BusiBIIA€ HENiHIMHY 3ayiexkHicTh. HaBiTh 1HKyOalis 3
BEJIMKOIO KOHIICHTPAIIEI0 aHTUTLI HE MPUBOAUTHL 10 MoBHOI iHakTuBamii GVIII. Ile
cBimuuTh mipo Te, mo npu HI VI, yTBOproroun kommiekc 13 crernudigHuMu
aHTUTIIaMK, 30epirae 3aJMIIKOBY aKTHBHICTh. Taka peakiiss aHajoriyHa Il

KIHETUYHOMY THITy 1HTIOITOpYy mpu coaakoBi remodimii A. Takum yuHOM, 3a
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HAsIBHOCTI BHUPAXXEHOTO TeMOpPAariyHOro CUHAPOMY B KPOBI MAaIllEHTa BUSBISETHCS
3anuikoBa akTuBHICTH GVIIL.

BaxxnuBumu Ta HeoOX1AHUMHU J1TaOOPATOPHUMH MOKA3HUKAMHU JIJISl TOCTAHOBKH
niaraHo3y HaOyToi remodinii € Bu3HaueHHs 1HT10iTOpYy hakTopa VIII [138,140]. Ane
HEOOX1IHO BpaxOBYBaTH NMPHU BCTAHOBJIEHHI J1arHo3y, 10 HHU3bKiI PiBHI 1HTIOITOPY
MOXKYTh BHSIBJISITHCS y TMPaKTUYHO 3J0POBHX Jtojed 3 HOpMmaibHUM piBHeMm VIII
(dakTOopy Ta 3 BIJICYTHICTIO KpOBOTE€Y B aHamHe3l. B omgHOMy nochiimxkeHHI Oyio
MOKAa3aHO, IO HEUTpami3yrodi aHTUTLIA BUSABISUIMCST B 17% 310poBUX JOHODIB,
0COOJIMBO y )KIHOK, 5IK1 OaraTo HapoHKyBaIH JITEH.

JIns KUIbKICHOTO JTOCHIPKEHHS 1HT101TOpa 3acTOCOBYEThes MeToi beresznma B
Moaudikamii Himerena. Onna ogununs betezna (bO) — 1ie KUIbKICTH 1HT10ITOpA, SKa
iHakTuBy€ 50% (axropa VIII B HOpMabHiH 11a3mi Iicis iHKyOarii mpoTsaroM 2 roJiuH
npu temneparypi 37°C.

Jlns BU3HayeHHs JIOKali3alli, BEJIMYMHU KpPOBOTEY, MOHITOPUHTY Teparii
MOKa3aHO 3aCTOCYBAaHHA Y TaKUX MAIIEHTIB IHCTPYMEHTAILHUX METO/IIB JTIOCII1IPKEHHS
(MPT, KT, Y31).

Hugepenyitina oiacnocmuxa. HI' HeoOximHo mudepenmitoBatu 3 JB3-
CUHAPOMOM, OCKUIbKU mpu JIB3-cuHapomi Takox Moxe Oytu nomoBxkeHudn AUTY
[138,139]. Ane, xpim, momoBxkeHoro AUTY mnsa JIB3-cuHapomy XapakTepHO
nogoBxkeHHs [1Y, 3HmkeHHs piBHSA GiOpUHOTEHY, 301BIICHHS MPOAYKTIB JIerpaaallii
¢10puny Tta Jl-numepiB, TpomOouuToneHis. Tomy, MNPUCYTHICTh 130JIbOBAHOTO
nogoBxkeHHss AUTY — oco0auBo BaxkimBa o3Haka HaOyTol remodinii [140, 142, 145,
146].

[3onboBane noposxkeHHss AUTY crnocrepiraerbesi TakoK MpU 3HUKEHHI PIBHIB
daktopis VIII, IX, XI, XII, BUCOKOMOJIEKYISIPHOTO KIHIHOT€HY YU MPEeKaIiKpeiny, a
TaKOX TP HASBHOCTI aHTHKOATYJISHTIB, TAKUX SK BOBYAKOBUN aHTHKOATYJISIHT, M
1HT101TOP1B (PaKTOpiB 3ropTaHHs KpoBi. OJIHIEIO 3 TPUYUH apTEPiaIbHUX T4 BEHO3HUX
TpoMO03iB, OCOOJIMBO y JIOJEH MOJIOIOTO Ta CEPEIHBOTO BiKY, € MPOMYKIiS aHTUTLI,
N SKUX HampaBjieHAa Ha KOMIUIEKC, III0 YTBOPIOEThCA QocdominigaMu Ta

Ko(akTopHuMm OinkoM (wactimie 1e Oerta-2-riikonporein | uum mporpom6Gin). Ilig
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TEPMIHOM «BOBYAKOBUN aHTUKOATYJISTHT» 00’ €JHaHa TpyIa IMyHOTJIO0YJIiHIB Kjacy |g
G rta IgM, ski in Vitro iHriOyroTh (ocdoimia-3anekHi KoaryJsaiiiHi TeCTH, 110
MPOSIBIISIETHCS TIOJOBXKEHHSM Yacy 3ropTaHHs KpoBi. He 3Bakatoun Ha Te, mo in Vitro
BOBUYAKOBHUI aHTUKOATyJISTHT PUBOJIUTS JI0 MOIOBKEHHS Yacy 3ropTaHHs, iN VIiVO ioro
MPUCYTHICTh AaCOIIIOETHCS 3 PO3BHTKOM TpombOo03iB. Ile oOymoBiIeHO THUM, IO
BOBYAKOBUI aHTHUKOATYJISIHT BUKJIMKA€E 3MIHU B IPOTU3TOPTYIOUUX CHCTEMAaX MPOTEIHY
C, Oera-2-rnmikonpoteiny I, aHekcuHy V Ta NOpPOCTAlMKIIIHY, SKI I1IBUIIYIOTh
3rOPTYIO4Y aKTUBHICTH KPOB1 Ta MPU3BOJAATH 0 PO3BUTKY apTepiaTbHUX Ta BEHOZHUX
TpOoMOO3IB PI3HOI JIOKaji3alli, MiABUILYIOTh PU3UK TPOMOEeMOOJIii, MOXYTh OYyTH
MPUYUHOIO TPOMOO3Y TUTAIICHTAPHUX CYJIUH, HECIPUATIMBO BIUIMBAIOTH Ha MPOIIEC
IMILUTaHTAIll1 3apojiKa, epedir BariTHOCTI, PO3BUTOK IUIOAY, MOKYTh OyTH MPUUYHUHOIO
MOBTOPHUX MUMOBLIEHUX a00OPTIB B APYroMy TPUMECTPI BariTHOCTI.

Jlikap-KIIHIIKUCT MOBUHEH BU3HAUUTH, 4d € TofoBxkeHHs AUTY pe3ynbraTom
Aii BOBYAKOBOTO AHTHKOATYJSHTY, IUPKYJIIOIOUUX HEUTPaTi3yl0unX aHTUTUT YU
ICTUHHUM KUIbKICHUM JAe(iiuToM (QakTopiB 3ropTaHHs KpoBi. [Ipu i3o010b0BaHOMY
nogoBxkeHHl AUTY mnpoBeneHHs OCTIKEHb BOBYAKOBOI'O AHTUKOATYJSHTY €
000B’s13k0BUM. [Ipy HasIBHOCTI BOBYAKOBOTO AaHTUKOATYJSHTY HE BiJI0yBa€ThCs
xopekwii AUTY 3pasy micis 3MillyBaHHS MUIa3MM Ta Iicis iHKyOamii mpu t — 37°C
npotsarom 1-2 ronuH. BoBUakoBHiI aHTUKOAryJIIHT MOKE BUSIBIISITUCS 1 Y XBOPUX HA
Ha0yTy reMo o, MPoTe, 1€ HE € XapaKTEePHUM.

[litkoMiTeT 1O BOBYAKOBOMY AaHTUKoaryjisHty Komitery 3 Hayku Ta
cranaaptuzaiii Mixuapoanoi Crnuiku mo Tpom003aM Ta reMocTa3y 3alpolOHyBaB
HACyIH1 KPUTEPIi /Il TIarHOCTUKU BOBYAKOBOTO AaHTUKOATYJISIHTY. BOHU BKITIOUAIOTh:
MO/IOBKEHHS OJTHOTO YM O1nible Pochominia-3anexHuX CKPUHIHTOBUX KOATYJISIIIIITHIX
tectiB (AYTY, ITY, yac axktuBOBaHOTO (akTopy X); BIACYTHICTH KOPEKIIil
MO/IOBKEHHSI TECTY IIPH 3MIIIYBaHHI JOCIIKY€EMOI0 3pa3ka 3 HOPMaJIbHOIO TJ1a3MOI0;
KOPEKLisl TMOJOBXKEHHS TecTy NpH HaIaumkKy Qocdomimiais, BiACYTHICTb
cnenupiuHuX 1HTIOITOpIB TOOWMX (akTopiB cuctemu 3ropraHHs KpoBi. CyBope
JOTPUMAaHHS O3HAUYEHUX KpUTEpIiB 3abe3nedye HailHy J1abopaTOpHY I1arHOCTUKY

BOBYAKOBOI'O aHTHKOAI'YJISAHTY.
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IIpu npoBeneHH1 nudepeHIiiHOI A1arHOCTUKKW HaOyTOi reModiiii HeoOX1THO
BUSCHUTH MOXJIMBICTh 3aCTOCYBaHHS T€MapUHy MPHU JIKyBaHHI XBOPOro (JeTajibHe
BHBUYEHHS 1CTOPIl XBOpOOH Ta JINCTIB MpU3HAUYCHHS JiKiB). [Ipu HasBHOCTI remapuHy B
ma3mi nopsia 3 moaosxkeHuM AUTY criocTepiraeThes Mo0BKEHUM TPOMOIHOBHM Yac
B KOMOIHAIlIl 3 HOPMAaJbHUM PENTUIA3HUM 4acoM. [CHYIOTh 1ab0opaToOpHi METOIUKU
BUJAJICHHSA TemapuHy 13 3pa3ka IUIa3MU IUIIXOM 3aCTOCYBaHHsS TelapuH-
a0CcopOyIOUHUX CMOJI YA €H3UMIB JI0 MPOBEICHHS TECTY 3MIITyBaHHS.

[Tpu HI', sixa BuHMKIAa Ha (OHI BAriTHOCTI MOKAa3aHO TECTYBaHHS XBOPUX Ha
HasIBHICTh AyTOIMYHHHMX TMOpPYIIEHb, TaKUX $Ka CUTEMHUN YEpPBOHUN BOBYAK,
PEBMATOITHUMN apTPUT, sIKI MOTPEOYIOTh MEBHUX 3MIH B TEPANIEBTUYHIN TaKTHIII.

Jlixysannsa. Ctparteris aikyBanHa HI' 3acHOBaHa Ha BUKOHAHHI JBOX T'OJIOBHUX
3aBJlaHb: 3YIUHUTH KPOBOTEYY Ta BUAAIMTH iHTiOITOp [147-149]. 'onoBHa MeTa —
3YNMUHUTH KPOBOTEUY Ta 3a0€3MeYUTH €(PEKTUBHHI KOHTPOJIb MaHiecTarii pi3HUX
TUMiB KpoBoTed. KiHleBa TepaneBTHYHa ME€Ta — BUAAJIUTHU IHTIOITOp Ta BUIIIKYBaTH
XBOPOOY.

TepaneBTUYHA TaKTHKA 3aJI€KUTh B1Jl €TIONOTI Ta MATOrE€HE3Y 3aXBOPIOBAHHS,
KIJIIHIYHOT Tpe3eHTanii HaOyTol KoaryjomaTii Ta TUTpPY aHTUTUl (1HT10iTOpa).
binbmiicte XBopux Ha HaOyTy reMo(duiiio — L€ JIIOAM CTapLIoro BiKy 3 Oararbma
CYMyTHIMH 3aXBOPIOBAaHHSMU 1 MOTPEOYIOTh 1HAMBIAYJ130BAaHOTO TEPANEBTHYHOTO
miaxoay. JJocuTh 4acTo JIIKyBaHHS OCHOBHOTO 3aXBOPIOBAHHS UM BiJIMIHA TEBHUX
MEJIUKAaMEHTIB MPUBOAUTH A0 epajukailii inrioitopa. HeoOxigHo mam'statu, 1o npu
BUOOPI1 JIIKYBaHHS y KOKHOMY KOHKPETHOMY BHUMAJKy HEOOXIJIHO BpPAaxXxOBYBaTH BIK
Mali€HTa 1 HAsIBHICTh Y HBOTO CYMYTHIX 3aXBOPIOBaHb. Tak, 3aCTOCYBaHHS CTEPOIIIB Y
0ci0 JITHHOTO BIKY MOKE OYyTH OOMEKEHO Yy 3B'SI3KY 3 IlyKPOBHUM J1a0€TOM, pU3UKOM
PO3BUTKY KaTapaKTH, IICHUXO03y, OCTEONOpO3y, @ BUKOPUCTAHHA TaKUX AaKTUBHUX
MPOKOAryJISIHTIB, $K akThuBoBaHUM (aktop VII Ta akTUBOBaHWI KOHIIEHTpPAT
MPOTPOMOIHOBOTO KOMIUIEKCY, B OKPEMHUX BHUMAJAKaX TMPU3BOAUTH JI0 PO3BUTKY
TpoMOO03iB, OCOOJMBO 3a HASBHOCTI aTEPOCKIEPO3Y 1 CHCTEMHHX 3aXBOPIOBAHb
CHOJIy4HOi TKaHWHM. [Ipy BuUpilIEHHI NUTaHHS MOPO NPOBEIEHHS TIEeMOCTaTHYHOI

Teparnii HeoOX1JHO BPaXxOBYBAaTH CITIBBIJHOIIEHHS HACIJKIB BUHUKHEHHS TOTO abo
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IHIIOTO TeMOpAriyHoro TMposiBYy 1 PHU3UKH BiJI 3aCTOCYBaHHS Te€MOCTaTHYHHMX
npenapatiB. Tak, 130J1bOBaHI MIKIPHI TeMOpariyHi IposiBY, K MPaBUJIO, HE BUMAaraloTh
aKTUBHOI T€MOCTATUYHOI Teparii.

3 tepamii narienTiB 3 HI' He0OXiHO BHKJIIOUMUTH MperapaTu, 0 BXOIATH B
CIMCOK MOXJIMBHX TpoBoKaTopiB. Jlo Takux mpemapariB  BIIHOCATHCS
aHTHOaKTepianbHi mnpenapatd (MEHIMWIIH, CyiabpaHiIaMian, TUIpoQdIOKCalH);
iMyHoMoAayJiaTopHu (iHTepdepoH, ¢ynapabrH); NCUXOTPONHI npenapat ((heHIToiH,
(GIYMEHTHKCOII, 3YKJIONEHTHKCO; KIomuaorens). Jlo po3BuTky HaOyToro iHrioiTopa
1o G VIII, okpim nepepaxoBaHux, UMOBIPHO, MOKYTh IPUBOAUTH II1E ICSIKI IpenapaTH.
OxkpiMm mpenapartiB, 0 MPOBOKYIOTh PO3BUTOK 1HTIOITOPY, mamieHTu 3 HI' MOXyTh
3aCTOCOBYBAaTH AHTUKOATYJSHTU 1 Jie3arperaHTd y 3B'S3Ky 3 HAsABHICTIO (POHOBUX
3axBopioBaHb. Y maiieHTiB 3 HI' 3acTocyBaHHS TakuX MEAMKAMEHTIB, IBU/IIIIE 3a BCE,
MPU3BENE 0 BaXKKWX, HaBITh (PaTaJIbHUX KPOBOTEY 1 KPOBOBWIIMBIB, TOMY, BIApPa3y
MICJISE BUSABJICHHS MEPIIMX TEeMOpPAriuyHUX CHUMNOTOMIB, HEOOXigHa BiamiHa (abo
KOPEKIIisl I031) aHTUKOATYJISIHTIB 1 JIe3arperanTis.

VY namieHTiB 3 HE3HaYHUMHU KpPOBOTEYAMHM I€MOCTaTUYHA Tepallis MOXE He
MIPOBOJIUTHUCS, ajle JIJIi HUX MOKa3aHO MPOBEJEHHS IMyHOCYNPECHUBHOI Tepamii mpu
BCTAHOBJICHH1 J1arHO3y Ha0yToi reModutii. Aje HEOOXiHO MaM’SITaTH, 0 BAXKICTh
KpoBOTeul npu HaOyTii remodinii Moxe He 3anexatu Bia piBHsS VI um tutpy
iHri0biTOpa. ToMy pillleHHS! PO TMPOBEAEHHS T'EMOCTATUYHOI Teparii B OCHOBHOMY
MOBUHHO MNPUWMATHCS HA OCHOBI BHUPAXEHOCTI KIIHIYHOI CHUMIITAMAaTUKH. Alie
JTOCIIKEHHSI TUTPIB 1HTIOITOPY € OOOB’SI3KOBUM IS BHU3HAYCHHS MPABHIIBHOI
TaKTUKH reMocTaTuyHoi Tepamii! B Tabmn. 3 nmpencrapieHi Mi>KHAPOIHI pEKOMEH 1Al
0 JIIKYBaHHIO XBOpUX Ha HaOyTy remoduiiro. B tabn. 4 mpeacTaBieHi MiKHAPOIHI
peKOMeHaIlli BU3HAUYCHHS T€PaneBTUYHAOI CTpaTerii JIKyBaHHS TOCTPUX KPOBOTEY
npu HaOyTii remodinii.

PilieHHs mpo ajbTEpHATHBHI TEPANEBTHUYHI CTpaTerii MpUUMarOThCS TMICHS
aHaI3y pe3ysbTaTiB JIIKyBaHHS MpermapaTaMu nepioi JiHii. B Tabn. 5 npencrasneni
MDKHApOJIHI KpUTepii BIICYTHOCTI TEpaneBTUYHOTO e€(eKTy TMpu MpPOBEIEHHI

JKYBaHHS TOCTPHUX KPOBOTEU MPHU HAOYTIH reModiii.
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Takxmuxa mepanii npu Kposomeuax cepeoHbo20 Ma BaANCKO20 CMYNEHs 3
mumpom ineioimopa FVII menwe 5 5O. CynepeuwnBuMU € J1aHi Mpo e(PEeKTUBHICTD
3acrocyBanHs npu HI" konnentpary ¢akropa VII. Oxni aBTOpM BBaXKarTh, MIO
3aCTOCYyBaHHA BUCOKUX /103 dakropa VIII npu HU3BKOMY TUTpPiI — MEHIIIE 5 OJMHUIIb
bere3na (bE) no3BossIE TOCATTH TEMOCTAaTUYHOTO PiBHSA. [HIIII aBTOPH BBaXKAIOTh, ITI0
3actocyBaHHa (aktopa VIII edpexTuBHO TUIBKM y MO€AHAHHI 3 METOJAaMH, IO
3HUKYIOTb THTpP 1HTIOITOpY, — EKCTPaKOPIOPaIbHOI HMMYHO0a0COPOIIi€o,
1HTEHCUBHOIO IMYHOCYIIPECI€I0 1 peKOMEHIYIOTh 11l METOAM JIUIIIE MPH HeOe3MeUHuX,
HEKOHTPOJHOBAHUX KPOBOTEYAX. 3a JAaHUMHU 1HIIKX aBTOpiB, BBeneHui ¢ VIII mBuako
3B'SI3Y€ThCSA 3 QHTUTUIAMH B KPOBI MAIli€HTIB, TOMY 3acTocyBaHHs (aktopa VIII 'y
naiiedTiB 3 HI' He Mae NpakTUYHOTO 3HAYEHHS.

VY 3B’513Ky 3 PI3HOIO KIHETUKOIO HA0YTUX aHTUTLI, HEOOX1IHY 103y KOHIICHTPATY
(akTOpa 3ropTaHHs HE MOXHA BU3HAYUTU TOYHO. [[edKl KIHIUCTU MPU3HAYAIOThH
MOJIBIHY 4M MOTPIWHY 103y KOHIIEHTpaTa ISl TOCSTEHHS TEPAeBTHYHOTO €(EKTYy.
Pexomennyetncst qo3a ¢ VII 200 MO/Kr BHYTpIITHROBEHHO KOXHI 8-12 rouH.

VY maii€eHTiB 3 Ay)Ke HU3BKUM TUTpoM 1Hri0iTopa (<3b0O) Ta 3aJIUIIKOBOIO
aKTUBHICTIO (paKTOpa 3rOPTaHHA KPOBI MOXKE 3aCTOCOBYBATHCS JAECMONPECHH. Y
3I0POBUX JIIOJIEM 3aCTOCYBaHHsS JecMornpecuHy B 11031 0,3 MKI/KT OpUBOAUTH 0
tumuacoBoro 30uibiieHHs ¢ VIII ta ¢akropa BimneOpanara B 2-3 pasu. Ane y
oinbmocTi narieHTiB 3 HI' mikyBaHHS TecMonpecHOM He 3a0e3Medye reMocTas.

Taxmuxa mepanii Kpogomey cepeoHb020 Ma 8ANHCKO20 CHYNEHs 3 MUMPOM
ineioimopa FVIII 6incwe 5 HO. Ilpu BaxXkux KpoBoTeUuax Ta TUTPI iHTIOITOpa >550
MOKa3aHO 3acTOCyBaHHs akTuBoBaHoro ¢akrtopa VII, um kombGinamia rFVIla 3
AKTUBOBAaHUM KOHLEHTPATOM MPOTPOMOIHOBOr0 KoMIUIekcy. KIiHIIKMCT MOBHUHEH
BU3HAYUTH aJICKBATHY Tepamilo I KOHKPETHOTO TaIll€eHTa B 3aJeKHOCTI BijJ
JoKami3auii KpoBOTeUl, BaAXKKOCTI KPOBOTEYl, CyNMYyTHIX 3aXBOPIOBaHb, JOCTYIHOCTI
MEJIUMKAMEHTIB, BapTOCTI JIKyBaHHSI. MOHITOPUHT e(QEeKTUBHOCTI Tepamii 3
BUKOPUCTAHHAM CTaHAapTHUX TecTiB Takux Ak [[U ta aAUTY He € xopucHHM.
BucokoepexkTuBHUM METONOM 3yNHHKK KpoBoTed npu HI' BM3HAHO 3acTOCyBaHHSA

pekoMOiHanTHOTO akTHBOBaHOro (aktopa VII — Hosocesen (rVIla) [150-153].
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Pexom6inanTHuit VIla dakTop 3cigaHHs KPOBI, SIKUM OyB pO3pOOICHUH JJIs1 JTIKYBaHHS
1HT101TOpHOT  OopMHU  BpOKEHOT TeMOodUIii, YCIIIIHO BUKOPHUCTOBYETHCS IS
nikyBaHHs HaOyToi popmu remodimii. [{e moB’s13an0 3 THM, 1m0 pekomOinanTHuA VIla
daxkTop Oe3mocepeanbo akTuBye FX Ta meperBoproe ioro B FXa Ha moBepxHi
TpoMOo1UTIB B 00Xi7 HenocTatHbo1 KijbKocTi FVIII ta FIX.  [{ns JTIKyBaHHS
PEKOMEHIYIOThCS  A03u  pekombinantHoro VIla ¢akropa 3ropraHHsS KpoBi
(HoBoCeBen) — 90-120 mr/kr BHYTPIIIHBOBEHHOTO KOXHi 2-3 TOJMHHU JIO MOBHOI
3ynuHKU kpoBoTeui. [Ipu BincyTHOCTI eekTy michs 2-X 103 A03y MpernapaTa MO>KHA
30Ut 10 120-270 Mr/kr koxH1 2,5-3 roaunu. [lpw HE3HAUYHMX KpOBOTEUax
3a3BUYail HEOOXIJHO 3acTOCyBaHHA 2-3-X 103 TMpemnapary, aje IpH BEJIUKUX
KpOBOTEYAX JIKYBAaHHS MOXE IPOBOJUTUCSA MPOTATOM JEKUIBKOX JAHIB. Ko
KpOBOTEYA HE 3yMUHSIETHCS MPOTATOM 24 TOJIMH, MOJAJIbIIE 3aCTOCYBaHHS Mpenapary
HEJIOIIBLHE.

[IpoBeneHi gociiikeHHs €(EeKTUBHOCTI JIIKyBaHHSI €MI30/1IB KPOBOTEU IPHU
HaOyTiii  remodinii  pekomOiHanTHuM  VIla  ¢aktopoM 3ropTraHHsS  KpOBI
(HoBoCeBeHnoM) sik mpemapatoMm 2-1 JiHIi Tepamii Mokaszaiu, 10 MOBHA BIIMOBIJb
crioctepiranacs B 75% BHUIAAKIB KpOBOTEY. BiJbIl MIZHIIUMU JOCITIDKCHHIMU 3
1TaNICBKOro peecTtpy HaOyToi reMo@uiii BCTAaHOBJIEHO MO3UTHUBHUN pE3ysbTaTr
3actocyBanHsa mnpenapaty HoBoCeBen B 90% BumankiB emizoliB kpoBoteu (19
BUITAJIKIB sIK Teparist 1-1 miHii, 1 BUunmagok sk canbBapK-Teparisi). B cepeanbomy, Ha
nikyBaHHs BUTpauasocs 28 no3 rVIla (Bix 1 1o 541), a kypc JiKyBaHHS B CEpEIHBOMY
ckianae 3,9 aniB (Big 0 mo 43).

rFVIla (HoBoCeBeH) mo0Ope mNEepeHOCUTHCS TMAaIli€HTAMHU Ta Ma€ HE3HAYHY
KiTbKiCTh MoOiuHKMX edekTiB. IlepeBaru mpu 3actocyBanHi npenapaty HoBoCeBeH:
BIJICYTHI TOTCHINAJIBHUI PU3UK TEPEHOCY JIOJCHKUX TMaTOTeHIB; BIJACYTHIM
AHAMHECTUYHUI PU3MK PO3BUTKY 1HTIOITOPIB IpPH 3aCTOCYBaHHI IMpenapary; aHaii3
Oe3meKr 3acTOCYBaHHS npemnapaTry IoOKas3aB, IO HOTro 3aCTOCYBaHHS B
PEKOMEHJIOBAaHUX PEKUMAX PIIKO MPUBOAUTH 0 PO3BUTKY TPOMOO3iB, Hacammepe.n

apTepialbHUX.
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[Ipore mnepeBUIIEHHS PEKOMEHJIOBAHUX 03 30UIbIIYE PHU3UK PO3BUTKY
TpoMO03y. [loBiJOMIIEHHS MPO PO3BUTOK apTEpiajJbHOTO Ta BEHO3HOTO TPOMOO3Y
omucadi B JiTeparypi. Haituacriime TpomMO60eMOOiUHI yCKIaJHEHHS! BUHUKAIA TPU
JIKyBaHHI KPOBOTEY IPH 1HIIKX 3aXBOPIOBAHHSX, a HE NP BUHUKHEHHI 1HT101TOPIB y
MaIi€eHTiB, XBopux Ha remodinmii. Pesymbratu mochimkeHs 35 paHIOMI30BaHUX
kiiHIYHEX gocuikeds rFVIIa mokazanu, mo OUIBII BHCOKMA PHU3UK PO3BUTKY
apTepiaTbHUX TPOMOO3iB (aJie He BEHO3HUX ) CIIOCTEPIraBcs Y MaIi€HTIB MOXUIIOTO BIKY,
K1 JTiKyBanucst Bucokumu no3amu rkVila.

BigmiuaeTbcss BuCOKa €(PEKTHBHICTH AKTHUBOBAHOI'O KOHIIEHTpaTy (aKTOpiB
nporpombiHoBoro komiuiekcy (AK®DIIK) — ®eitba y mamientis 3 HI. Pexum
no3yBaHHs - 75 MO/KI" koxHi 8—12 roaun, ane He 6inbiie 200 MO/KI'/go0y. Ilpu
BaXKHUX KPOBOTEYAX B CEPEIHbOMY €(PeKT mocsiraerbes 3a 48 roauH B 76% BUIAIKIB,
JUTSI 3YTIMHKHY KPOBOTEYI1 B CEpeTHbOMY MOTP10HO 10 103, a mpH KpoBOTEUAX CEPEAHBOL
TSKKOCTI KPOBOTEYl MOXKYTh OyTHM 3yNHUHEH1 cepenHboMy 3a 36 roaun y 100%
TMAaIEHTIB, JUIS IILOTO MOTPIOHO B cCEpeHROMY 6 1103 Mperapary.

Imynoaocopoyia/nzaszmaghepes. Ilpu BIACYTHOCTI BIAMOBIAI HpPH 3aCTOCYBaHHI
rFVIla unu AK®IIK y mnami€eHTiB 3 BUCOKMMM TUTPAMH I1HTIOITOpa Ta BaKKUMHU
KpOBOTE€UAMH PEKOMEHIYEThCS MMPOBEICHHS IMyHOa1copOIiii/mazmadepe3y 3 METO0
THMYacoOBOTO 3MEHIIEHHS pIBHSA piBHA ayTtoaHTuTul. [licia  mpoBeneHHA
iMyHoaIcopOii/ma3madepesy nokazana 3amicHa tepamis FVIIII mis mocsrHenHs
MOBHOTO F€MOCTa3y.

Enivinayis inei6imopy. Ilpm BcTaHOBIEHHI naiarHo3y HaOyToi reModuii
PEKOMEHIYEThCS 3aCTOCYBAHHS METOMIB eJliMiHallll 1HT101TOpY 3 METO BiIHOBJICHHS
HOPMaJBHOTO T€MOCTa3y Ta 3BEACHHS J0 MIHIMyMY PH3UKY PO3BHUTKY KPOBOTEH Y
maiiedTa. Y maii€HTiB 3 He3HaAYHUM T€MOPAriyHiM CHHIPOMOM Ta HU3bKUMU PIBHSIMH
1HT101TOP1B IMyHOCYIPECUBHA Teparisi MOXe He mpoBoAuTHCS. ClIOHTaHHA peMicis 6e3
IMYHOCYIIPECUBHOTO JIIKYBaHHsSI CIIOCTEpiraeTbcs B 25% maiieHTiB. Y OUIBIIOCTI
(MoxnuBO y Bcix) mamieHTiB 3 HI' BigOyBaeThCsi CIOHTaHHE OAYXaHHS YHACIHiJIOK
BariTHOCTI a00 3aCTOCYBaHHS JIIKAPCHKUX MpPEnapariB MPOTIrOM JIEKIIbKOX MICSIIIB

MICTISl TOJIOTIB a00 MPUNUHEHHS TPUMOMY JIIKIB, sIKI Tpu3Benau 10 po3Butky HI'.
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CnoHTtaHHa eniMiHalis 1HT101TOpy MOXKJIMBA 1 B perTi rpyn namieHTiB 3 HI', oco6mmBo
MICIIs JTIKYBaHHS 3aXBOPIOBAHHS, 110 BUKJIMKAJIO CUHTE3 aHTUTLI, OoKkyrouux ¢VIII.
Ane crioHTaHHa peMicid MmpoOjeMaThyHa MpPU HASBHOCTI y TMAIll€eHTa ayTOIMyHHUX
3axBopioBaHb. He nuBISUYMCh HA 11€, OUIBIIICTh CyYaCHUX aBTOPIB MIC/S BUSBIICHHSA
1HTI0ITOPY PEKOMEHIYIOTh HETalHO ToYaTH IMyHOCYIpecuBHY Teparmio. OCHOBHa
MPUYHMHA TIOJISITAE Y BUCOKOMY PH3HWKY BUHUKHEHHS (DaTabHOI KPOBOTEUl, HABITH B
TOMY BHUNAJKy, SKIIO 3aXBOPIOBaHHS MaHi(ecTyBajo IMOMIPHUM T'€MOpariyHuM
CHUH/IPOMOM .

B Tabn. 6 mpexacramieHl mpenapatd, SKI 3aCTOCOBYIOTHCS JUIS eliMIHAI]
ayroantutia 1o VI dpaxropa 3cimanns kposi.

Cmepoiona/yumomokcuuna mepanis. [lpu epanukariiii iHri01TOpIB NiepIia JiHisA
Tepamisi BKIIOYAE€ 3aCTOCYBaHHS TMIPENHI30JIOHY (TeparneBTHYHA €(EeKTUBHICTD
npubmm3zHo 60-70%. KombOinaris mpennizonony 3 mukiodocdamigom B 1031 50-150
MI/100y MOK€ 30UTBIIUTH TepaneBTUUHy eexTuBHICTh 10 70-80%. ns eximinarii
IHTIO0ITOPY PO3TJISAJAIOTBCS  HACTYIHI  OIMIii: 3aCTOCYBaHHA KOPTHUKOCTEPOIiB,
IUTOTOKCUYHMX TpenapariB- nukiodochaminy, a3aTHONPUHY, 6-MEpPKaNTONypUHY,
BIHKPUCTUHY a00 KOMOIHOBaHiN Tepamii, HUKJIOCIOPUHY A, BHYTPIIIHBOBEHHOIO
BBEJICHHS  IMyHOIJIOOyJiHY,  pUTyKCMMaly, 3acTOCyBaHHS  Iia3madepesy,
MMYHOCOpPOIil 1, HapemTi, NPOBEICHHS KypCy IHAYKLII IMyHHOI TOJIEPaHTHOCTI
npenaparamu GVIII. i mpenapatu MoxHa 3aCTOCOBYBaTH OKpPEMO ab0 KOMOIHYBaTH
MIK c00O0I0.

3acTocyBaHHS MPEAHI30JIO0HY B /1031 1—2 MI/KT B J€Hb NPOTATOM 3 THXKHIB
130J1b0BaHO 200 Yy TMOEJHAHHI 3 OpaJIbHUM IpHUiioMOM Iukiodochaminy B 1031 1—2
MI/KT B IEHb € HalO11bII €()eKTUBHUMHU METOJaMU eJIIMiHaIlli IHT101TOpY.

OCKUIbKM  aNIKUTyI04l MpernapaTd MOXYTh OYTH TPUYMHOIO TMOPYIICHHS
(bepTUIIBHOCTI, TPUBOAUTH JI0 AJIONELii, Mie€doCcynpecii Ta 1HIIHUX MOOIYHUX e(EeKTIB
MaifieHTaM, XBOpUX Ha HaOyTy remMoQulilo, MOB’S3aHY 3 BariTHICTIO, HEOOX1JTHO
MPU3HAYATH TEPAIiio MPETHI30JI0HOM Y KOMOIHAI(IIO0 TIPEIHI30JI0HA 3 a3aTIONPIHOM.
3a3Buuail MO3UTHBHA BIANOBIIb CHOCTEPITaeThbCcs yepe3 3-6 MicsALIB Teparii, Xxo4ya

MO3UTUBHUI €(PEeKT 1HOMI MOXKE PEECTYBAaTUCS depe3 JEKUIbKa MICALIB JIIKYBaHHS.

/8



INNOVATIONS IN MODERN MEDICINE AND BIOLOGY

OCKUIBbKM PEIUIMB 3aXBOPIOBAHHS BUHUKAE TIPU BIAMIHI IIpenapaTy 4u 3MEHIIEHHI
71031 HEOOX1JHO YHUKATHU MepeIdacHOl BIIMIHU IIpernapariB.

Purykcumab (antu-CD-20 MOHOKJIOHANBHI aHTHUTLIA) MOXXHA PEKOMEHTyBaTH
naiieHTaM 3 MOYaTKOBUM BHCOKHM TUTpOM 1HTiOiTOpY [138]. 3rimno MixkHapoaHuX
pEKOMEHAIl PUTYKCUMal € TpemaparoM apyroi JiHii Tepamii. CTaHmapTHa g03a
npemnapary ckinagae 375 mr/m?- 1 pa3 Ha THKIEHb npoTaroMm 4 TikHiB. Haityacrime
MO3UTUBHUN €(EKT CIIOCTepIraeThcs depe3 2 TWKHI JIiKyBaHHS. barato mociigHiKiB
PEKOMEHIYIOTh 3aCTOCOBYBaTH PUTYKCHMMAa0 SK TperapaT Mepiioi JiHii Tepamii B
KOMOIHAIIT 3 MPEeIHI30JIOHOM JIJIS TAIll€EHTIB 3 TUTPOM iHTiOiTOpa Ounbiie SO, ane
menie 30 O, a6o B koMOiHaIlli 3 MpeIHI30JI0HOM 1 IUKI0o(ochamigoM /i NaIll€HTIB
3 TUTpaMu iHridiTopa Oubme 30MO.

Jlo mpenapatiB APYroro psiay BITHOCUTHCS TaKOX IUKJIOCIOPHUH B 71031 200—
300 mr/cyT camoCTiIiHO a00 y MO€JHAHHI 3 TPEIHI30J0HOM 1 anb(a- iHTepPEpOHOM.
[{ukmoCTIOpUH MO3KE 3aCTOCOBYBATHUCS TaKOX JIJISl POBEICHHS CAIbBAIK-TIKYBaHHS
K TIPYU MOHOTEpAIIii, Tak 1 B KOMOiHaIlii 3 npeaHi3010H0M. OcoOIMBO Take JiKyBaHHS
€ e(peKTUBHUM Yy TIALIIEHTIB 3 HA0yTOIO TeMO(UII€I0, 1110 BUHUKIIA HA (POHI CUCTEMHOTO
YepBOHOTO BOBYaka. [[s 3amobiraHHs TOKCHMYHUX €(EeKTIB mpemnapary HeoOX1THO
MIPOBOJIUTA MOHITOPUHT PIBHS LIMKJIOCIIOPUHY B cHpoBatii KpoBi. [Ipu ycmimHomy
JIKyBaHHI BIMiHA IpenapaTy peKOMEHIyeThCs yepe3 1 pik.

Benuki peTpocrneKkTHBHI JOCTIIKEHHS e()EeKTUBHOCTI BHYTPIITHHOBEHHUX
IMyHOTJ100YJT1HIB MOKa3aJIM, [0 YacTOTa IOCATHEHHS IOBHUX PEMICIH Ta BUKUBAHICTb
MaIll€HTIB, y SKUX B KOMIUICKCHIM Teparii 3acTOCOBYBAJHMCS BHYTPIITHbOBEHHI
IMyHOTJIOOYJIIHM, HE BIAPIZHSAETHCS BIJl MpOrpaM Teparii 3  MNPEIHI30JOHOM Ta
HUTOCTAaTUYHUMM  TpernapataMd.  3riiHO  MDKHApOAHMM  peKOMeHAAIisM
BHYTPIIIHHOBEHH1 1MYHOTJIOOYJIIHM HE TMOKa3aHl MPH BUKOHAHHI TEpameBTUYHUX
mporpam eniMiHarii inrioitopa npu HI'.

Jns  enmiMiHamii  1HriOITOpY TakKoXX TOKa3aHi KypcH 1HAYKLII IMYyHHOT
tonepanTHOCTi (IIT). ¥V BCix BUnaakax 3acTOCOBYBINCS KOMIUIEKCHI TPOTOKOJIH, 1110
BKItOUaroTh BBeAeHHd (GVIII y moenHaHHi 3 HUTOCTaTHMKAMHM 1 TPEAHI30JIOHOM.

[Monenne BBenenns ¢ VIII mo cxemi 30 MO/KT" B nenp 1 Tixaens, 20 MO/KT nens 2
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TwxaeHb 1 15 MO/KT nenn 3 THXKIeHb y MO€IHaHH1 3 BHYTPIITHLOBEHHUM BBEJICHHSIM
mukiodochamiy 1 METHINPEAHIZ0JIOHY J03BONMIO gobutucs pemicii y 93%
nari€eHTiB. Jas 3HMWKEHHS TUTPY 1HTIOITOPY SIK MPH BaXKUX KPOBOTEUaxX, Tak 1 B
nporokosnax IIT 3acTocoByroTbCs ekcTpakopmopaibHi MeToau — IuiazMadepes,
uMyHO0a0copOIisi Ha CTadUIOKOKOBOMY MpOTEiHI A a00 MOMIKIOHAIBHUX OBEYHX
AHTUTIJIaX JI0 JIIOJICHKOTO IMyHOTJIOOYJIiHY .

[TamieHTaM 3 BaXXKUMH KpOBOTE€YaMH MOXK€ OyTH IpHu3HadeHa KOMOIHOBaHa
Tepamnis: nukiodochamia opambHAN B 1031 1—2 MiTirpaMu/Kr B €Hb, MPEIHI300H 1
MUIIrpamMa/Kr B IeHb, KypcH IMMyH0a0copOI1ii 1—>5 NHIB Ha TWXK/IEHb, IMYHOTJIOOYJIiH
BHYTpIIIHHOBEHHO 30 Milirpam/kKr B JieHb 5—7 JHIB Ha TWX1eHb, paxtop VIII 100
MO/KT' B nesb. Y BCiX MAlI€HTIB B CEPEAHbOMY 3a 3 JHI Oyja AOCATHYTa 3yNUHKA
KpOBOTEYl, 3HAYHO TNOHIKEHMM TUTp 1HTIOITOpy. B Tabn. 7 mpexacraBieHuit
TepaneBTUYHUHN alNropuT™ epaaukanii iHrioiropis npu HI'.

Jucnancepuzayia. 1lpy BHUHHMKHEHHI BHYTPIIIHIX YW HEKOHTPOJIbBOBAHHUX
KpOBOTEY IOKa3aHa 00O0B’si3koBa rocmitaiizamis xBopux Ha HI. Ockinbku micis
3aKIHYEHHS IMYHOCYIPCUBHOI Tepamii pPelUauB 3aXBOPIOBAHHA CIIOCTEPIraeThes
npubau3Ho y 1 3 5 mamieHTiB, pPEKOMEHAYEThCS TPUBAJE CIOCTEPEKEHHS 3a
narieHTamMu. B Tabn. 8 mpeacTaBieHa cxema IUCIAHCEPHOTO CIIOCTEPEKEHHS XBOPHUX
Ha HI micnst mpoBeaeHHs IMyHOCYNIPECUBHOI Teparii 3 METOIO IparKallii ay TOAaHTUTLIL.

[Tamientam, y skux 30epiraeTbcsi 1HTI0ITOP, HE PEKOMEHAYEThCS MPU3HAYATH
MEIUKAMEHTH, $SKI MOXYThb TMPHU3BECTH 1O BHUHUKHEHHS KpoBOTEeYl (acmipuH,
HECTEpOi/lHI MpOTU3aNalbHI mpenapaTtd Ta iHimL). [lpu HasBHOCTI 1HTI0ITOpa
Mali€HTaM PEKOMEHIYEThCSI YHUKATH CHUTYyallii, MpU SKUX ICHYE BHCOKHI pPHU3UK
PO3BUTKY BaXKKMX KpOBOTE€Y (TpaBMH, BHYTPIIIHBOM SI30B1 1H €KIIli, I1HBa3WBHI
IpoLEeaypH.

IIpoenos npu HI' 3anmexuTh BiA BIANOBIAI HA MPOBEACHHS IMyHOCYNPECHUBHOI
Tepanii. BcTaHoBiieHO Tpu He3aJdeXHUX (PaKTOpH, s[Ki BIUIMBAIOTH HA 3arajbHy
BIDKUBAHICTh Ta 0€3MO/I1HY BUKMBAHICTh - CYIYTHI 3aXBOPIOBAHHS — IMyXJIMHU/CTaH
IIiCJIs MMOJIOTIB; HAsABHICTh MOBHOI PEMICii; BIK Malli€HTa Ha MOMEHT aiarHo3y - (<65

pOKiB, >65 pokiB). Haii0inpina BWKHBaAHICTH CHOCTEpiranacs cepej Malli€HTIB 3
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HAsBHICTIO 1HTIOITOpPIB TICAs TOJIOTIB, TMPH OTPUMaHHI TOBHOI peMicii Mmicis
IPOBEJCHHS IMYHOCYIIPECHBHOI Tepamii Ta Yy TAaIli€HTIB, MOJOJMIUX 65 pPOKIB.
[HriGiTopu MOXYyTh 3HUKATH CIOHTAHHO MPOTATOM JEKITBKOX MICALIIB y TMAalll€HTIB
I1CJIs TOJIOT1B Ta MPU BIIMIHI METMKAMEHTIB, SIK1 Ipu3Benu 10 po3BuTky HI'. HaBmakwu,
y TAIli€HTIB, B IKUX Ha0yTa reMoiis BUHUKIA Ha (DOHI ayTOIMyHHUX 3aXBOPIOBAHb,
CHOCTEPIraloThCs BUCOKI TUTPH 1HTIOITOPIB, SIKI HAA3BUYAMHO PIIKO MOXKYTh 3HUKATH
CIIOHTAHHO YM TUIbKU IIPU MOHOTEPAIIT MPETHI30JI0HOM.

Y mami€eHTiB 31 3MOAKICHUMH TyXJIHMHAMHU TMPOTHO3 3HauHO Tipmmwmid. [lpm
BUPIIICHH] TMUTAHHS MPO MPOBEICHHS IMYHOCYIPECHBHOI Teparii y TMali€HTiB 31
3MOSIKICHUMHU TyXJIMHAMU HEOOX1JTHO BpaxOBYBaTH BIK TNAIll€HTa, THUM MyXJIHHH,
BAXKKICTh KPOBOTEUI.

[TpubnuszHo y 20% mamieHTIB BUHUKAE PELMJIMB 3aXBOPIOBAHHS. 3a3BUYail
pelUUIUB BUHUKAE B 1HTepBal Bix | TuxHA 10 14 MICSIIB Mmicias 3aKiHYCHHS
IMyHOCyIIpeCcUBHO1 ~Tepamii. ToMy Takli mnamieHTH MNOTPeOyIOTh TPHUBAJIOIO
cnocrepexenns. I[lpu peummusi HIT y 50-70% mnamieHTiB mpu  MOpoBeEHHI
IMyHOCYIIPECUBHOI Tepallli CIOCTEPIraeThCs APyra MOBHA PEMICIs, aje JesKl Malli€eHTH
MoTpeOyIOTh MPOBEICHHSI OLIBII TPUBAJIOT IMyHOCYIIpECii.

VY 3B’SI3Ky 3 pU3HUKOM PO3BUTKY PELUANBY 3aXBOPIOBAHHS, BAHUKHEHHS BaXKKUX
KPOBOTEY KJIIHIIUCTHA MOBUHHI JIETAJIbHO 0OTOBOPIOBATH 3 MALlIEHTAMU Ta YWiICHaAMH iX
ciMell TMTaHHS KJIIHIYHOI CHUMIITOMATHKM 3aXBOPIOBAHHS Ta MOro JIiKyBaHHS.
JliarHOCTHKa penUAMBY Ha paHHIX eTamax 3MEHIIy€ PHU3UK PO3BUTKY BaKKHX
KpOBOTEHY.

Xoya pu3uK po3BUTKY peruanBy HI', moB’sa3aH01 3 mojoraMu, pu yMOB1 TOBHOT
eJiMiHalli aHTUTL, MIHIMaJbHUN MPU MOBTOPHUX BariTHOCTSX, MAaLlEHTH MOBUHHI
OyTH TmOIepeKeHI TPO MOXKJIUBICTb POBUTKY 3aXBOPIOBAaHHS NpU MaNHOYTHIX
BariTHOCTSIX.

[Tpu nikyBanni HI" HeoOXxiAHO BpaxoByBaTH, 1[0 HASIBHICTh CYITyTHHOI MATOJIOT 1,
MOXWJIMK BIK TMAalliEHTa 4acTO MOTpedye MPOBEJACHHS MEHIN arpecuBHOI Tepamii Ta
3HIDKEHHSI /103U IMYHOCYIPECAHTIB (Hampukiaa, cTepoidiB mnpu aiaberi), WO

NPUBOIUTH IO 3HWKEHHS PE3yJIbTATIB JIIKYBaHHS. 3aCTOCYBaHHS IMYHOCYIIPECUBHHUX
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npenapaTiB MOB’S3aHO 3 BHHUKHEHHSM MOOIYHUX peakiliii, 0COOJMBO y MAIliEHTIB
NOXWJIOTO BiKy. Han3BuuaitHO Ba)KIIMBHUM € TpaBUJIbHE BH3HAYCHHS TEPANlEBTUUIHOI
TAaKTUKH Ta PETEIbHUI MOHITOPUHT MPH MPOBEACHH1 JIKyBaHHS.

Curyaris B YKpaiHi 1I0/I0 TMOIMMPEHOCT] 1 HAaJIaHHS JOMOMOTH TallieHTaM 13
remodiniero BimoOpaxeHna B orsanax [154-155], MikHapoIHUX PEKOMEHIAIISNX Ta

Hakazax MO3 Ykpainu [156-158].

Tabauys 1
Yacrora po3BUTKY Ha0yTOI reModiJiii Npu pi3HMX 3aXBOPIOBAHHSAX (32 JaHUMU KJIIHIYHUX
JIOCJIiIKEeHb)
CymyTHi 3aXBOPIOBaHHS Green, 1981 Morrison, 1993 Collins, 2007
(N= 215), % (N=65), % (N=172), %

Inionmarnuna 46,1 55,0* 63,3

AyTOIMyHHI po3iaan 18.0 17.0 16.7

3M0sKICHI Ty XJTHHU 6,7 12,0 14,7

3axBOPIOBAHHS MIKipU 45 2,0 3,3

Peaxiiii Ha npenapaTu 5,6 3,0 BJ]

Baritsicts 7,3 11,0 2,0

Tnri 11,8 B Bl

*- B 11bOMY JIOCHIDKEHHI i7[I0NaTHYHI BUMAJKA Ta HIII MOJaHi pa3om,
B/I — BincyTHi naHi.

Tabnuys 2
Po3BuTOK 0/I0KYIOUHMX ayTOAHTHUTIN 10 iHIKMX (paKkTOpiB 3ropranHs Kposi (kpim VIII

(akTopa) npu HASIBHOCTI CyNyTHbOI MATOJIOTIT

®daxTop 3ropTaHHs KPOBi

CyIIyTHS TaTOJOTis

JlikyBanHs

pEeBMaTHYHA JINXOMaHKa, TU(y3Hi
3aXBOPIOBAHHS CIIOJIYyYHOI TKAHUHHU
(BackyIiTH), PO3CISTHUIA CKIIEPO3, CTaH
HiciIsl IPOCTATEKTOMIT, MiC/IAIONIOrOBHI

nepion

\Y Jlimponpomidepatusni posnaam, C3IT*, r FVIIa**
aJICHOKapIMHOMA, TYOepKyJIbo3,
3aCTOCYBaHHS aMiHOTJIIKO3HIIB
IX CucreMHUI UepBOHUI BOBYOK, FOCTpa Konuenrpar IX ¢axropy, KoHIIEHTpaT

AKTHBOBAHOTO TIPOTPOMOIHOBOTO

KoMmIutekcy, r FVIla, kopTukocrepoiny.
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XI AyTtoimyHHI 3axBoproBaHHs, kapuuaoMa | C3I1, kornentpar XI ¢paxropa,
MIPOCTATH, XPOHIUYHHUH TiM(POIEHKO3, KOHILIEHTPAT aKTHUBOBAHOTO
XJIOpIPOMa3iH mpoTpoMOiHOBOTO KomIuiekcy, r FVIla,
TpaHeKcaMoBa KHCJIOTa, (iOpuHHHI
KIICH.
XTI Imionaruunmii, 3acrocyBanHs 130Hia3uny, | Konnentpat XIII dakropa, C3I1,

MEHIIWITIHY

KpioIpenumiraT

®dakrop Bimrebpannra

AyTOIMYHHI po311aay, MOHOKJIOHAJIBHI
ramanarii, mriMmpomnporidepaTuBHi
po3naau, emiepMalbHi Ty XJINHH,
TIMOTHPEOIU3M, Mi€NONPOoTihepaTuBHi

po3Jiajiu, 3aCTOCYBaHHS Pi3HUX JIiKiB

Jecmomnpeci, iHDY3is KOHICHTpaTy
VIII, mo mictuts paxrop Binnedpannra,
BHYTpILIHOBEHHI IMyHOTJI00YIiHH,

mwiasmadepes

1I Imionatuunmii, TPOMOIH AT MiCIIEBOTO C3I1, KOHLIEHTPAT aKTUBOBAHOTO
3aCTOCYBaHHsI, ayTOIMYHHI MPOTPOMOIHOBOTO KOMILIEKCY
3aXBOPIOBAHHS, TPOKAIHAMIJT
VII InionatuuHwmii, KapImHOMA Konuentpar IX ¢aktopy, KOHIICHTpAT
AKTHBOBAHOTO MTPOTPOMOIHOBOTO
KOMILIEKCY,
konuentpar VIII ¢akropy, r FVIla,
TpaHeKcaMoBa KHCIOTa, (hiOpHHHMH
KIICH.

X AMi1011103, KapIUHOMa, TOCTPa C3I1, KOHIIEHTPAT aKTUBOBAHOTO

HenmiMdobiacHa nefikemist, rocTpi
pecnipatopHi iHGeKIii, Ais GyHTIHIIB,

iionaTUYHMN

MPOTPOMOIHOBOTO KOMILIEKCY,
TpaHeKkcaMoBa KHUCIIOTa, (iOpuHHUN

KIei

*- CBIXKO3aMOpOKEeHa TI1a3Ma,

**- akTuBOBaHMH pekoMOiHanTHUH (akTop VII (HoBoCeBen)
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T4, TY, xinpKicTh TPOMOOILHUTIB B HOPMi, (GYHKIIiS TPOMOOIINUTIB B HOPMI
Marient 3 »
CHMITOMaMH
KpOBOTEY
TaK Hi
AUTY — Hopma Y 4
¥ AYTY-nio10BKEeHMIT Bcranosnenns
v v aIbTePHATUBHOTO
. JiarHosy
Bcranosnenss Tecr 3MilyBaHHA IUIA3MHU
aJIbTCPHATUBHOTO (xopexiis micis iHKyO6aii);
JIiar{osy . .
CKpUHIHT Ha HasiBHICTh T€MapuHy
Ta BOBYAKOBOT'O aHTHKOATYJITHTY
\ 4
\ 4
A 4 A 4
Kopekuis AUTH BincyTricts kopekuii AUTY
@ VIII (beresna), IX, XI, XII / 1 \
Tenapun — (-) TenapuH (+) TenapuH (-)
v BoBuakoBuii anTHKOAryJsaHT — (-) BoBuakouit BoBuakoBuit
HasehicTs AHTHKOATYJISAHT (-) AHTHKOATYJIS
IHwa P inTi6iTOpa Hr - (+)
Jiard. « A 4
HeMae BusnauenHs iHribiropy
TaKk (bete3na meTon) v vV v
v v ITomanpmn Bignosigae
KinbkicHe BU3Ha4YeHHS iHTi6iTOpa + TOCTKEeHHST TiKyBaHHS
BIJITIOBi/THI CXEMH JIIKyBaHHS P Hassnicts
KpOBOTEY Ta epajguKanii inriditopa [ inri6iropa

Puc. 1. liarHOCTHYHMIT anropuUT™ IIpu HaOyTii reModiii.

Tabnuys 3.

Mixnapoani pekoMeHaalil Mo JiKyBaHHIO NaIi€HTIB, XBOPUX HA HA0YTY remModisiro
( International recommendations on the diagnosis and treatment of patients with acquired
hemophilia A)

JlikyBaHHSI KpOBOTEY

JlikyBaHHsI KpOBOTEY HEOOXiAHO MIPOBOANTH B 3aJICKHOCTI BiJl TUTPY iHTiOITOpa Ta 3anuikoBoi aktuBHocTi VIII hakropa

JIst miKyBaHHS BaXXKHX KPOBOTEY PEKOMEHyeThes 3acTocyBaHHs rVIla un AKDIIK

rVIla B 1031 90 MKI/KT KOXHi 2-3 TOAWHH 10 TOCATHEHHS T€MOCTa3y

AK®IIK — 50-100 MO/kr koxHi 8-12 rox. ( makc. no3a 200 MO/kr/no0y)

84



INNOVATIONS IN MODERN MEDICINE AND BIOLOGY

IIpoooeoicennus maon. 3

Tpu BincytHOCTI MOsIMBOCTI 3acTocyBaHHs rVIla un AK®ITK pexoMeHyeThCsI 3aCTOCYBaHHS PEKOMOIHAHTHHX YU IUTA3MOBHX

KOHIICHTPATIB (paKTOPiB 3rOPTaHHS UM TiJIbKU JECMOIPECUHY

PimenHs npo anpTepHATHBHI TEpaNeBTUYHI CTPATETii NPUIMAaIOThCA TUIBKH MICHIS OLIHKH PE3y/IbTaTiB JiKyBaHHS MpenapaTaMu

niepiuoi sinii Tepamii (rVIla au AK®IIK)

[lepen npoBeaeHHAM MalUX YM BETHKHX MPOLENYp peKOMEHAYEThes npodinaktuune JikyBaHHA 1VIIa un AKDIIK

Tabnuys 4.
TepaneBTUYHA cTpaTerisi JiKyBaHHSI TOCTPUX KPOBOTeY NMPH HAOYTii remodisii
(International recommendations on the diagnosis and treatment of patients with acquired
hemophilia A)

[epmua niHist Teparmii - rVIIa un AKDIIK

AnbTepHATHBHE JIIKYBaHs — SIKIIO BiACYTHS MOXJIHBICTH JiKyBaHHA r'VIla un AK®DIIK —

PEKOMOIHAHTHI YH IJIa3MOB1 KOHIIEHTPAT! (aKTOPiB 3TOPTaHHS, IECMOIIPECHH

AJbTepHaTHBHE JIIKYBaHs — IIPU BiZICyTHOCTI TEPAIIEBTUYHOTO e(eTy IPH JIIKYBaHHI TpenapaTaMy Nepuiol JiHii —

iMyHOazcopOILis Ta/un miazmadepes

Tabnuys 5.
Kpurepii BiacyTHoCTI TepaneBTHYHOIr0 e()eKTy NPHU NPOBeJIeHHI JiKyBaHHSA IOCTPHX
KpoBoTed npu HadyTiii remodiiii ( International recommendations on the diagnosis and
treatment of patients with acquired hemophilia A)

SIBHI KJTiHIYHI 03HAKH KPOBOTEY, Bi/ICYTHICTh 3MiH IPH OIHIII BEIMYMHN KPOBOTEU1 3a MEBHUH MMPOMDKOK Jacy

KinpkicTh reMorno6iny He 301IBIIYETHCS YU 3MEHIIY€ThCS, HEe 3BAKAI0UU Ha 3aMicHY TpaHc(y3iifHy Tepariro

30ibIIeHHS PO3Mipy KPOBOBMIIMBIB NpH anapatHux faociipkennsx (KT, MPT, Y3/1)

KpoBoteua nponoBxyeTbes micist 48 TOAWH afeKaTHOTO JIiKyBaHHS (24 TOQHMH A7 KPOBOTEY B JKUTTEBOHEOE3NEUHUX 00TaCTSIX)

BuHUKHEHHS KpOBOTEY B iHIINX MICISX, HE 3BAKAIOUM Ha IPOBEICHHS aeKBaTHOI aHTUTeMOpariyHoi Teparmii

306ibIIeHHS 60JILOBOTO CHHAPOMY B 00JIaCTi JIOKai3alil KpOBOBIIMBY, HE3BKAIOUH Ha MPOBEJCHHS a/IeKBaTHOT

aHTUremMopariyHoi Teparmii

Tabnuys 6.

IIpenapatu, ski 3acTocoBYIOThCA 1/ eqiMinanii ayroanTuria 1o VI ¢pakropa

3ropTaHHs
[Ipenapat Jo3a
[pennizonon* 1 MI/KT MacH Tifa, per 0s, Makc. TPUBAJICTh Teparlii 6-8 TIKHIB
[uxmodochamig** 100-150 mr/na no0y, per os, Makc. TPUBATICTb Tepaii 6-8 THXHIB
Aszationpin 2 mr/kr/Ha 100y, per 0s, MakC. TPUBAJICTh Tepallii 6-8 TIDKHIB
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[Muxmnocnopia A 10-15 mr/kr/Ha goOy npu KOHTPOJI piBHS NUKIIOCTIOpiHy B cuposati (150-
350ur/M1)

Putykcumab 375 mr/mM2 1 pa3 Ha THKICHD (IPOTAroM >4 HACTYITHUX THKHIB)

Binkpictin 1 mr/ M2 B/B (Makc.pa3oBa 103a 2 Mr)

*- 3a3BMYail B KOMOiHaIi1 3 2 un OisIbIlIe IpenapaTamu;
**. pEeKOMEHIYEThCS KOMOIHAIliS MpeaHI30J0HYy 3 mukiaodocdamizom B J103ax, MPEACTABICHUX B
Ta0I1.6.

Tabnuys 7.
TepaneBTHYHHIA AJITOPUTM epaguKaii iHridiTopis mpu HadyTiit remodisii ( International
recommendations on the diagnosis and treatment of patients with acquired hemophilia A)

TIEPIIA JITHIS TEPAITIT

Koprukoctepoinu, kopTukoctepoinu-tuukiaopochamin

JPYTA JITHIA TEPAIIIT

Putykcumad

AJIbTEPHATUBHE JIIKYBAHHSA

A3ationpiH, BIHKPUCTHH, IIUKIOCIOPUH

HE PEKOMEHAYETbCSA

BHyTpilIHROBEHH] IMYHOTTIO0YTiHI

Tabnuys 8.
MoHiTOpHHTI nanieHTIB, XBOPUX HA HA0YTY reMo(iIiI0 MicJIs NPOBeIeHHs iIMYHOCYTIPECHBHOL
Tepamii 3 MeTol0 ipaaukanii ayroanturina (International recommendations on the diagnosis
and treatment of patients with acquired hemophilia A)

Yac micist oTpuMaHHS peMicil AYTY FVilI:C

< 6 mic. IlomicsaHO [{omicsiano
6-12 mic. Kosxai 2-3 mic. Kosxni 2-3 mic.
> 12 mic. KosxHi 6 mic. KosxHi 6 mic.
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