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Mi>kHapoaHi pekomeHaauil 3 ilarHOCTNKN
Ta NikyBaHHA HabyToi remodinii A’

Bctyn

HabyTa remodinia A (HI'A) xapakTepu3yeTbCa yTBOPEHHAM Y naLji-
€HTIB ayTOQHTUTIN, AKI HA3MBAlOTb iHriGiTOpaMun, NpoTn dhakTopa 3rop-
TaHHA Kposi VIII (FVIII) [1]. HTA — pigkicHe 3axBOptoBaHHsA, AKe ypa-
XKYE AIK YONOBIKIB, TaK i *KiHOK pi3Horo Biky [2]. 3a3Bnyalt BigMivaoTb
[Ba Nikun 3axBoptoBaHocTi Ha HI'A: neplunin NoB’A3aHM 3 Nepiogom
BariTHOCTI, APYrnin — 3i cTapLumm Bikom (>60 pokiB). Y 6n113bKo nono-
BMHW NauieHTiB i3 HI'A BUABNAOTL CynyTHI po3naam, HamyacTilue iHLwi
ayTOiIMYHHi 3aXBOPIOBaHHA abo 3110AKiCHI HOBOYTBOpPeHHs [3, 4. Mpu-
6n13Ho B 1-5% Brnagkis HIA giarHocTyioTb y nepiog BariTHOCTi abo
npotarom 1-ro poky nicna nonoris [5]. ®eHoTun KposoTey npu HIA
Bapilo€, MoYMHauM 3 Hebe3neyHnx AnsA XUTTA A0 NMOMIPHUX Kpo-
BoTeyY abo ix BigcyTHOCTI. ina HI'A xapakTepHi nigLWwkipHi rematomu,
AKI MOXYTb OYTV NePLLOKD 03HAKOK 3aXBOPIOBAHHSA.

Y nauieHTiB yacTo niTHboro Biky 3 HI'A; cynyTHi 3axBoploBaH-
HA Ta 3aCTOCOBYBAHI NiKK, TaKi AK aHTUTPOMOOUWTApPHI 3acobu Ta
AHTUKOAryNIAHTY, MOXYTb BMIMBAT Ha KAiHIYHY KapTUHY i noTpe-
6yBaTV iHAMBIAYanbHOro TepaneBTMYHOro nigxody. Ha BigmiHy Big
BpoAKeHoi remodinii, NOpiBHAMbHI KNiHiYHI gocnigkeHHs gns HIA
HeLOCTYNHi, 30e6inblworo yepes pigKicTb 3aXBOPIOBAHHA Ta TAXKKUIA
KNiHIYHWIA CTaH NALiEHTIB HA MOMEHT 3BepHeHHs. PilueHHA wogo ni-
KyBaHHA YacTO 'PYHTYIOTbCA Ha 3HaHHAX i KNiHIYHOMY AOCBIAi Nika-
piB, i 3a3BMYal peKOMEHAYETbCA HanpaBfieHHA A0 eKCMePTHUX LieH-
TpiB ANA HagaHHA HalKpaLLoi JOMOMOTN.

Y 2009 p. ony6nikoBaHi MiXXHAapOAHI pekomeHaauii wopo Be-
neHHA nauieHTiB i3 HI'A, a 3rogom 1 iHWi AOKYMEHTU, WO BU3HaHI
BaXKNIMBMMU OxKepenammn pekoMeHgaliln AnA rematonoris Ta nikapis
iHWKX cneuianbHocTen [1, 6]. PekomeHgauii 2009 p. B 0OCHOBHOMY
6a3yBannca Ha KONEKTUBHOMY [JOCBifli aBTOPIB Y NiKyBaHHi BeMKOT
KinbKocTi nauienTis i3 HI'A. BigToai ony6nikoBaHi AaHi 3 Kifibkox pe-
ecTpiB i3 HI'A, Bkntouatoun EACH2 (European ACquired Haemophi-
lia) [3, 5, 7, 8], SACHA (Surveillance des Auto-antiCorps au cours de
I'Hémophilie Acquise) [9] i GTH (Gesellschaft fiir Thrombose- und
Hamostaseforschung) [10-13] B €Bponi, a Takox HTRS (Hemostasis
and Thrombosis Research Society) [14] — y CLUA. Kpim Toro, € nosi-
[OMNEHHA NPO KiiHiYHe BMNPOOYBaHHA HELWO[aBHO Po3pobneHo-
ro npenapaty Ana nikysaHHA HF'A — pekom6iHaHTHOro CBMHAYOrO
FVII (rpFVIN) [15].

Huxye HaBeeHO OHOBMIEHUI Habip pekoMeHAaLil, WO FPYHTY-
I0TbCA Ha OCTaHHIX fOKa3ax BUCOKOrO PiBHA Ta BMAVHYN Ha KNiHiY-
Hy NPaKTKKY LWOoA0 BefleHHA nauienTis i3 HIA.

MeTtogn

KokeH aBTOp He3aneXxHo nepernaHyB MiXKHapoAHi peKoMeH-
fauii 3 HFA 2009 p. [1], Bu3HaumBLwm chepun, B AKNX NOTPIOGHE OHOB-
NeHHSA, Ha OCHOBI CBOTO OCOBGUCTOrO AOCBIAY Ta 3HaHb MOTOYHOI
nitepatypwu. Bigrykn 6ynu o6’egHaHi B €AMHNI JOKYMEHT, a OCTaH-
Hi JOCTYMHi ony6nikoBaHi AoOKa3n OLiHeHi, Wo6 BU3HAYWUTK, Ha-
CKINbKM KOXHe 3anpornoHOBaHe TBepAXKeHHA Oyno BUNpaBaaHuM,
3 0COGMIMBMM aKLEHTOM Ha pe3ynbTaTax peecTpiB 3 HIA (tabn. 1).
Y PubMed npoBepeHwnii nowwyk nitepaTtypwu, Wob BU3HAUUTUN foAaT-
KOBi peneBaHTHi nybnikauii, ony6nikosaHi nicna 2009 p.

PekomeHpauii cdopmynboBaHi BignosigHo go G. Guyatt Ta cnis-
aBTopiB (2011) [16]. CtyniHb 1 («xpeKkomeHOyeMO») BUKOPUCTOBYBaNW,
KONU OYeBUAHUI BNAMB Ha 6e3neKy abo KopUCTb NauieHTIB NepeBsa-
»KaB py3uKK Ta TArap: 1B — Konm TBepAXKeHHA NigKpinneHo gaHnmm
NpvHaMHiI ogHOro obcepBadlinHoro abo iHTepBeHUiiHOro Aochi-
IPKEHHA | KON pekoMeHAaLliA 3acTocoByBanaca Ao 6inbwocTi naui-
€HTiB y binbluocTi BUNagKiB 6e3 3acTtepexeHb; 1C BUKOPUCTOBYBanu
ONA peKomeHAaLin, AKi He NiaTBepAKeHi TakMMK JoKa3amu, ane Bce
K BUABUINCA BaXNMBUMY 4na 6e3nekn abo KopucTi nauieHTis. CTy-
NiHb 2 («<NPONOHYEMO») BUKOPUCTOBYBaNM Ans 6ifblu cnabkmx npo-
no3uuii, AKi MOXYTb 3MIHUTNCA, KON 3'ABNATbCA HOBI AaHi: 2B Ta 2C
BiAMOBIAHO — ANA TakuX, WO MNiATPUMYIOTb PeECTPU/[OCIAXEHHA
abo Hi.

Y T1abn. 2 HaBeAeHi OCHOBHI peKoMeHZaLii B TOMY MOpPAAKY,
B AKOMY BOHM 06roBoptoBanmcs.

DiarHocTmnka

HI'A Bigmiva€eTbCA pigKo, 3a3BMYal BUHMKAE HECMOAIBaHO, i fi-
Kapi pi3HNX cnewianbHOCTEN NOTEHLIMHO MOXYTb CrocTepirati na-
Lii€HTIB cnoyaTky. Tomy MOTPiGeH CNpoLeHWIn AiarHOCTUYHWUIA an-
ropuTM A51A JOMOMOIM NiKapsaM, AKi, MOXIMBO, HE MaloTb NPSAMOro
focBify wopo BefeHHsA nauieHTis i3 HI'A (puc. 1).

3a3Buyait y nauieHTis i3 HI'A BigmivatoTb rocTpi abo HewloaasHi
CUMMTOMU KpOBOTeUYi, 6e3 nonepeaHboi icTopii KPOBOTEY B aHaM-
Hesi. Pe3ynbraTv nabopaTopHUX JOCNiAXeHb NOKa3yoTb i30/1bOBa-
HUI NOAOBXEHUIN aKTUBOBAHUI YaCTKOBUIN TPOMOOMIAaCTUHOBUNA
yac (AYTY), 3HuxeHHA FVII:C (<1% y 50% Bunapkis; <5% y 75%
BUNagkKiB; <40% y 100% BunapgKiB) i HAABHICTb ayTOAHTUTIN, BU-
ABMEHNX 3a Aonomoroto aHanisy betesga abo imyHodpepmeHTHOro
aHanisy (ELISA) [10]. iIKwo NnpoTpoM6iHOBUI Yac € NMOAOBXKEHUM,

Tabnvusa 1 OCTaHHI gocnigKeHHs Ta peectpu 3 HIA
[TloctynHa indopmaulis npo nikyBaHHA/pe3ynbraTn .
Hasga Tan Mlepiop  3aranbha femocrarnuna . Imynocynpecuna s IH¢:::::“I"
) ) Duzaiin 360py  KINbKCTb  repanin,  YMHKaKposoted, .0 (Icm Pemicia, . Nocunannsa
ROCNIMKEHHA OCTIKEHHA I pania,  bKicTb navienTiB P " KinbKicte BWKMBaHOCTI,
AAHUX  MAUIEHTIB  gippkicT W KinbKicTb ieHTi
- (enizopi) o nauientip ~ MAUIEHTIB
navjieHTis naujientis
UK surveillance  Peectp lpocnekTusHe 2001-2003 172 97 - 151 105 13 [2]
study nocnizioBHe
EACH2 Peectp PetpocnekTuHe (3 poku), 2003-2009 501 307 288 (1) 331 331 331 B3,57,8]
npocnekTuBHe (3 pokm)
SACHA Peectp lpocnekTusHe 20012006 82 38 38 77 77 82 [9]
GTH-AH Peectp lpocnekTnsHe 2010-2013 102 70 (162) 101 101 102 [10-12,37]
01/2010
HTRS Peectp MpocnekTuBHe 2004-2011 166 68 (nuwe (139) - - - [14]
rFVila)
0BI-1 Kniniune MpocnexTuBHe - 29 28 (muwe 28 - - 29 [15]
JOCTIMKEHHA  HenopiBHANbHe rpFvIIl)

*3a mamepianamu: Tiede A., Collins P, Knoebl P. et al. (2020) International recommendations on the diagnosis and treatment of acquired hemophilia A. Haematologica, 105(7): 1791-1801.
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Tabnuua 2 Pesiome pekoMeHfaLil 3 AiarHOCTVKM Ta NliKyBaHHA XBopux Ha HIA

CryniHb BignoBigHo

Pekomenpauis no G. Guyatt a
cniBastopie (2011) [16]
Riarno3
Pekomenzyemo po3rnaHyTh piarHo3 HI'A wwopasy, ko roctpa abo HelLoAaBHO Po3noyaTa KPoBOTeua CynpOBOMKYETHCA He3pO3yMino nogoBxeHnm AYTY 1B
PekomeHpyemo He irHopyBaTy Ta ZOCNiAUTI He3po3ymine nogoxenHA AYTY nepea onepalieto 1C
Pekomenzyemo nigTepauTy Aiaro3 HI'A wnaxom TectyBaHHa akTuBHoCTi FVIII Ta KoHweHTpaLii iHribiTopa 3a sonomoroto aHanisy betespa Ta/a6o antu-FVIll- "
iMyHoGepmeHTHOro aHanisy (ELISA)
PekomeHzyemo nepeBipuTin HaABHICTb iHribiTopa 10 CBUHAYOTO GaKkTOpa 3a AONOMOrolo MOAMGIKOBaHOrO aHanisy betespa, AKLLo BapiaHToM NikyBaHHA 06paHo rpFVIIl 1B
lemoctaTyHa Tepanis
PekomeHpyeMo NouMHaTV reMocTaTvyHy Tepanito nawientam i3 HI'A Ta KniHiuHo 3HauyLLMMu KpOBOTEUMI He3aNlexHO Bify TUTPY iHribiTopa Ta 3anuwukoBoi akTueHocti FVIII 1B
Pekomenzyemo 3actocoysati rFVIla, KOHLeHTpaT akTUBOBaHOro NpoTpombiHoBOro komnnekcy (activated prothrombin complex concentrate — APCC) abo rpFVIIl "
3aMiCTb KOHLEHTpaTiB NtloacbKoro FVIIl abo gecmonpecuty AnA nikyBaHHA KNiHIYHO 3HAUyLLMX KPOBOTEY Y navieHTis i3 HI'A
PekomeH/ayeMo BUKOPUCTOBYBATY anbTePHATUBHI CTpaTerii NliKyBaHHA 3 Uucna npenaparis 1-ro paay, AKLLO BIANOBIAHE N0YaTKOBE NiKyBaHHA He MaTMe pe3ynbTaTia 1C
[Nina nouatkoBoro nikyBaxHa rFVIla pekomeHayemo 6ontocHy iH'ekLito 90 MKr/Kr Macu Tina KoXHi 2—3 rofi 0 LOCATHEHHA reMocTasy 1B
[ina novatkosoro nikysaxHa APCC pekomenzyemo Gonocki iH'ekwii 50—100 OJI/Kr macy Tina KoxHi 8—12 rog, o Makcumymy 200 Of1/kr/noby 1B
[ina nouatkoBoro nikyBaHs rpFVII pekomenpyemo 3atepgxery o3y 200 OJI/kr Macu Tina, a NOTIM HACTYNHi 40311 ANA NIATPUMKY MiHiManbHoro piBHA >50% 1B
PekomeHzyemo npoBoAuTY peTenbHuil MoHiTopuHr akTusHocTi FVIII nig yac Tepanii rpFVIIl 1B
[TponoHyemo 3acTocoByBaTH pekoMOiHaHTHI abo 0TpUMaHi 3 Nna3mn KpoBi KOHLEHTPaTI NitoAcbKoro FVIIl nuwe B Tomy BUNazky, AKLLO Npenapaty WyHTyloyoi Aii abo "
rpFVIIl HepocTynHi abo HeepeKTUBHI, a TUTP iHribiTopa HU3bKNIA. He peKoMeHAYEMO 3aCTOCOBYBATYH AeCMONPECHH
PekomeHzyeMo npodinakTuuHe 3aCTOCyBaHHA Npenapartis LyHTYiouoi Aii a6o rpFVIII npu npoBeeHHi He3HauHux abo BenuKIX iHBA3UBHUX NpoLieyp 1B
Epapukauis inriGiTopa
Pekomenzyemo ICT Bcim navienTam i3 HTA. OpHak npu nikyBaHHi ocnabnemx XBopux cif AOTPUMYBATUCA 0C00ANBOT 06epexHOCTi 1B
[TponoHyemo BIKOPUCTOBYBATI NPOrHOCTUYHI Mapkepu (akTuBHicTb FVIII, TuTp iHribitopa, AKWo HasBHWIA) Ana iABIAyani3avii ICT 2B
MponoHyemo, wo6 naviexty 3 FVIII =1 MO/an 1a Tutpom iHribitopa <20 op. beTe3aa Ha noyaTkoBOMY piBHi OTPUMYBani ikyBaHH 1-i NiHii nuLue KopTUKOCTepoifamu 8
npotarom 3—4 Tux
[TponoHyemo KomiHyBaTY KOPTKOCTEPOIM 3 PUTYKCMABOM abo LIUTOTOKCMYHYM 3acobom AnA Tepanii 1-i nikii'y nauienTis i3 FVIII <1 MO/nn abo TuTpom iHribitopa >20 og, bete3na 2B
[TponoHyeMo po3LuUmpeHe CnoCTepexeHHA NaLienTiB, AKi He focari pemicii 3a sonomoroto ICT 1-1 nikii, ane mMatoTb nokpaLLeHHa akTeHocTi FVII abo Tupy inribitopa 28
TponoHyemo Tepanito 2-i NiHii puTyKcMMabom abo LUTOTOKCUYHM NpenapaTom, AKMIA He 3aCTOCOBYBABCA Nif yac Tepanii 1-i nikii 1B
[ins nikyBaHHA KOPTUKOCTePOiaMy MPOMOHYEMO NPeAHI30M0H 360 NPeAHi30H y 103i 1mr/kr/£06y nepopanbHO NPOTATOM MaKIMyM 4—6 TiK (3 HaCTYMHOK MOETaNHoI0 BiAMiHOI0) 2B
lponoHyemo putykcumab y 103i 375 Mr/m? Ha TUXieHb NPOTATOM MaKCUMYM 4 LMKAIB 2B
Y AKOCTi LMTOTOKCUYHOI Tepanii NponoHyemo Lknohochamia y 403i 1,52 mr/Kr/B06y nepopanbHo MPOTArOM MakcuMyM 6 Tik abo mikodexonaty modetun y aosi 11/ %
Loy npotaArom 1 Tux, notim 2 r/no6y
He pekomeHpyemo 3acTocoByBaTv BUCOKi 403u NtoacbKoro FVIII ana inayKuii iMyHHoi TonepanTHocTi npyu HIA 2
He pekomeHpyeMo 3aCTOCOBYBATY BUCOKI 103 BHYTPILUHBOBEHHINX iMyHOTNI06yNiHiB ANA epaduKaLii iHribitopa y naujenTis i3 HTA 1B
PekomeHzyeMo cnocTepesxeHHs MicnA JOCATHEHHA NOBHOT PeMmicii, BAKOPUCTOBYIOUM MOHITOPUHT piBHA akTuBHOCTI FVIII womicauHo npoTArom nepLunx 6 mic, KOXHi "
2-3 Mic 0 12 Mic Ta KOXHi 6 MiC npoTArom 2-ro poky Ta Aani, AKLLO MOXNMBO
Y xitok 3 HIA, nos’A3aHot0 3 BariTHiCTIo, NponoHyemo Toi camuii niaxia Ao ICT, wo i B iHwwKX nauieHTiB, ane 3 6inblu peTenbHIM PO3rNAAOM LLOAO 3aCTOCYBAHHA X
LIMTOTOKCUYHMX 3ac06iB
PekomeHzyeMo npoBoANTM TPOMOONPOGINAKTUKY 3riAHO 3 peKoMeRAaLiAMU AMepUKaHCbKoro ToBapucTBa rematonoris (American Society of Hematology — ASH),
AKWo piseHb akTusHocTi FVIII (FVIII:C) noBepHyBca A0 HopManbHoro. KL € NOKa3aHHA, Tepanito aHTUTPOMBOLMTapHIMIA NpenapaTami abo nepopanbHUMIA 1C

AHTUKOAryNAHTaMK (i, PO3N0YATH NiCNA AOCATHEHHA HOpManbHoro pisHA FVIII:C

PucyHok 1 [iarHoctunka HIA

130nb0BaHuii nogoBxeHnii AYTY i Po3rnaHyTv papmakonoriuHi aHTKoarynaHTH

Y pasi He3po3yminux npuyur a6o !
Kkpogomeuiy nayienma

MeTon awilyeanna Kopuzoeanuii Po3rnanyTv fediumT BHYTpiluHiX GakTopis 3roptannsa kposi (VIII, IX, XI, XII)

a60 cuHapom GoH Binnebpanpa
[odosxeruti 1
FVIII:C Hopmanehui — Po3rnaHyTV BOBYAKOBHIA aHTUKOAryNAHT ab0 iHLWIA iHriGiTop
3Huxenut 1
r.- - — —/ —  —/ /1 "
P . . Po3rnAHyTI BOBYAKOBMIA aHTUKOATYNAHT

HI'A py»e iimoBipHa Hemae kposomeyiy nayiesma — . ) ’
L 0 NiaTeepantu pediumt FVIII 33 J0NOMOr0l0 XpPOMOreHHOr0 aHanisy
Kposomeya y nauienma ! L Akujo niomeepoxero degpiyum FVIII

KoHcynbrauia excnepra
NinTeepantn HIA 32 gonomoroto aHanisy betesna abo aHtu-FVIll-imyHodepmenTHoro aHanisy ELISA
TectyBaHHa Ha aHTU-rpFVIlI-inri6iTop, AKLue cycokToKor anbda € BapiaHTOM NikyBaHHA

Lie Moxe OyTu MOB'A3aHO 3 IHWMMMW NPUYUHAMM, HAaNPUKNag niky-
BaHHAM aHTMKOarynaHTamu. HaaBHICTb KPOBOTEUi € XapaKTepHOI0
ana HIA, npu uboMy HanyacTilwe BigmivaloTb NiAWKiIPHI KpoBoTeui
(y 80% nauieHTiB), NOTiM M'A30BI, LUNYHKOBO-KULLIKOBI, CeYocTaTeBi

2

Ta 3a04epeBuHHI (y 45; 21; 9 i 9% nauieHTis BignosigHo) [2]. Kposo-
Teya B cyrnobu, xapakTepHa 03HaKa BpoaXeHoi remodinii, Habara-
To pigwe BuHUKae npu HIA [2, 8]. Y geAkux Bmnagkax y nauieHTis
i3 HI'A we He noyanacA KpoBOTeYa Ha MOMEHT BCTAHOBJ/IEHHA Aia-
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rHo3y [2]. Y umx nauieHTiB nogosxeHnin AYTY moxe 6yTn €ANHOI0
o3Hakoto HIA.

MoposxeHnit AYTY He € cneundiuHum gna gediuuty FVIII;
iHWi NpryrHN nopoBxeHHsa AYTY BigmiyaloTb HabaraTo uacTiwe.
Takum umHom, nogoBxeHnn AYTY He € xOpOoLWMM NPOrHOCTUYHUM
6iOMapKepOM KpoBOTeUi, NPO WO CBigYaTb BPUTAHCHKI HAaCTaHOBWY,
AKI He peKoMeHAyloTb MPOBOAUTU PYTUMHHI TeCTV y NaLi€HTIB, AKi
He 6ynu BifibpaHi [17]. MNpoTe He peKkoMeHAYEMO irHOpyBaTy He3po-
3ymine nogosxeHHA AYTY, AKLLO BOHO BigMIYaEeTbCA Nepes onepa-
Li€to abo y MauieHTiB i3 KpoBOTeYel. BUMipOBaHHA HOPMasbHOMO
pisHs FVIII, daktopa IX (FIX) abo XI (FXI) y Takmx BUNagKax BUKIOYAE
remMopariyHuii giates i MOBUHHO 6YTV BUKOHAHO TECTYBaHHA Ha Ha-
ABHICTb CTaHiIB, AKi nogosXxyTb AYTY, ane He CTBOPIOIOTb PU3KKY
KPOBOTEYi, TaKMX fIK BOBYAKOBUI aHTMKoarynaHT (BA) Ta gediynt
dakTopa XII.

PekomeHOyemo po3sanadamu diazHo3 HIA wopasy, konu eocmpa
abo Heuj00asHA KpPoBOMeYa cynpoB8OOXYEMbCA He3PO3yMisluM NOOO-
exeHum AYTY (cmyniHe 1B).

PekomeHOYEMO He izHopysamu ma 00c1ioumu He3po3ymisne nodo-
8xeHHA AYTY neped onepauieto (cmyniHe 1C).

TecTu Ha 3millyBaHHA

Dediunt pakTopiB 3ropTaHHA KpoBi abo iHribiTopn pakTopa
3ropTaHHA, BK/loYaloum ayToaHTuTina, BA abo dapmakonoriy-
Hi @aHTUKOArynAaHTN, MOXyTb MPU3BECTV A0 noAoBxeHHA AYTY.
o6 BiapizHWUTU pediunT dpakTopa Big HAABHOCTI iHTiGITOPHOI pe-
YOBVHW, MOXHa MPOBECTM TeCTn Ha 3MilyBaHHA, AKwo FVIII:C He-
noctynHuia. IHri6iTopu FVIII 3anexaTb Bif Yacy Ta TemnepaTypu,
TOMy CJlif NOPiBHATK pe3ynbTat AYTY, oTpumaHi Bigpasy nicna
3MillyBaHHA HOPMasnbHOI MasMy Ta MiasmMy naulieHTa Ta nicna
2-roAnHHOT iHKy6auii [18]. Lli TecTy noraHo cTaHZapTU30BaHi i
He MOXYTb BUKOPWUCTOBYBATUCA ASIA BCTAHOBNEHHA abo BUKIIIO-
YyeHHA piarHo3y HIA [19]. 3aBXan HeobXigHe mopanblue JoChi-
IPKEHHSA, 1 aHani3y akTUBHOCTI cneyndiyHnx dpakTopis ciiig npo-
BOAUTW MapanenbHO ANA NOMerweHHA PaHHbOI JiarHOCTUKN.

BumiploBaHHA ¢paKTOpa 3ropTaHHA KPOBi

I3onboBaHMin HU3bKMIA piBeHb FVIII cBigunTb Npo giarHo3 HIA.
OpHak audepeHUiiHMA giarHo3 Husbkoro FVIIEC Bknloyae xBo-
poby ¢oH BinnebpaHpaa, BpomkeHy remodinito A Ta HabyTUin CUH-
apom ¢oH Binnebpanza [19]. 3HMKeHHA BCiX BHYTPILLHIX dpaKkTopiB
3ropTaHHA KPOBi MOXe 6yTN MOMUIIKOBUM pPe3ybTaToMm in Vitro, Wo
BUHMKAE BHACNifOK iHAYKOBAHOrO iHri6iTopom BrcHaxeHHs FVIII
B cybcTpaTHii nnasmi [20]. IHribyBaHHA docdoninigis, cnpuunHeHe
BA, B aHani3i $paKTOPHOT aKTVBHOCTI TAaKOX MOKe MPU3BECTM [0 3HU-
eHHA piBHA dakTopa. BA MOXHa BUKMIOUUTY 3a JOMOMOrOI0 Hera-
TMBHOIO PO3Be[eHOro TeCTy Ha OTpYTy rajloku Paccena, Ha AKnn
3a3BuMYal He BnnMBatoThb iHribiTopm FVIII [21]. HaBnakuy, Bnane BA
Ha akTuBHicTb FVIIl Ta aHani3 bete3ga MoXHa BUKIOUMTA 3@ JOMO-
MOTOIO aHaJli3iB XpPOMOreHHOro cy6cTparty, AKi 3a3Bn4alt HeuyTnBI
0o BA [22, 23]. Kpim Toro, HopmanbHu xpomoreHHuin aHanis FVIII:C
Bukntoyae HI'A y Bunagkax, konm BA 3HVMXye pe3ynbraT ogHoeTan-
Horo aHanisy FVIIl. OgHak cnig 3a3HaunTy, wo HI'A | BA € ayToimyH-
HUMM 3aXBOPIOBAHHAMY, AKI MOXYTb BiAMIYaTNCA B OAHOrO NaLji€H-
Ta [24, 25].

AHanis betesga i mogudikauii

TecT beTe3fa po3pobneHnii Ana BUABNEHHSA Ta KiJIbKiCHOI OLiHKM
anoaHTuTin go FVIII npy BpogkeHin remodinii A, AKi AeMOHCTPYIOTb
NiHIARY KiHeTVKy 1-ro Tuny [26]. BiH TakoX KOPUCHWUIA ANA BUABJEH-
HA iHri6iTopis FVIII B HI'A, ane BOHM YacTo mMaloTb CKNafHy Ta Heni-
HiHY KIHETUKY 2-ro TUMy, TOMY aHasi3 MOXe He AaTyi 3MOru OLiHUTY
CMpaBXHIO aKTUBHICTb ayToaHTUTINa [27]. 3a 3arafibHOO AYMKOIO,
ONA OUIHKM TUTPY iHri6iTopa 0OMpaeTbca po3BefeHHA, HabnnKye
10 50% iHribyBaHHA FVIIl y HopmanbHi nnasmi: 1 of. betespa = Kinb-
KicTb iHribiTopa, AKniA HenTpanisye 50% FVIII:Cy HopmanbHin nnasmi
nicna iHky6auii npotarom 2 rog npu Temnepatypi 37 °C [28]. [Hoai
[eKinbka po3BefieHb HabnuxKalTbca Ao 50%, WO 3yMOBIIIOE NEBHY
HeBU3HaYeHICTb y BUABMIEHHI TUTPY iHribiTopa. BA Moxe 3aBaxatu
aHanisy betesaa i BUKNMKaTU HU3bKOMO3UTUBHI pe3ynbTaTti. IMyHoa-
Hani3 anA BuABNeHHA aHTuTIN go FVIII moxe gonomorTtu BigpisHUTX
BA Big iHri6iTopis FVIIl y Takmx Bunagkax [13, 29]. inA noKpaiieHHA
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cneundiyHOCTI BUSABNEHHSA iHTBITOPIB 3 HU3bKUM TUTPOM po3pobiie-
Ha moguodikauis HaimereHa [30]. NepenaHanitmuHa TepMiuHa iHaK-
TUBALiA AOCNIAXKYBAHOT MNa3My MOXKe NOKPaLLUTX TOYHICTb/UyTiu-
BiCTb aHanisy [31, 32].

TUTp aHTUCBMHAYOTO iHriGiTOpa

TuTp cBUHAYOrO iHribiTopa FVIII Mmae 6yTn BU3HaUEHMI KinbKic-
HO, AKwWo rpFVIII po3rnagaeTbca AK BapiaHT NikyBaHHA. AHani3 npo-
BOAATb Tak caMo, Ak i aHani3 bete3pa, ane 3 BukopuctanHam rpFVill
B AKOCTi cy6CTpaTy 3aMicTb HOPManbHOI Nnasmu JIOANHN. Y Kito-
yoBoMy KiiHiuHOMy pocnigxkeHHi rpFVIII OBI-1 nauieHTn 3 aHTK-
CBUHAYMM TUTpoM >20 op. betesga 6ynu BukntodeHi [15]. Huxui,
X0ua I BUABNEHI, aHTUCBUHAYI TUTPY YNHUAW BMNAVB Ha AO3YBaHHA
rpFVIIL.

AHTU-FVIlI-dpepmeHTHONOB A3aHMIA
iMyHOoCcOp6eHTHMIA aHani3

Moka3zaHo, wo komepuitHun IOA npotn FVIII € uytnusum i cne-
undivHum gna piardoctukm HIA [13]. BiH Moxe 6yTi 0co651BO Ko-
PUCHMM, AKLLO € Nifo3pa wono BA npy no3utusHomy aHanisi betes-
fa abo AKwWo aHani3 betesga He Moxe GYTV BUKOHAHWI, OCKiNbKY
rpFVIIl Bxe BBepeHo. Kpim Toro, Bm3HaueHHA i3otuny aHTu-FVIII
MOKe YMHUTM MPOrHOCTUYHMWIA BMNAUB, AK NMOKa3aHo Ana aHTu-FVIII
IgA [11].

PekomeHOyemo niomeepoumu 0OiazHo3 HIA wnaxom nepesipku
akmugHocmi FVIIl ma koHuyeHmpauii iHei6imopa 3a donomozoto aHa-
nizy bemezda ma/a6o anmu-FVill-ananizy ELISA (cmyniHe 1B).

PekomeHOYEMO nepegipumu HAA8HICMb AHMUCBUHAY020 iH2ibi-
mopa 3a 00NomMo20t0 MoOUpikosaHo20 aHanizy bemesoa, AKwo liKy-
eaHHA rpFVIll o6paHo sapiaHmom (cmyniHe 1B).

FemocTaTnyHe nikyBaHHA

JlikyBaHHA KpoBoTey y nauieHTiB i3 HFA noBMHHO npoBoanTH-
cA B CreuianizoBaHOMY LEHTpI; AKLWO HerarHe HanpasiieHHA He-
MOXNBe, CNif 3BEPHYTUCA 3a KOHCYNbTauieto ao daxisua. Mepuio-
4YeproBuMM 3aBAaHHAMMN € KOHTPOJSIb PO3BUTKY FOCTPOI KpOBOTeui
Ta 3anobiraHHA TpaBMaMm, y TOMY YMCIi ATPOTEHHUM, AKi MOXYTb
CNpPOBOKYBaTU Mojanblly KposoTeuy. XipypriuHi BTpy4YaHHA Ta
iHWIi iHBa3MBHI Npoueaypw CNifg NPOBOANUTM TiNbKM B CreLiani3o-
BaHMX LieHTpax abo 3a pekomeHpauieio daxiBua. AKWO NoTpibHa
LieHTpanbHa BEHO3Ha NiHiA, MOXe 6yTU Kpalle BMKOPMCTOBYBaTU
CTerHoBy BeHy. BeHonyHKLilo NOBMHEH BMKOHYBaTV AOCBigYEHUN
nepcoHan, a apTepianbHUA TUCK CNiA BUMIPIOBaTN Tak 4acTo, AK
Lie BBa)KAETbCA KAiHIYHO 3Hauywum. Cnig yHMKatn dacuiotomii
npy BHYTPILUIHbOM'A30BMX KPOBOTEYAX, OCKINbKM Lie MOXe npu-
3BeCTV 0 HEKOHTPONbOBaHOI KpoBoTeui [33, 34]. PaHHA remocTa-
TUYHA Tepania MoXke 3anobirTn KoMnapTMeHT-CUHAPOMY Y 6inb-
LIOCTi NaLieHTiB @60 HABITb 3MIHUTW CUMNTOMM OTO PO3BUTKY [35].
Y peectpi EACH2 egnHmnin napameTp, AKUN Bigpi3HABCA Mi>K NaLlieH-
Tamu, AKi BiNOBINM Ta He BifANOBINU Ha NiKyBaHHA, Oyna 3aTpumka
B yaci nikyBaHHs [8].

PilueHHA Npo noyaTok NiKyBaHHA 3yMOBMIOETbCA KNiHIYHO 3Ha-
UyLLiCTIO rOCTPMX KpoBoTeY. 3aranom 6nm3bko 70% nauienTis i3 HIA
noTpebyoTb reMOCTaTUYHOrO NiKyBaHHSA. 3rigHo 3 faHmMu 3 Bennko-
6puTaHii Ta peectpy EACH2, 6n13bko 30% nauieHTiB He oTprMyBanu
NiKyBaHHA, OYEBUAHO TOMY, WO Y HUX He Byno KposoTey abo Gynu
nuLe HeBMparkeHi NiaWwKipHi KposoTeui [2, 8]. OgHak peTenbHe cro-
CTepEeXeHHs MoXe OYTU BMMNPABLAAHMUM, OCKINbKU HaBiTb paTanbHa
KpOBOTeYa MOKe BUHUKHY TV MPOTArOM 5 MicC Nicna nepLuoro BUHMK-
HeHHA Y NaLieHTiB 3 nepcucTytoummu iHribitopamm [2].

BigcyTHicTb Kopenauii mix tutpom FVIII:C abo iHribiTopom Ta
deHoTnom KposoTeui npu HIFA onucaHo B 6araTboX JOCHIAMKEH-
HAX [2, 3, 36]. Takum ymHOM, TUTP iHriGiTopa i FVIII:C He NOBUHHI
BMJIMBATU Ha PIlEHHA MPO MOYaTOK NiKYBaHHA KNiHIYHO 3HauyLiOl
KpoBOTeui.

Byab-Aka remocTtaTMyHa Tepania nos’A3aHa 3 PU3MKOM apTepi-
anbHKX Ta TPOMOOTUYHMX NOAiN, 0COBAMBO B OCIO NITHLOrO BiKy Ta
nauieHTiB i3 pakTopamu pr3nKy abo HelogaBHIMU TpoMboemboniy-
HUMK ABULWaMK. TocTprid nepebir 3aXBOPIOBAHHA Ta HEPYXOMICTb
y nauienTis i3 HI'A 3 KpoBoTeyeto € GakTopoM pur3mKy Tpomboembo-
nii; 0o4HaK KOHTPOJb rOCTPUX KPOBOTEY 3a3BMUYail € NPIOPUTETHUM.
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PekomMeHOyeMO noYuHamu 2eMoCcmamuyHy mepaniio y nayi-
€Hmis i3 HTA ma KniHi4HO 3HaYyuWuMu Kposome4yamu He3as1exHo
8i0 mumpy iHei6imopa ma 3anuwkosoi akmusHocmi FVIIl (cmy-
nivHe 1B).

Bu6ip 1-i Ta 2-i niHii nikyBaHHA rocTpux KpoBoTey

[ocnigeHHA NOPIBHANBHOIO NiKyBaHHA 3 MapanefbHUMU
rpynamn npu HIA BigCyTHi. AHanis gaHuX peectpy wopo npe-
napartiB WyHTyYOI Aii, Bkntoyatoun rFVlla Ta KOHUEHTpaT akTu-
BOBaHOro npoTpombiHoBoro komnnekcy (activated prothrombin
complex concentrate — APCC), a TakoXX ofjHOrpynose KiiHiyHe
pocnigkeHHsa rpFVIIl He nokasanu YiTKOI pi3HULi B epeKTUBHOC-
Ti abo nepeBaru 6e3neKkn ogHoro npenapary Hag iHwumu [8, 15,
37]. CxoXuniA aHani3 cBigunThb, WO edEeKTUBHICTb KOHLIEHTPATIB
FVIII nioguHn Ta gecmonpecuHy 6yna sBHO HUXYOI0, Hix epeKTuB-
HiCTb Npenapartis WyHTytoyvoi aii y EACH2 [8]. Takum unHom, APCC,
rFVIla Ta rpFVIIl moxHa BBaxaTu npugaTHUMK npenapatamu 1-i
NiHiT (puc. 2). Ha octaTtouyHmin BMGip B OCHOBHOMY BMIMBAaTUMYTb
QHTUCBUHAYMIA TUTP, @ TaKOXK AOCTYMHICTb, BapTiCTb i 34aTHICTb
KoHTpontoBaTh rpFVIIL.

Pekomeroyemo sukopucmosyeamu rfFVila, APCC abo rpFVIll 3a-
micme koHyeHmpamis FVIIl noduHu abo decmonpecuHy 0718 1iKy8aH-
HA KNIHIYHO 3HaYywux Kposomeu y nauieHmis i3 HFA (cmynine 1B).

MauieHTiB cnig yBaxkHo cnocTtepirati wopo edeKTUBHOCTI Ni-
KyBaHHA. TaKnin MOHITOPUHI 6a3yeTbCsA NepeBakHO Ha KIiHIYHIN
ouiHLi. 3anexHo Bif micua KpoBoTeyi cnif 6paTty fo yBaru cepiii-
Hi BUMipIOBaHHA aHanisy KpoB.i, ornaf i nanbnauito MicLib KPOBO-
Teyi, 3MiHK 600 abo PyXxNMBOCTI, MPO AKi NOBIZOMAE MaLi€HT,
a TakoX Bi3yanisauinHi gocnigxeHHa [38]. Mpu nikysaHHi rpFVIlI
MOHiTOpUHT FVIII:C MOXe TakoXX AOMOMOrTY y BU3HAYeHHi HacTyn-
HOro A03YBaHHA, X04Ya KNiHiYHa ePEKTUBHICTb He 3aBXXAM MOXe KO-
penosaty 3 FVIII:C [15]. 3anexHo Bif TAXKKOCTI CTaHy BiACYTHICTb
3MeHLEeHHA BUPaXeHOCTi CUMNTOMIB KPpOBOTEYi a60 NosABa HOBUX
MOXYTb CBIZUUTY NPO HeobXigHICTb iHTeHcUiKaLii nikyBaHHA a6o
nepexofy Ha OAWH i3 anbTepHATUBHUX BapiaHTIB NiKyBaHHA.

PekomeHOYeEMO 8UKOpUCMOBY8aMuU a/lbmepHAMUuBHi cmpamezii
NiKy8aHHA 3 nepesniky npenapamis 1-i niHii, Akujo 8ionosioHe noyam-
Kose NiKy8aHHA He 0asio pe3ysemamy (cmyniHe 1C).

rFVII

EdektusHicTb rFVIla [enTakor anbda (akTusosaHmi)] npu HFA
HewoAaBHO Gyna Po3rnAHyTa B CMCTEMATMYHOMY OrnsAi niTepa-
Typu [37]. 3aranom npoaHasnizoBaHo 12 gocnifgxeHb, y AKMX No-
Bigomnanoca npo 671 nauieHTa Ta 1063 KpoBOTeUi, AKi NliKyBanu
rFVila. CepenHa noyaTkoBa fo3a rFVila ctaHoBuna 90-105 mkr/
Kr Macu Tina 3 gianasoHom 25-181 MKI/Kr macu Tifla B OKpeMunx
JocnigKeHHAX. BBegeHHA [03 MOBTOPIOBANN NEPEBaXXHO KOXKHi
2-3rof, Npu UbOMy iX CepefHA 3aranbHa KinbKiCTb CTaHOBMNA
10-28. rFVlla BuKopuctoByBanu B AKOCTi Tepanii 1-i niHii B 6inb-
WwocTi BUNaaKiB; 39-90% nponikoBaHUX KPOBOTEY OyNn TAXKUMU.
Y 12 pocnigxeHHAX 6ynun 3HauHi BIAMIHHOCTI O[O BM3HAYeHHA
reMocTaTUYyHOi ePpeKTUBHOCTI. EAUHUN pe3ynbTaT edpeKTUBHOC-
Ti, AKNA 3abe3neuyBaB AOCTATHIO KiNbKiCTb AaHUX, BU3HAYEHUN
AK «nN0BHA» abo «4acmkoea 8i0Nogidb», [LOCTYNHWUA AnA 6 Ao-
cnigxeHb. Y 5 3 HUX ePeKTUBHICTb NlikyBaHHA cTaHOBUMa >90%
AK Ha PiBHI NaLli€HTa, TaK i Ha PiBHi KPOBOTeUi.

PucyHok 2 Brbip i MOHITOpPUHT remMocTaTyHoi Tepanii npy HIA

Y 3a3HauyeHOMy CMUCTEMATMYHOMY OFfAfdi TakoX po3rnaga-
naca 6esneka rFVila npu HIA [37]. TpomboemboniuHi Ta cepue-
BO-CYAUHHI nogii ouiHoBany y 8 3 12 gocnigKeHb i nosigomnanm
npo Hux 0-5% nauieHTiB. CMepTHICTb BKNtoveHa B 10 OCNigKeHD,
y 8 nosigomMnAnu Npo BiACYTHICTb CMepPTHOCTI, NoB'A3aHoi 3 rFVlla.
[1Ba JOCNigKeHHSA, B AKUX NOBIZOMAANM NPO CMepTb Bif Tpomboem-
60niyHMX Nogdil, NOTeHUiNHO nos'a3aHux 3 rFVIla, 6ynn ANOHCbKMM
HarNAZoOBUM JOCNILKEeHHAM (2 BUMagkn cmepTi cepen 132 nauien-
TiB, AKi oTpumysanu rFVlla) [39] Ta pocnigkeHHam GTH (3 Bunagku
cmepTi cepep 61 nauieHTa, wo otpumysanu rfVila) [10]. OanH na-
LieHT y gocnigxeHHi GTH nomep Big Tpom603y nopTanbHOI BEHU
Ha 6- geHb nig yac nikyBaHHA rFVila npotarom 3 gHiB. [JBOE iHWMNX
nauieHTiB NomMepnu Bif iLWemMiYHOro iHCynbTy Ha 5-1 i 35-n gHi ni-
KyBaHHA rFVlla; ui nauieHTn otpumysanu rFVlla pasom i3 TpaHek-
camoBoto Kucnotow. Y EACH2 Tpom60oTUYHI ABNMLLA 3apeecTpoBaHi
y 5/174 (2,9%) nauieHTiB y 38'A3Ky 3 nikysaHHAM rFVlla [8].

Ana nouyamkogozo nikysaHHa rFVila pekomeHOyemo 6GosoCHI
iH’eKUiT 90 MKa/K2 Macu mina koxHi 2—3 200 00 00CAHEHHA 2eMocmasy
(cmyniHb 1B).

APCC

APCC 3acTocoByloTb AnA fikKyBaHHA i NpodinakTuky KpoBo-
Tey y nauieHTiB i3 BpogkeHot remodinieto 3 iHribitopamu [40-42]
i WMpoKo BMKopurCcToBYIOTb Npu HI'A, Xoua cnctemaTMyHUX OrnAgiB
Hemae. PekomeHpoBaHa Ao3a cTtaHoBUTL 50-100 O/Kr macu Tina
KOXHi 8-12 roa, makcumym 200 Ofl/kr/po6by [1]. Y nonepenHbomy
JocnigKeHHi 3i6paHi AaHi Npo 34 BunaaKky B Tpbox LeHTpax CLUA
3a 10 pokiB [43]. Ycboro BusiBneHo 55 BunagkiB KpoBoTeui, a piBeHb
Bignogigi ctaHoBMB 76 i 100% ANA NAUIEHTIB i3 TAXKKAMYK Ta MOMip-
HUMUK KpoBoTeyamu BifgnosigHo [43]. APCC TakoXX BUKOPUCTOBYBan
Ons BTOPUHHOI npodinaktuku [44, 45].

Y petpocnektusHomy gochigxeHHi APCC nokasaB cnpuaTAnBuii
npodinb 6e3neky, Wo BKasye Ha Te, WO BiH fobpe nepeHOCUTbCA
3 HEBEJIMKOK KiJIbKICTIO NobiuyHMX AUl [46]. TpomboTMYHI ABULLa,
BK/lOYaouM iHpapKT Mmiokapaa Ta BeHO3HMI TPOMO03, B OCHOBHOMY
peecTpyBanu y nauieHTiB 3 gogatkoBumu dbaktopamu pusnky [46,
47]. Y EACH2 npo TpomM60TnYHi nogii npu 3actocyBaHHi APCC no-
Bigomnanu y 3/63 (4,8%) nauienTis [8]. Micna BeegeHHa APCC Bia-
MiYanu AncemiHoBaHe BHYTPILUHbOCYAMHHE 3ropTaHHA Yy AesKuX
nauieHTiB, AKi oTpumyBanu pgosn >200 Ofl/kr/poby [47]. APCC npo-
TUMOKa3aHW NaLieHTaM 3 03HakaMu ANCEMiIHOBAHOIO BHYTPILLIHbO-
CYAUHHOTO 3ropTaHHA.

Ana nouyamkosozo nikysaHHa APCC pexkomeHOyemo 60s1t0cC-
Hi iH'ekyii 810 50-100 Ofi/ke macu mina koxHi 8-12 200, Makcumym
200 Ofi/k2/006y (cmyniHe 1B).

rpFVIII

Xoua KOHLEHTPaTU TBAPWHHOIO MOXOAXKEeHHs Oinblue Hepo-
CTYMHi, B MMHynoMy KoHueHTpat FVIII, oTpymanui 3 nnasmun cBu-
Hel, LWMPOKO BUKOPUCTOBYBaBCA AnA NikKyBaHHA HIA, ocKinbku
ayToaHTutina npotu FVIII yacto gemMoHCTpyBanu HMU3bKy nepexpec-
HYy peakTUBHICTb 3i cBuHAYMM FVIII [48]. rpFVIII (cycokTokor anbda)
OLiHEHO Y NPOCNEeKTUBHOMY KiHIYHOMY HEeMnopiBHAIbHOMY [OCHi-
okeHHi [15]. MauieHtn 3 HIA Ta ceplio3HOI0 KpOBOTEYED Manu npa-
BO Ha y4acTb, ane 6ynu BUKIYeHi, AKWwo tutp aHTu-rpFVIIl iHri6i-
Topa ctaHoBMB >20 oa. betesga. rpFVIlI BBOgUAN B noyaTkoBin fo3i
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200 OA1/kr macw Tina. MNoganblui 403K Ta iHTepBany A03yBaHHA NpU-
3HavyanncA nikapem Ha OCHOBI KMiHIYHOI BIAMOBIAI Ta BUMipIOBaHO-
ro FVIII:C 3 metoto nigrpumkm FVIII:C >80% npu cepno3Hmx KpoBo-
Teyax, Wo BUKINKaIOTb 0COBMBE 3aHEMOKOEHHA (HanpuKnag TaXKKi
KpOBOTEUi y CN1M30BY 060MOHKY, TAMXKI BHYTPiLLIHbOUYeperHi, peTpo-
a60 BHYTpIiLLHbOYEPEBHI, CeYoCTaTeBi, LUNIAHI, TPaBMaTUYHi abo nic-
naonepauinHi KpoBoTeui) i >50% ana BCix iHWMX KpoBoTey. KniHiyHa
ouiHKa Yyepe3 24 rog nokasana edekTBHY Bifnosiab y 24/28 naui-
€HTIB i yacTKoBY — Yy 4/28 nauieHTiB. Y 24/28 (86%) nauieHTiB nig yac
BBe[leHHA OCTaTOYHOI 031 KPOBOTeYa KOHTpostoBanacs. PisHi FVIII,
BMMIpAHI Bigpa3y nicnAa 1-i go3n Ta yepes 24 rod, CTaHOBUAN 22—
540% i 2-369% Big HOpMU BigNOBIAHO. HasiBHICTb aHTUTIN, WO ne-
pexpecHO pearyioTb, He BIUIMHYNA Ha KIiHiYHY BiAMOBiAb uyepes
24 rop, ane NauieHTM 3 NEPEXPECHOID PEAKTUBHICTIO NOTpebyBanu
BULLMX 403 Y NepLui 24 rof, HiK nauieHTy 6e3 nepexpecHoi peakTnB-
HocTi (MegiaHa 1400 Ta 300 Oa/Kr macu Tina BiANOBIAHO). IHriGiTopy
aHTU-rpFVIIl nepexpecHoi peakuii BuABneHi y 44% naui€eHTiB y He-
LwoAaBHbOMY JocnigkeHHi [49]. Y peTpocneKTMBHOMY AOCHiAMEHHI
BMKOPUCTOBYBaNN HYXKUy noyatkoBy Aao3y 100 Ofl/kr macu Tina 'y 6
i3 7 nauieHTis, Aki otpumysanu rpFVIIl ak Tepanito 2-i niHii, npn Lbo-
My Yy 5 3 uux nauieHTis piseHb FVIII:C ctaHoBMB >100% nicns iHdys3il
(y 1 nauieHTa 6yB HeBuMmiptoBaHui FVIII:C) [50]. 3aranom nikyBaHHA
6yno edpekTMBHUM Y 5 i3 7 nauieHTis. Lli AaHi cBiguaTthb, Wo, xoua 3a-
TBepAKeHa noyatkoBa fo3a ana rpFVIll cranoButb 200 O/Kr macun
Tina, noyatkosa fo3a 100 O[l/Kr macu Tina BUABNSAETbCA 4OCTAaTHLOIO
ans 6inbwocTi nauienTis, i FVII:C cnig peTenbHO KOHTpoOsOBaTH,
o6 3anobirtn Hagnuwky FVII:C. BuxigHui tutp aHtu-rpFVIIl moxe
[IOMOMOTTI BU3HAUUTY NaLuieHTiB, Ana akux rpFVIIl HaBpsa un 6yne
edeKTUBHMM.

Y pocnipxeHHi [15] rpFVIIl fobpe nepeHocrBCA BCiMa NaieHTa-
mMu. 3aranom y 5/18 nauieHTis, Aki He manu iHribiTopis aHTK-rpFVIIl
Ha noyaTKoBOMY eTani, yepe3 8-85 gHiB BUHMKAM aHTUTINa go rpFVIII
de novo, o CNPUYNHIKAO NPUNHEHHA NPUIOMY Npenapaty y 2 na-
Li€HTIB. Y >O4HOrO0 NauieHTa He BUHUKAM TpoMboembosivuHi ABuMLLa.

Ana nouamkosoeo nikysaHHs rpFVIIl pekomeHOyemo 3ameepoxe-
Hy 003y 200 O/]/ke macu mina, a nomim nodasnsui 003u 0714 NidMpum-
KU MiHiManbHo2o pieHA >50% (cmyniHe 1B).

PekomeHOyeMO pemesibHUl  MOHIMopuHe akmusHocmi  FVIII
nio yac mepanii rpFVIIl (cmyniHe 1B).

KoHueHTpaTu niogcbkoro ¢pakropa Vil i gecmonpecuH

MixHapopaHi pekomeHgauii 2009 p. NponNoHyBanu BUKOPUCTO-
ByBaTV KoHueHTpaTty FVIII niognHn abo gecmonpecuH nuiie y Bu-
nagKy, AKLWO Tepanisa npenapatamu WyHTYyYoTl Aii 6yna HegocTyn-
Ha [1]. Y peecTtpi EACH2 ouiHKa edeKTUBHOCTI NiKyBaHHA nepLunx
eni3opis KpoBoTeyi Morna 6yTv npoBeaeHa y 288 Naui€HTIB, 3 AKNX
219 (76%) oTpumyBanu npenapaTtun WyHTYO4OI Aii, a 69 (24%) —
nmoacokuin FVIII abo gecmonpecut [8]. MauieHTn, skum BBOAMAN
KOHUeHTpaT nmogcbkoro FVIII abo gecmonpecnH, Manu BuLli novat-
koBi piBHi FVIII, H/XUi TUTPK iHriGiTOPIB, MEHLW CUNbHI KpoBOTEUi
Ta yacTiwe oTpMMyBanu TpaHekcaMoBy KMUCNOTY. [Tpy NOPIiBHAHHI
rpyn, Wo BifNoBigaloTb NoKasHMKam cxunbHocTi (=60 Ha rpyny),
BiIMiYany 3HAUYHO HXKYUI MOKA3HUKN edeKTUBHOCTI NikyBaHHA FVIII
abo pecmonpecnHom (68%) NOPiIBHAHO 3 NpenapaTamu LWYHTYOYOT
aiT (93%). Cnig 3a3HaunTH, WO B LIbOMY MOPIBHAHHI He Byno Bigno-
BiQHOCTI ANA BMKOPUCTaHHA TpaHeKcamMoBoi Kucnotu. Mpu 3acTo-
CyBaHHi AecMonpecuHy Moxe iCHYBaTU PU3MK MepeBaHTa)KeHHA
pianHOI0, CepLeBOl HeOCTaTHOCTI Ta TAXKOI rinoHaTpiemii, Tomy
MOro He cJlif 3aCTOCOBYBaTW y NaLi€HTIB NiITHLOTO BiKy [51].

lponoHyemo 3acmocosysamu pekombiHaHmMHi abo ompuma-
Hi 3 nnasmu KoHueHmpamu ntodcekozo FVIII nuwe 8 momy sunaoky,
AKWO npenapamu wyHmytoyoi 0ii abo rpFVIIl HedocmynHi abo He-
ehekmusHi, a mump iHeibimopa Hu3bkul. He pekomeHOyemMo 3acmo-
cogysamu decmonpecuH (cmyniHe 1B).

AHTNiGpUHONITUKM Ta iHWI MeToAN NiKyBaHHA

3anuwatotbCcA  AeAKi  cyrmepeyku LWOA[AO  3aCTOCYyBaHHA
aHTUPIOPUHONITMYHMX 3aco6iB y NOEAHaHHI 3 nNpenapatamu
WYHTYOYOT Aii. AHTUGIOGPUHONITMYHI 3aco6U Cnif 3aCcTOCOBYBa-
TN 3 obepexxHicTio y nauieHTis, Aki oTpumyBanu APCC [52]. Op-
HaK y BMNaaKy KoMb6iHOBaHOI Tepanii TpaHEKCaMOBOI K/CIOTO
Ta APCC, akuin BKNtoYaB ofjHoro nauieHTa 3 HI'A, He noBigomnsano-
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cA npo TpomboemboniyHi ABULLa ab0 ANCEMiIHOBAHE BHYTPILLIHbO-
CyAVHHe 3ropTaHHA KpoBsi [53]. NoeaHaHHA TpaHeKcamMoBOT Knc-
notu 3 rFVlla TpagnuinHO BUKNNKAE MeHLWe 3aHEeNOKOEHHA [54].
Y peectpi EACH2 17% nauieHTiB i3 rFVIlla oTpvMyBanu fonomixkHy
aHTUGIOPUHONITMYHY Tepanito NOPIBHAHO 3 Nnwe 5% nauieHTiB,
aki otpumysanu APCC [8]. Y gocnigxkeHHi GTH 32/102 (31%) na-
Li€HTM OTpuMyBanu TpaHeKcamoBy Kucnoty, 63/102 (62%) —
rFVIla, a 21 (21%) — obugsa BogHouac [10]. 3 Tpbox daTanbHUX
TpomboemboniYHNX NOAIN, WO BUABNEHI Y 3B'A3KY i3 3aCTOCYBaH-
HAam rFVlla, oBi BUHMKNM y 21 nauieHTa, AKMIA BOJRHOYAC OTPUMY-
BaB TpaHekcamoBy kucnoty Ta rFVila [10]. Tomy pekomeHngyemo
LOTPUMYBaTUCA OBEpexXHOCTI Mpu MOEAHAHHI TpPaHEeKCaMoBOi
KNCNOTY 3 NpenapataMn WYyHTYOYOT Ail. TpaHekcamoBa KUCnoTa
[ANA MiCLLeBOro 3aCToCyBaHHA MOXe 3aCTOCOBYBaTUCA AK anbTep-
HaTVBa Npw feAKMX BUAAX KPOBOTEY.

OTpvMaHuii 3 NNasmy oumnLleHnn KoHueHTpart FVila/dakTtopa X
cxBaneHun B ANOHIi AnA NiKyBaHHA rocTpMX KPOBOTEY Y MaLli€HTIB
3 iHri6itopamu FVIIl abo FIX [55]. focnigkeHHa wopo HIA BigcyTHi.

Emiunsymab — pekombiHaHTHe rymaHioBaHe bicneyndivHe
MOHOKJ/IOHanbHe aHTUTINO 3 FVIII-MiMeTUUHOI aKTUBHICTIO — He-
LWoAaBHO NiLeH30BaHMI Ana NpPodinakTUKM y NauieHTiB i3 remo-
dinieto A 3 iHribiTopamn abo 6e3 Hux [56]. Mpenapat 3acTocoBy-
BaNn y KinbKox nauieHTiB i3 HFA 3 TAXKoto KpoBoTeueto [57, 58].
OpHak 6e3neka Ta epeKTUBHICTb emiym3ymaby wopo HIA HeBigo-
Mi, TOMY Lie aHTUTINO He CNif 3aCTOCOBYBATU B Uil rpyni nawieH-
TiB 332 MeXamu KNiHiYHMX gocnigxeHb. Lle ocob6nmBo akTyanbHo
ONA NaLi€HTIB NiTHbOrO BiKY, Y AKX CepLeBO-CYANHHI NOAIT BigMi-
YaloTb YacTile, a TaKOX AS1A XKIiHOK, AKi po3rfAfaloTb MOXKIMBICTb
3aCTOCYBaHHA rOPMOHanbHOT Tepanii abo MalibyTHbOI BariTHOCTI,
OCKiNbKM eMiun3ymab € aHTuTINom IgG4 i MoXe nepepaBaTuca ye-
pe3 nnaueHTy. BpaxoByloumn TprBanuin nepiod HaniBBUBEAEHHA,
O CTAaHOBUTb 6/1M3bKO 1 MiC, MaUi€EHTH, AKI OTPUMYBANN emiLlm-
3ymab, nipaatoTbCaA BNAMBY NPOTAroM 6 Mic NicnsA 0CTaHHbOI AO3M.

IHBa3MBHI Nnpoueaypn

Y nauienTiB i3 HIA HaBiTb He3HauHi iHBa3VBHI Npouesypu mMo-
XKyTb NPU3BECTW A0 3HAUHOI KpoBoTeui [36, 59], Tomy cnig 6yt oco-
6511MBO 06epexxHMMI Mif Yac yCix npouenyp i XipypriuHmx BTpyvaHb
i, AKLLO MOXIIMBO, iX CAif BiAKNACTU A0 YCYHEHHS iHribiTopa. 3acTo-
CyBaHHA MpenapariB WyHTYyoYoi Aii abo rpFVIIlI 3a3Bryait noTpibHo
npu LeHTpanbHOMY BEHO3HOMY [OCTYMi, B3ATTI Gioncii abo BuKO-
HaHHi IHWKX iHBa3UBHWUX Npoueayp.

PekomeHOYEMO nNpoginakmuyHe 3acmocyedaHHA npenapamie
wyHmytoyoi dii abo rpFVIll npu nposedeHHi He3Ha4HuUx abo ceplio3HuX
iHeasusHux npoyedyp (cmyniHo 1B).

ImyHocynpecuBHa Tepania (ICT)

Lini ICT Ta BU3HaueHHs pemicii

MeToto ICT € 3HMKEHHA PU3NKY KPOBOTEUi LWWIAXOM CKOPOYeH-
HA Yacy pocArHeHHa pemicii HI'A. Y nauieHTiB, AKi He oTpuMyBanu
ICT, BigmiuatoTb CNOHTaHHI pemicii, ane Lei pe3ynbTaT Henepenba-
yyBaHum [60]. BusHaueHHA pemicii Bigpi3HAIOTbCA B Pi3HWX JOCNI-
[PKEHHAX Ta peecTpax. flocnigxKeHHa y BennkobputaHii BU3Haunno
noBHy pemicito Tak: FVIII HopmanbHWiA, iHTiGITOP He BUABNAETHLCA,
a imyHocynpecia npunuHeHa abo 3MeHLeHa Ao 03, AKi 3aCTOCo-
ByBanuca fo po3sutky HIA 6e3 peunansy [2]. JocnigxeHHAa GTH
TaKOK BKJ10UANO BU3HAUYeHHA YacTKoBoi pemicii: FVIII BigHoBneHO
[0 >50% i KpoBOTeui HemMae NicNA NPUNUHEHHA 6YAb-AKOro reMoc-
TaTUYHOrO NIKyBaHHA LWoHanMeHLe Ha 24 rop [10].

3aranbHa cTparerisi Ta NPOrHocTu4Hi pakropm

MixHapogHi pekomeHpgauii 2009 p. nponoHyBann noYnHa-
T ICT y BCix nauieHTiB i3 HI'A Bigpa3y nicna BCTaHOBNEHHA Aia-
rHo3y [1]. Lia pekomeHpaLisa B OCHOBHOMY 6a3yeTbcA Ha BUCOKIl
CMepTHOCTI, MOB'A3aHiln 3 KpOBOTEYElD, y NonepeaHiX JOCNiAXKeH-
HAX | CNOCTepeXKeHHi, Wo NoyaTKoBa TeHAEeHUiA A0 KpoBoTeui
He nepepbayvana nisHiWy cepinosHy abo HaBiTb daTanbHy KPOBO-
Teuy [61]. MoyaTKoBe NikyBaHHA KOPTUKOCTePOifaMm okpemo abo
B KOMOiHaUiT 3 yuknodpochamiiom pekomeHgyBanoca fo 6 TuX,
To4i AK Tepanito 2-i NiHii puTykcnmabom nponoHysanu, Axwo ICT
1-i niHii He pana pe3ynbraTy a6o 6yna npoTunokasaHa (puc. 3).
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PrucyHok 3 Pekomenpauii wopo ICT y nauienTis i3 HFA
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Mpotokon pocnigkeHHa GTH-AH 01/2010 po3pobnenHnii Ak
BapiaHT i€l pekomeHZaLii Ta 6yB nepwum npotokosnom 3 ICT, po-
cnigkeHum npocnektnBHo [10]. MauieHTn 3apeecTpoBaHi uepes
<7 pHiB nicna noyatky 6yab-akoi ICT, a AaHi noaanbLlworo crnoctepe-
YKEeHHA 36Mpanm WOoTWXKHA A0 AOCATHEHHA NOBHOI peMicii. PiuHa Bu-
>KMBAHICTb cTaHOBUNa 68%. HanyacTiwow NpuynHoOK cMepTi cepeq
34 nauieHTiB, AKi nomepny, 6yna iHdekuia (n=16), aani cepueso-cy-
OVHHI po3nagun (n=6), OCHOBHI 3aXBOPOBaHHA (N=3) Ta KpoBOTeYa
(n=3).BBaxanocs, o 14 B1nagkis cMepTi 6e3nocepeHbO NOB'A3aHI
3 ICT. Ui pe3ynbtatii BCTaHOBWAN, WO CMEPTHICTb, nos’a3aHa 3 ICT,
30KpeMa iHdeKLUi€lo, nepeBuLLYy€e NOTOYHNI PU3KK daTanbHOI Kpo-
Boteui npu HIA. MauieHTn 3 noraHMm QyHKUIOHaNbHUM CTaTycoOM
3a BcecBiTHbOIO OpraHi3aLi€io OXOpPOHU 340POB'A (>2) Ha MOMEHT
3BEPHEHHA Manv B 4 pasu NiABULLEHNI PU3MK CMePTHOCTI. Tomy pe-
TeNbHUM iHAMBIAYanbHWUIA PO3rNag BUMOr i npoTunokasaHb fo ICT,
Tl iIHTEHCMBHOCTI Ta Yacy € BUMpPaBAAHVM B OCNAGMEHUX NauieHTIB
i3 HT'A i mae 6yTun npiopvteTom Ans ManbyTHix gocnigxeHb. ICT cnig
NPUNUHWTK, AKLO PO3BMBAOTLCA CEPNO3HI NOGIYHI edekTn niky-
BaHHA.

Pekomeroyemo ICT ecim nayieHmam i3 HIA. OOHak ocobnugoi
obepexxHocmi cnid dompumysamuca 8 ocnabneHux hauieHmis (cmy-
niHe 1B).

Ycnix ICT, 30Kpema Yac JOCATHEHHA peMicii, 3HaYHOI0 Mipoto Bia-
PI3HAETLCA MiX NavieHTamu. Y gocnigxeHHi GTH 85/102 (83%) naui-
€HTIB AOCAMNN YacTKOBOI peMicii yepes cepepHiln yac 5 Tvx (giana-
30H 1-52 1) [10]. FVIII:C Ha MOMeHT nofiaHHA ByB HaNBaXMBILLIMM
NPOrHOCTUYHUM pakTopom; nauieHTn 3 FVIII <1% pgocaranu yacTko-
BOI peMmicii pigle nopiBHAHO 3 iHWKMMK NadieHTamn (77 npoTtn 89%
BifNOBIAHO) Ta nicnA 3HauHo 6Ginbworo yacy ICT (43 npoTn 24 gHis
BignosigHo). AytoaHTtuTina go FVIII IgA 6ynn npeankropamun peuu-
LVBY, WO BigMivyanu y 45% navieHTiB 3 Tutpamn aHtu-FVIIl IgA >1:80.
Ui pani ceiguatb, wo ICT cnig iHauBigyanisysaTh y nauienTis i3 HIA
BiANOBIAHO A0 BUXIAHMX XapaKTEPUCTUK, XOUa iHTepBEHLiIHNX [0~
cnigkeHb 3i cTpaTndikoBaHUMY MPOTOKOaMU He MPOBOAWIIN.

lponoHyemo suKkopucmosysamu npo2HOCMUYHI MdpKepu (aK-
musHicme FVIIl, mump iHei6imopis, akwo €) 0na iHousidyanizayii ICT
(cmyniHe 2B).

KopucTb noeaHaHHA KOPTUKOCTEPOIAIB 3 iHWUMK iMyHOCYMpe-
caHTamm ana Tepanii 1-i NiHil € HeBM3HAYeHOI0, | He MOXHa 3po6u-
T BUCHOBOK 3 OMy6nikoBaHUX o6cepBaLiiHUX focnigKeHb. Kom-
6iHOBaHa Tepania cKopoTuna Yac Ao pemicii B peectpi EACH2 [7],
ane He B HarNAZOBOMY AOCNIAXEHHI, TpoBeaeHOMy y Benukobputa-
Hii [2]. dani GTH BKka3syBanu Ha Te, Lo AOCATHEHHA YaCTKOBOI pemicil
npotArom 21 AHA cTepoigHoi Tepanii 6yno manonmoBipHUM (Hera-
TUBHE NPOTrHOCTMYHE 3HaueHHA 84%), Akwo FVIIl y nauieHTiB cTaHo-
BMB <1% abo TuTp iHribitTopa >20 og. beteszga [10]. Tomy UMM naui-
€HTaM MPOMOHYEMO KOMbIHOBaHy Tepanito. Y BCiX iHWMX naLieHTiB
(o610 Yy nauieHTiB 3 FVIII >1% Ta iHribiTopom <20 og. beTte3pga) npo-
NMOHYEMO 3aCTOCOBYBATM TifIbKM CTEPOIAN, OCKINBbKN KOPUCTb BinbLu
iHTEHCVBHMX CXEM € HEBM3HAYEHOM, @ PU3NK iHbEeKLiNHMX ycKnaa-
HeHb NepeBULLYE PU3MK KPOBOTEU.

lponoHyemo, w06 nayienmu 3 FVIIl =1 MO/0n i mumpom iHzi6i-
mopie <20 00. beme3da Ha no4amkosomy pigHi ompumysanu JiKy-

6

8aHHA 1-1 niHii nuwe kopmukocmepoidamu npomsazom 3—4 mux (cmy-
niHe 2B).

lponoHyemo KombiHysamu KopmuKkocmepoiou 3 pumykcuma-
60Mm abo yUMOMOoKCUYHUM 3acoboM 0718 mepanii 1-1 niHil'y nayieHmie
3 FVIIl <1 MO/0n abo mumpom iHei6imopa >2000. beme3da (cmy-
niHob 2B).

Y pocnipgxeHHi GTH y 23 nauieHTiB BuABMAn 6e3nepepsHe no-
KpaweHHa Tutpy FVIII:C Ta/abo iHribiTopa, ane BoHW He fgocAra-
NN YaCTKOBOI pemicii MpoTArom nepwmx 3 TVXK NpU 3acToCyBaH-
Hi cTepoigHux npenapartiB [10]. i nauieHTn He 6ynu nepeBefeHi
Ha ICT 2-1 niHii, i BCi focArnm yacTKoBOI peMmicii B cepeHbOMy nicnA
29 gHiB.

llponoHyeMo  npodosXumu  cnocmepexeHHA  nayieHmis,
AKI He docsznu pemicii npu 3acmocyearHi ICT 1- niHil, ane 8 AKux npo-
0osxxyeanu nokpawlysamuca akmusHicme FVIIl ma mump iHei6imo-
pis (cmyniHe 2B).

MauieHTn, AKi He pearyBanu Ha CTepoiAn Yepes 3 TVX, Nepese-
[eHi Ha Tepanito 2-i niHii yuknopochamifom, a nisHiwe — pUTyKCu-
Mabom y pocnigxeHHi GTH, 3 Hux 83% pocarnu pemicii.

lMponoHyemo mepanito 2-i niHii pumykcumabom abo yumomok-
CUYHUM npendpamom, 3anexHo 8i0 moeo, Wo He 3acmocosysanu
nid yac mepanii 1- niHii (cmynive 1B).

KopTtukocrepoian

Tepanisa KopTMKOCTepoOidaMn NpefaHi300HOM abo npefHi3o-
HOM 1 Mr/Kr/fo6y nepopasnbHO NPOTArom 4-6 TUX 3anpPonoHOBaHa
B MiXXHapogHux pekomeHgauiax 2009 p. [1]. Llen pexxnm Takox Bu-
KopucToByBanu B gocnigxeHHi GTH [10].

Ana nikyeaHHA Kopmukocmepoidoamu NPONOHYEMO NPeOHi30/10H
abo NnpedHi30H y 003i 1 Mme/ke/006y nepopasabHO NPOMA2OM MAKCUMYM
4-6 mux (3 HaCMynHol NoemanHolo 8iOMiHoto) (cmyniHe 2B).

Putykcnma6

Y midkHapofHUX pekomMeHpaaLiax 2009 p. peKoMeH0BaHO NiKy-
BaHHA PUTYKCMMAboM y AKOCTi 2-1 NiHii gna epagukadii iHriditopa [1].
PUTyKcMab 4acTo 3aCTOCOBYIOTb Y NiLleH30BaHil [03i Ans NiKyBaH-
HA HeXOMXKKIHCbKOT NiMpomu (375 Mr/M2/Tix), ane TakoX y AeAKux
BMMNagKax y Huxumx gosax 100 mr/tux [62-65]. Mpenapat niyeH3o-
BaHUW ANA NiKyBaHHA PeBMaToOifHOro apTputy y ¢ikcoBaHii fo3i
1000 mr Ha 1-1 Ta 15-11 AHi [66]. Llei peXkum TakoX 3aCTOCOBYBanu
npwv iMyHHi TpombouuTonerii [67, 68]. Xoua putykcrmab He niueH-
30BaHuN gna nikyBaHHAa HI'A, nponoHyemo pgopasatu oro go ICT
1-1 NiHIT y nauieHTiB i3 NOraHMMM MPOrHOCTUYHUMW MapKepamu,
Y TVX, Y KOTO € NPOTUMOKa3aHHA 10 3aCTOCyBaHHA KOPTUKOCTEpPOi-
ZiB, abo AK Tepanito 2-1 niHi.

MponoHyemo pumykcumab y 003i 375 M2/M? WlomuxxHA npoms-
20M Makcumym 4 yuksie (cmynine 2B).

LinToToKCcnuHi 3acobn

Y mixkHapoaHux pekomeHpadifx 2009 p. pekomeHAoOBaHa Te-
pania ymknodocdpamigom y posi 1,5-2 mr/kr/poby [1]. BHyTpiL-
HbOBEHHa iMNynbcHa Tepania ymknodocdpamigom 500-1000 mr/m
niyeH3oBaHa AnA NiKyBaHHA TAXKOro BOBYAKOBOro HedppuTy Ta
rpaHynemato3y BereHepa, xoya Hemae [OCBily 3acTOCyBaHHA
npu HIA [69]. HewopnaBHO MOBiAOMIEHO MPO 3aCTOCYBaHHA Mi-
KopeHonaty mopeTnny B peTpoCneKkTUBHIN rpyni 3 11 nauieHTiB
i3 HI'A [70]. MikodeHonaTy modeTnn posnoyvHany BBoautn 3 11/
no6y Ta nigsuwyBanu fo 2 r/noby yepes 1 Tvx. Cepep 7 nauieHTis,
AKi oTprMyBanu MmikopeHonaty ModpeTun pasom i3 npeaHizonoHom
AK ICT 1-i ninii, 1 NoBHa Ta 5 YaCTKOBUX PeMiCili BOCATHYTI yepes
4-77 TnX; cepen 4 nauieHTiB, AKi oTpumyBanu npenapat ana ICT
2-i niHiT nicna B cepeAHboMy 14 TVX iHLWLMX BUAIB NiKyBaHHA, BiAMi-
Yanu 3 NoBHi Ta 1 YacTKoBY pemicito. Mig yac NikyBaHHsA Byb-AKUM
LMTOTOKCMYHMM NpenapaTom HeOOXiAHWIA peTeNbHUN MOHITOPUHT
nenkoneHii, TpombouuToneHii Ta iHdekuin. Lli 3acobu He cnig 3a-
CTOCOBYBaTMW B Nepiof BariTHOCTi abo XiHKaM, AKi roayloTb rpyab-
MU,

AK 4UMOoMOoKCUYHy mepanito NPONOHYEMO Yukogpocgamio y 003i
1,5-2 m2/ke/006y nepopasibHO NPOMAOM MAKCUMyM 6 mux abo Mmi-
KogeHonamy mogpemus y 003i 1.2/006y npomazom 1 mux, a nomim
2 2/006y (cmyniHb 2B).
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ImyHoagcop6uif, pexxnMmn imyHOTONEePaHTHOCTI

Ta iMyHOrnoGyniHmn

MpoTokonu imyHoafcop6Lii yCnillHO BUKOPMCTOBYBaIN ANA BU-
CHaKeHHA iHribiTopiB y nauienTis i3 HFA. MogndikoBaHui NpOTOKON
Bonn-Malmo noegHyBas imyHoaacop6uito 3 Bucokumu gosamm FVIII,
BHYTPILUIHbOBEHHUM BBefAeHHAM iMyHOrnoOyniHiB Ta iMyHocymnpe-
cieto [71]. IHri6iTopun 6ynn ycyHeHi B cepefHboMy Yepes 3 aHi. 3anu-
LIAETbCA HE3PO3YMINNM, YU € 3arasibHa WBUAKICTb BifNOBIAi BMLLOIO
3a TaKy, Wo gocaraetbca nuwe 3a gonomoroto ICT, AK i BigHOCHNN
BHecoK FVIII Ta imyHornobyniHiB y Lo cxemy fikyBaHHsA. Tomy npo-
MOHYEMO BUKOPWCTOBYBATM Liel MPOTOKOJ JIMLLE Y NaLi€HTIB 3 0CO-
6GNMBO CUSIbHOIO KPOBOTEUEID ab0 TUX, XTO PE3UCTEHTHUI [0 iHWOT
Teparnii.

MonibHo [0 iIMyHHOT TonepaHTHOCTI Npy remodinii A 3 iHri6iTo-
pamu, Bucoki gosun FVIIl noegHysanuca 3 ICT gekinbkoma gocnigHu-
Kamu [71-74]. OgHaK Ha OCHOBI LMX JOCNigXeHb HEMOX/NBO 3PO-
6UTV BUCHOBOK Mpo Te, un nigsuwms FVIII epekTrsHicTb ICT, yepes
BiICYTHICTb KOHTPOJbHOI rpynu Ana NopiBHAHHA. TOMy peKkomeH-
OYEMO Lie NiKyBaHHA nuLle Nali€eHTam i3 KpOBOTEYElO, WO 3arpoxye
XKUTTIO, Y AKX AOCTYMHI reMoCTaT!YHi MeToAW NiKyBaHHA 6ynn He-
epeKTUBHUMMU.

He pekomeHOyemMo sukopucmosysamu 8UCOKi 003U JI0OCbKO20
FVIII 0ns iHOykuii imyHHOT monepanmHocmi 0o HIA (cmyniHe 2C).

Bigomo, Lo BMCOKi [03K BHYTPILHbOBEHHMX iMyHOTNOOYNiHIB
edeKTVBHI Npu igionaTMyHin TpoMOOLMTONEHIYHI Nypnypi; ofHaK
BOHV YMHWAW He3HaYHWIA BNAMB abo B3arasi He BUKMKanu epekTy
y nauieHTis i3 HIA B ogHOMY JOCTYNHOMY AOCAIAKEHHI L€l Tepanes-
TWUYHOI cTparterii [75].

He pekomeHOyeMoO 8uKopuUCMOBY8AMU 8UCOKI 003U 8Hympiui-
HbOBEHHUX iMyHO27100y1iHI8 0515 epadukayii iHeibimopig y nayieHmia
i3 HFA (cmyniHe 1B).

CnocTtepexeHHA

Mo6iyHi sABMLLA BUHUKNN Y 66% nauieHTiB y peecTpi GTH (BKnto-
Yatoumn nogii, nos’azaHi 3 ICT, y 50%): 25% nogin Bindynuca yepes
>100 gHis [10]. Peunans BuHuK y 12-18% nauieHtis EACH2 B cepepn-
HboMy uepe3 138 aHiB [7]. BpaxoBytoun pusmnkmu NobiuHmX ABNLY i pe-
LUMAMBIB, NaLiEHTV NOBUHHI NepebyBaTy Mif peTesibHUM HarnAgom
[0 AOCATHEHHA MOBHOI peMicii Ta MPOTAroM KinbKox micAuiB nicna
uboro. MoHitopuHr FVIII:C € 6inbw uytnuemm, Hixk AYTY gna Buss-
NEHHA peLuauBy.

PekomMeHOYEMO cnocmepexeHHsA Nicaia NosHoI pemicii 3 MoHimo-
pureom FVIII:C wjomica4Ho npomsazom nepuwux 6 mMic, KOXHi 2—3 mic
00 12 mic ma KoxHi 6 Mic npomsazom 2-20 poKy ma 0ati, AKUO MOX-
nueo (cmyniHe 1B).

HIA, noB’sA3aHa 3 BariTHicTIO

l[emocTaTUyHa Tepania Ta peakuia Ha Hei 6ynu nomibHumn
y 42 xiHok i3 HI'A, noB'A3aHot0 3 BariTHICTIO, MOPIBHAHO 3 iHWMMK
nauieHtamun B peectpi EACH2 [5]. Ycboro 70% »KiHOK oTpumyBanu
nuwe ctepoign ana ICT, Toai AK pewwTa — CTepoian Ta pUTyKCMMao,
LIUTOTOKCMYHI 3aco6u abo iMmyHOrnobyniHv ans BHYTPiLWHbOBEHHO-
ro BBeAeHHA. Moka3HuKK ycnixy Ta 4yac Ao pemicii 6ynn nogibHu-
MU Y LUMX XKIHOK NOPIBHAHO 3 iHWUMW nauieHTamm 3 HI'A B peecTpi.
PiBeHb CMepTHOCTI OYB HUXKUMM, HIXK Y iHLLINX MALiEHTIB, MOXNBO,
yepes Ginblu Monoauit Bik XiHOK i3 HI'A, nos’s3aHoo 3 BariTHICTIO,
a pY3KK peumnanBy 6yB HU3bKMM (2 MaLieHTKN). TakUM YMHOM, He pe-
KomeHgyemo iHwwnn nigxig go ICT npu HI'A, nos’A3aHoto0 3 BariTHic-
TIO, 32 BUHATKOM 6ifibll peTenbHOro po3rnagy Wogo 3aCTOCyBaHHs
LIMTOTOKCMYHUX 3aCO6iB Y KIHOK pepTUNbHOro BiKy Yepes noTeHLian
LMX npenapaTis 3HUXKyBaT GepTUIIbHICTb Ta BUKINKATN eMOPIOTOK-
CUYHICTb.

Y xiHok i3 HA, nog’a3aHoto 3 8azimHicmio, NpoNoHYyeEMO makuu
camudi nioxio 0o ICT, wio i 8 iHwux nayieHmis, ane 3 6inbw pemenbHUM
p032/1700M U000 3AaCMOCYB8AHHA LYUMOMOKCUYHUX 3acobie (cmy-
niHe 2C).

Tpomb6onpodinakTnka

CepueBO-CyAVIHHI Nogii, BKNoYaloun Tpom60o3, iHpapKT mio-
Kapda Ta iHCyNbT, 3apeecTpoBaHi AK NpuyYnMHa cmepTi y 6-7% na-
uieHTie i3 HI'A B peectpax GTH i SACHA [9, 10]. Tomy Bnpaetbca
BUMNPaBAAHNM peKoMeHAyBaTn TpombonpodinakTuky Bigno-
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BiHO A0 HacTaHOBM AMepMKaHCbKOro ToBapucTBa remaTtosioris
(American Society of Hematology — ASH) 2018 p. ansa nauieHTis
6e3 kposoTeui, y Akux FVIII:C Hopmanisysasca [76]. Ko € noka-
3aHHA [0 3acTOCYBaHHA aHTUTpomMbouuMTapHUX npenapartiB (Ha-
npuknag iHGapKT miokapaa abo iHcynbT B aHamHesi) abo nepo-
panbHMX aHTUKoarynaHTiB (Hanpuknag ¢ibpunauia nepeacepab,
WTYYHi KnanaHu cepuda abo peynanBHi BEHO3HI Tpomboembonii),
3aCTOCYBaHHA LMX NpenapatiB Cif NOYNHATA NiCNA NOBEPHEHHSA
FVIII o HopmanbHoOro piBHA.

PekomeHOyeMo nposodumu mpombonpoginakmuky 32i0HO
3 pekomeHOayiamu ASH, akwo pigeHs FVIII:C nosepHysca 0o Hop-
MasbHO20. AKWO € NOKA3dHHA, mepanito aHmumpombéoyumap-
HUMU npenapamamu abo nepopanbHUMU AHMUKOA2YAAHMAMu
cnid po3nodamu nicna 0ocAeHeHHA HopmanvHux pieHie FVIII:C
(cmynine 1C).
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