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[EMATOJIOT IS - 3APYBIKHWNIA JOCBIL, <i:ee--

Ik noKpauumu giazHOCMUKY Ma MEHEgKMEHM

Haymoi 2emodinii

HanpukiHui kBiTHA Big6ynaca XI HaykoBo-npakTu4Ha KoHpepeHLis 3 MiXKHapoOAHOI y4YacTio
«MepcnexTUBM AiarHOCTUKM Ta NiKyBaHHA reMaToNorivYHMX 3aXBOPIOBaHbY, Y4aCTb Y AKii
AIK eKcnepr i cnikep y3aB BifomMuii remaronor, aBTop 6aratbox HaykoBux nybnikauii,

cepep akux «byaanewTcbKuit» npoTokon 3 iHAYKLiT iMyHOTONepaHTHOCTI Npu HabyTiii
remodinii (Nemes L., Pitlik E., 2000), aokTop Jlacno Hemew i3 HauioHanbHoro ueHTpy

remodpinii (M. Byganewr, Yropuuna).

Y pamkax guckycii Jlacno Hemewn noginuscs BlracHUMH Ha-
TIpaIloBaHHAMMI Ta JOCBiJOM, JAaHMMU MiI>)KHAPOJHUX PEECTPIB,
pesy/nbTaTaMy ZOCTifKeHb 1070 nepebiry, gemorpadivanx
XapaKTepUCTHUK, OCHOB TiKyBaHH: HabyTol remodinii (HI).

MowwupeHictb HI Ta i ocHOBHi
XapPaKTEPUCTUKHN

HT e poBoni pigKicHMM 3aXBOpPIOBaHHAM; il HOIIMPEHICTD
craHoBuTh 0,2-1,5 Ha MinbilOH HaceNneHHA Ha pik. 3a JaHUMMU
peectpiB SACHA, UKHCDO (A United Kingdom Haemophilia
Center Doctors’ Organisation), nomupenicts HI € gemo
BMIIOIO — IOHAZ 1,5 BUIaKy Ha MiZIbJ/IOH HacelleHHA Ha piK.

3HavHa yacTKa iHdopMmaril, 110 Hapasi € FOCTYITHOI, TOXOLUTh
3 OJHOLICHTPOBMX, PerioHa/bHMX a00 HalliOHAIBHUX PeeCTpiB
HI - Wales, Budapest, SACHA (®panuist), AICE (Itanis). € Takox
saranpHO€eBporeiicekuit peectp EACH2 (Knoebl P. et al., 2012).
JlomoBifady i3 KoneraMy TakoXX 6paB y4acTb y 1ibOMY IPOEKTI.

Tyr ynepure Bucsitneno gemorpadiuni xapaxrepucruxu HI:
n=501; Mefiana Biky mepesuiye 70 poKiB, criocrepiraerbcsA
nepeBakaHHsA KilbKOCTi 4yonoBikiB Haj xinkamu. Illo cTocy-
€TbCA MALli€HTIB Y pOo3pisi BiKy Ta CTaTi, TO 4aCTOTAa BUMAJIKiB
JocsArae miky y BoX BikoBux rpynax — 20-40 pokis; gominy-
I0Th IIePeBaXKHO XiHKM (L0 TPYIy CKIafaloTh MiC/AIONIOrOBI
HalieHTKy, mopopinti). Mexanism possutky HI y miit koropri
31€61i/IbIIOTO € aBTOIMYHHUM.

Jlpyruit i 6inpumii mik IpuIasae Ha BikoBy rpyiy 70-90 poxkis,
y sIKili mepeBaskHa Oi/MbILIICTD MAlli€HTiB Y0/MOBivOi cTati. Y 1jux
XBOPUX acoliffoBaHNMM (POHOBMMI 3aXBOPIOBAHHAMI € 3710-
AKiCHi HOBOYTBOpeHH:A. 3HAUYHY YaCTKY TaKOX CK/TaflaloTh BU-
naaxy igiomarrynoi HI' (51,9%). Ilig igiomaTuynumu ciig po-
3yMiTH Taki BUIafKu, Koy (POHOBOTO 3aXBOPIOBAaHHSA HEMae
AK TaKOro, a PO3BUBAETHCA iIMYHOIOTIYHMIL PO3/IAJ] CTAPLIOTO
BiKy — BTpaTa ToJIepaHTHOCTI 10 dakropa VIIL

HI na 111 31058KiCHMX HOBOYTBOpPEHD PO3BUBAETHCA B 11,8%
BUIA/IKiB, aBTOIMYHHMX 3aXBOpIOBaHb — 11,6%.

IITo crocyeTnes MexaHi3miB po3sutky HI, To B manienTis ¢op-
mytotbest antuTing IgGl-IgG4, ski 3B3y10ThCA 3 PYHKIIIOHATBHO
BaxnuBnmy gomeHamu A2-C2 daxropa sciganns VIII; ye cipn-
YMHsIE HOPYIIEHHS BOX/INBUX QyHKIIN pakTopa sciganus VIII,
3BM3yBaHHS i3 cyOcTparoM, pepmeHTOM, hocdonimigHumMu mo-
BEPXHAMI, a TaKoX i3 6inkoBuM IX ¢daxropom 3cizanus (Baudo,
de Cataldo, 2007; Zeitler et al., 2010; Shander et al., 2011).

XapakTtepHi pucu nepebiry HI

TunoBuMu € MacuBHi KpOBOTEUi Y XBOPUX IIifi 4ac MEepIIOTo
3BepHEHH 63 MonepeIHbOro reMOPariyHoro aHaMHesy; IxX Jac-
TOTa CTAHOBUTb 87%. AHajli3 peecTpiB JOBOAUTD, 1110 MOHAT, 70%
XBOPUX 3B€PTAIOTHCS IO IOIOMOTY I[OAO0 KUTTE3aTPO3IUBUX
KPOBOTeY i TAKUX, SIKi 3arPOKYIOTh BTPATOI0 KiHIIBKY (3 HUX JIe-
Ta/IbHUX — 8-22%). Y HO/IOBMHI BUITAZIKiB KPOBOTEYi TOKa/T3yI0ThCs
HifKipHO. VeThcs Ipo MacyBHI MiIIKipHi reMaTOMI, a TAKOX
rnbOKi MDKM5130Bi reMaToMy (PeTPOIepUTOHEA IbHI).

Heyacro po3sB1BarThCA KPOBOBUINBY B LIEHTPa/IbHY HEPBOBY
cucremy. I'eMapTpo3y TaKoX CIOCTEPIraloThCA PiffKO — MulIe
5% npunapae Ha kposoredi B cyrmo6u 3a HI' (Huth-Kuhne A.
et al., 2009; Franchini M. et al., 2012; Delgado J. et al., 2003;
Collins P.W. et al., 2007).

BopHoYac XxapakTepHOIO 03HAKOIO € Te, [0 aKTVBOBAHMUII
qacTKOBUIT TpoMbomacTuHoBuit vac (AYTY) He Koperyerbes
IpY KOPEeKIiTHUX Mpobax.

O6HapitBuM € Toi (axT, o MiC/Is TOro K AiarHo3 ycTa-
HOBJIEHO, iCHY€ MOX/IMBICTD 3[0/IaTV T€MOPArivyHi po3nafu mpe-
maparamu 06xigHoi fii. Y 61p1I0CT] BUMIAAKIB € 3MOra JOCATTH
epajukauii inribiropa gaxropa sropranHs Kposi (8 9 3 10 Bu-
nazgxis HI' € BUIiKOBHOIO).

Tunosi BigMiHHOCTI Mi}K HabyTolo0
Ta BpoAKeHoto remodinieto

IcHye HuU3Ka BifMiHHOCTeI MiXK Ha6yTOI0 Ta BPOLKEHOIO Te-
Modini€ro, 30KkpeMa I0Kasi3alis KpoBoTed, ajpke 3a HI kpoBo-
Tedi JIOKa/Ti3yX0ThCA B MHOXMHHMX [i/ITHKAX, a IIPU BPOJKEHi
remodinii 1je 31e6inbIIOrO Biff6yBa€eThCs B cyrnobax. Kineruka

iHri6iTopiB O PAaKTOPIB 3rOPTAHHS KPOBI € Pi3HOI0: 32 HAOYTOI —
2 tum, 3a Bpofi>keHoi — 1 tum. Y pasi HI moxxinBa pesuayanbHa
akTuBHicTb VIII pakropa, He3Ba)karouy Ha MPUCYTHICTD iHTi-
6iTopa. AHaMHecTu4HuMIt Bigryk npu BBefenHi VIII dakropa
He € 0co6nmBo BupakeHuM 3a HI; HaTOMicTb 3a BpOJKeHOI
remodinii 3a3Buyall aHAMHECTUYHMUII BIATYK HaABHUIL.

CKknapgHouwi giarHocTtuku HIr

ITpo6nema mossirae B Tomy, 1o HI' € He3HaitoMOor0 #7151 6ararbox
MiKapiB 3 oAy Ha pifKicHuit xapakrep. HI' HeMoxxmuBo pos-
misHaty 6e3 Hame)xHoi maboparopHoi giarHocTuku. HegoctarHpo
BU3HAYUTH /INLIE TPOTPOMOIHOBMI Yac. YacTo TparIsieTbs, 1o
HanienToBi Bu3Hav4aloTh AYTY, oHak irHOPYIOTh MOOBXKEHHSA
IIbOTO TTIOKA3HIKA; 11€ 3yMOBJIIOE iarHOCTUYHI ITOMMIKIA.

HesBaskaloun Ha ACKpaBy K/IiHIYHY XapaKTepUCTUKY, HAaBiTh
3a IJaHVIMM 3ara/IbHOEBPOIIEIICHKOrO peecTpy 3aiKCOBaHO 3HAYHY
3aTPUMKY B YCTAHOBJIEHHI IPAaBMIBHOTO JiarHO3Y, a Lje CHpUYHK-
Hs€E 3aTPUMKY HeoOXiHOI reMOCTaTU4HOI Teparii, ajixe, AKILO
HeMae JIiaTHO3Y, TO HeMaE€ Ji crierpuivuHoro MiKyBaHHA.

Y % Bunapkis saTpuMKa JIiarH03y CTaHOBU/A 1 TVOK, a B Y5 BU-
HajKiB - mepeBuIyBana 1 TIOK.

Y YoMy nonAralTb 0OCHOBHI MPUHLUNU
nikyBaHHA HI?

JlixyBanHaA HI' MokXHa yMOBHO PO3IOAIMNTY HA 2 YaCTUHIUL:

= HEBi[JK/IaJlHa TeMOCTATIYHA TepaIlis;

= TPIBA/IA €PaIUKALIis iHri6ITOPIB 10 HaKTOPIB 3rOPTAHHS KPOB.

BigmoBifHO B0 MiXKHapOJHUX HACTAHOB, ONMyOIiKOBAaHUX
topik (Tiede A. et al. International recommendation on the
diagnosis and treatment of acquired hemophilia A, 2020), six Te-
pamiro neproi yniHil peKOMeHJ0BAaHO NIpU3HAYaTy IpenapaTu
o6xipHoi z1ii, a came pexombiHaHTHMII Tpenapar dakrTopa FVIIa
(rFVIIa) a60 akTMBOBaHMIT IPOTPOMOIHOBIIT KOMIIJIEKC.

3rigHo 3 BifomocTaAMu peectpy EACH?2 mopo nposenenHsa
HeBiK/IajHOI reMocTaTuyHoi Tepamii (n=501), 6i7bII HIX Y 10~
noBMHI Bunaakis npusHavanyu rFVIIa. Inmmum nanienram npu-
3HAYa/IM IHIII IpernapaTy 3 00XiJHOW i€, HAIPUKIIA aAKTH-
BOBaHMII IPOTPOMOIHOBMIT KOMIITIEKC, @ TAKOXX 3aCTOCOBYBAIN
pisHi migxopu mo mifBumeHHs KoHueHTpanii VIII dakropa.
3a JaHMMM TPASULIHNX CTATUCTUIHIX METOZiB, eeKTUBHICTD
npemaparis 3 00XifHOIO Ai€o € 3HaYHO Buio0 (90%), HiX mpn
BUKOPNCTaHH] npenapatis samicHoi Aii (70%). Kpim Toro, Ha T/1i
3aCTOCYyBaHHS IpenapaTis 00XifHoi aii icroTHO 3HM3MMaCH TTe-
TaabHICTD maijieHTiB i3 HI.

BapTo 3BaxkaTyt Ha PU3MK IOOIYHMX HOAIN FeMOCTaTHYHO]
Tepanii B MallieHTiB CTapIIoi BiKoBOi rpymu. 3a ;TAHUMM PEECTPY
EACH2, cepen 300 xBopux 1iei koropTu 6yno 3apikcoBaHo
11 BumagkiB TpoMO0eMb0IIYHMX YcKIagHeHb. CriocTepirammcsa
K BEHO3HI, TaK i aprepianpHi TpoMb03H.

B ocHoBI Teparii 3 MeToI0 epaayKaiii iHri6iTopis o daxropis
KOATyJLALII IeXXaThb iMyHOCYIIPECOPH.

IMyHOCYynpecuBHa Tepamnis NPOBOAUTHCA IePEBaXKHO CTe-
poizami sIKk MOHOTepaIis (¥ B HOEIHAHHI 3 IUTOCTATUYHUMMU
npenapatamu). Haifqacrilie sK GUTOCTaTMYHMIT IIpemapar 3a-
crocoByeTbcs nuknodocdamin. IcHy0Th Tako>X HOBiLII iX0OAN,
B OCHOBI AKIX JIOKUTb 3aCTOCYBAHHSI IIPENapaTy pUTYKCUMAOy
AK MOHOTeparii (4u1 B koMOiHaIii 3 iHmMMY iMyHOCyIIpecopamn)
(Collins P.W., 2011; Delgado J. et al., 2003; Boles J.C. et al., 2011;
Franchini M., Lippi G., 2008; Stasi R. et al., 2004).

Y npomMy BUIIafIKy C/IiJj peTe/lbHO 3Ba)kaTy Ha CIIiBBifHO-
IIEeHH I KOPUCTb/PU3NUK, ajKe Hallli HallieHTH IepeBaXKHO CTap-
IIOTO BiKy Ta € JOBOM Bpas/lIMBUMI, a iHTEHCHBHA iIMyHOCYTIpe-
cuBHa teparnis HI nos’s3ana 3 pusukom iH}pekuifiHux yckma-
HEHb, 1[0 MOXKe CIIPUYMHUTHK cencuc i cmepTh. He3paxaroun
Ha Ile, HeOOXiJHO IOf{0/IaTy TeMOpariyHi yCKIafHeHHS 1 10-
cArTy epaaukanii inribiropa go daxropis koarynsuii (Baudo F.,
de Cataldo F. et al., 2007; Knoebl P., 2012).

I3 MeToO0 BU3HAYEHHA ONTUMA/bHOI CXeMM epafiuKaliliHOi
Teparnii B pamkax peectpy EACH2 nopiBHIOBanu Taki pexxuMu
Tepamii: CTepoify AK MOHOTePAIilo; CTePOIfM + PUTYKCUMAO;
crepoinn + nuknopocdamis, MOHOTepaIisa purykcumMaby Ta pu-
TYKCUMa6 + Oy/b-sKMIl iHIINIT areHT.

IIpogemMoHCTpOBaHO, 1O A4 SOCATHEHHS IIOBHOI peMi-
cii HalledeKTMBHILIOW BUsBMIACST KOMOiHaILisl cTepoifiB
i3 nuxnodocdamigom.

OxpiM TOro, pex1MI Ha OCHOBI pUTYKCUMa0y 3abe3medyBain
YCIIixX Tepamii ie1o misHie, HiX iHIIi pexXuMu 1iKyBaHH:A. Mepi-
aHa Yacy 10 peMicil cTaHOBIIIA 5 TYDK [i/Is CTEPOiiB ab0 CTepoiniB
i3 uuknodocdamigom i Maike BABIUI JOBIIE /11 MOHOTEpAii
PUTYKCHMaboM 260 KOMOIHOBAaHMX CXeM 13 L{UM IperHapaToM.

[Te opuH BaXXIMBUIL pe3ynbTaT, Ha AKUI BAapTO 3BEpPHYTU
yBary nikapis: BHyTpinrHboBeHHi remorno6inyu npu HI Hisx
He BIUIMBAIOTb HAa YaCTOTY JOCATHEHHS YCIiXy Ta He peKOMeH-
TOBaHi 10 3aCTOCYBAaHHA 3a [IbOr0O 3aXBOPIOBaHHSA.

fIKkolo € onTuManbHa TpUBanicTb
Krypcy rFVila?

Yce 3amexXuTh Bifj CTaHy Ialli€eHTa Ta KIiHIYHMX OPOABiB
reMOparivHoOro CUHApoMY. 3a3B1dall HOTPIOHO HeKinbKa NHIB
MpU3HAYEeHH LbOTO Ipenapary.

BignoBigHO IHCTPYKILIi A1 MEAMYIHOIO 3aCTOCYBaHHA Ipe-
napary, HoBoCesen® (rFVIla) BapTo BBORUTH AKHAILIBUJLIE
Iic/A No4YaTKy KpoBoTedi. [lodyaTkoBy peKoMeHIOBaHY 103y
BBOJATH BHYTPIiLIHbOBEHHO (60TIOCHO) 3 pO3paxyHKy 90 MKT
(4,5 KMO) na kr mMacu Tina. ITicis BBejeHHS II09aTKOBOI 03K
MO>XKe BUHMKHYTM HOTpeba B HOBTOPHUX yBefjeHHAX. TpuBa-
JiCTb NIKyBaHHA 11 iHT€PBay MiXX YBefIeHHAMM Bapilol0Th 3a-
JIEXXHO BiJl TAXXKOCTI KpOBOTEYI, BUJY iHBa3MBHOI IPOLENYpU
a60 omeparuBHOro BTpyuaHH:A. Cro4arKy Ipenapar HOBTOPHO
BBOJAATH Yepes 2-3 rof. 3a HeoOXifHOCTI MPOROBXKEHH S MiKy-
BaHHS IiC/IA JOCATHEHHS e()eKTUBHOTO reMOCTa3y BBEJIeHH
HOBTOPIOIOTH 4Yepes 4, 6, 8 a6o 12 rop cTimbki, CKinbKu 6yge
HOTPIOHO Ji/1s TIKYBaHHS.

Tunosun KnidiuHnMii BUNnapgoK HI i3 BnacHoro
npaKTUYHOro focsigy

[Tanient H. BixoM 75 pokiB, Maca Tina - 66 kr. lle Tnmosmit
3 OINIAJY Ha aHaMHe3 XBOPUII CTapIIOro BiKy, B AKOTrO HasBHA
HI3Ka CYIYTHIX 3aXBOPIOBaHb (apTepianbHa rinepTeHsis, rimep-
ypuKeMisi, 6poHXianbHa acTMa, HOPYLIEHHS TONEPAHTHOCTI
10 TII0KO3M, KOOpOsIKicHA rimeprutasis mpocrary, eMdizema).
ITpoTe >kxopHMUX aHAMHECTUYHUX JAaHUX IIORO TeMOpariyHuX
posnaziiB abo pmiaTesiB mic/iA momepefHix TpaBM Ta onepanii
y XBOporo He 0y/10. Y MUHY/IOMY B HaljieHTa He Bil3Ha4a/n0Cs
JKOIHUX aHOMa/IbHUX KPOBOTeEY.

XBopuit 3BepHYBCA 0[O BEIMKOI PETPONEPUTOHEANTBHOI
reMaTOMM, 1[0 CTAHOBM/IA 3ar'PO3Y A/ JIOTO SKUTTS; JI0ro Toc-
IiTanisyBasu Jo BiiiiIeHHA CyMHHO] Xipyprii, mpoonepysany,
IIC/Is1 YOTO Yepes [ieKinbKa FOfUH 3 sIBUIacs reMatoma musculus
psoas major. XBOpUI1 3a1M1IABCS B CTaHi OKY, KPOBOT€EYA TPU-
Bana. [IpoBefieHO JOCTiKEHH A TIOKa3HMUKIB T€MOCTa3y: MiX-
HapOJiHe HOPMajIi30BaHe BiHOILIEHHs 0e3 BiAXU/IeHb, PiBeHb
TpOMOOLNTIB TAKOX OyB y MeXXaX HOPMIL.

ITanienTy nposoguin TpaHCd)YSiIO 3aMOpPOXKEHOI I1a3MI,
IpOoTpOMOIHOBOTO KOMIIIEKCY, TPOMOOLUTIB, iH €Kil eTaM-
synary. Ha Ti1i 1ikyBaHHA KpoBOTe4a He nIpunuHsAnaca. byno
MOBTOPHO IPOBEMIEHO lLiie 3 ONepaTUBHI BTPYYaHHA il 1uine
4epe3 2 TYDK Bifi T09aTKy 3axBopioBaHHA o LlenTpy remodimii
HaIiJiIIOB 3pa3oK KPOBi LIbOTO Malji€HTa.

3aTpuMka B fiarHocTui 6yma goosi Tpuanoo. Ilarient
y>Ke OTpMMaB TpUBaly iHTeHCUBHY Tepailiio.

bes 3ycuns piarnocrosano HI, amxe aktusnicts VIII dak-
topa craHoBuna 0,9%, a piBeHb iHribiTopa akTopa KoarymAamii -
14 BU (opuuuup Berecna)/mn. AUTY He 3MiHIOBaBCS i/ IPO-
BeJIeHH: KOperyBa/JbHUX IIPo6 (caMe B LIbOMY IOJIArae OCHOBA
niarmoctuxu HT).

ITicns BCTaHOBIEHHA [jiaTHO3Y 6Y/I0 PO3IIOYATO eMOCTa-
TUYHY Tepallilo IpenaparamMu o6xigHoi nii, gani NIPOBENIEHO
epafuKaliio iHribiTopis 10 haKkTOpiB KoarymALii.

Tecr Berecna mpogeMOHCTpyBaB HOKpalieHHs Tab0paTOPHOL
KapTMHM BKe Mic/IA 3 TVDK Tepallii, CpAMOBaHOi Ha epajyKaliio
inribiropa dakropa Koaryssuii. OTxKe, FOCATHYTO IIOBHOI peMi-
cii. [emoparivni po3nagy MUHY/IM, KpOBOTEYA IIPUIIMHUIACA.

IIpore crip mamM’ATaTH, 1110 iCHYE HEBEMMKMIL PU3NUK PELUJIUBY,
4acTOTA AKOTro cTaHOBUTDb mpubnusHo 10% (Huth-Kuhne A.
et al., 2009; Collins P.W. et al.,, 2007; Delgado J. et al., 2003).
ITe 03Hayae, 1110 TAKMX [AL[iEHTIB HOTPiOHO 3anuIaTy y CBOEMY
o7 30py. 3a3BMYail IPOBOAATHCSA CIIOCTEPEKEHH 32 TallieH-
TaMM IOMicALlA MPOTATOM Iepuux 6 Mic Mic/IA BOCATHEHHA
HOBHOI pemicil, srofom (1 pa3 Ha 2 Mic IPOTATOM POKY) XBOPUX
3aIpOLIYIOTb Ha KOHTPOJIbHI OITIAAMN.

lidzomysana Hamana He4unopyk

Q






