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KnioyoBl acnexkmu nabymol 2emof

HabyTa remodpinisa (HI) - ue pigkicHe nopylweHHsA reMocTasy, Wo XapaKTepu3yeTbCA CNOHTAHHOID
KpoBoOTeYelo 3a BifCYTHOCTi nonepeaHbOro aHamHe3y kpoBotey. OcobnusicTio HI € nosaBa iHri6itopis
Ao (hakTopiB 3ropraHHsa (Haitwactiwe ao VIl ¢akTopa). He6e3neka uboro ctaHy nos'asaHa nepegycim

i3 MacuBHOIO KpoBoTe4el, KoTpa MOXXe npu3Becty 40 netasibHOro Hacnim(y.

Jlikapi 4acTo He MaIOTh BiATIOBiZHUX 3HaHb
i HaBMYOK IOMIO [iaTHOCTUKM Ta JTiKyBaHHA
HI, ockinbky paHime y cBoill mpakTU4Hi
HisfANIbHOCTI 3 HeI0 He CTUKanucsA. Y 4epBHi
B paMKaX JMCTaHIi/iIHOTO OCBiTHbOIO KypcCy
«HabyTa remodinis» Binbyscs Bebinap, npu-
CBSIYEHMII IpobIeMaM JiaTHOCTUKY Ta JIKY-
BanHsa HI.

Ha sanuranHA y4acHuKiB
OHJIa}1H-3aXOMy BifTOBi-
maja romoBa Acomiamii
reMaTonoriB YKkpainm,
3aBimyBay BiggineHHs
rematoorii KuiBcbkoro
00/1aCHOT0 OHKO/IOTiY-
HOTO JUCIIAHCEPY, KaH-
BMIAT MEAUYHUX HAYK
Ipuna PagomupiBHa
TaproBcpka.

? Hackinbku po3nosciomxenoro € HI'?

3rifHO 3 JaHUMMI CBITOBOI CTATUCTUKIU, YacC-
tota HI' mopiBHI0€ 1,5-2 Bunmajgky Ha 1 MIH
Hace/lleHHs Ha pik. Y Haiuili kpaiui noni6Ha cra-
TUCTMKA Hapasi B3araji BiIcyTHA. 3a MpOTHO-
3amuy, iigeTbcs mpo 40-55 Bunagkis HI Ha pik,
HaTOMICTb peanbHa KilIbKiCTh BCTAHOBIEHUX
BUMAJKiB Ha MOPAMOK MeHIIa — nume 1-2,
T06TO B b6ibIIOCT] Hamux manientis HI mpo-
CTO He JIlaTHOCTYIOTb, a OT>Ke, He IPM3HAYAI0Th
Heo6xifHOro TiKyBaHHA. BigmosigHo fo ganx
PeTPOCIEKTUBHUX AOCTiTKeHb, CEpPefHill BiK
nanienTis i3 HI Bapiroe Big 64 go 78 pokis.
JIuire y ABOX JOCTifXeHHAX 1eil TOKa3HUK
0yB MeHWNM 32 60 pokiB. MiX JomoBikamMu

il )KiHKaMM € NeBHa BikoBa pisHnus. Tax, y 4o-
JIOBiKiB IiK 3aXBOPIOBAHOCTI IIPUIIaJlA€ HA BiK
IoHaf 65 pokiB. Y )iHOK cIlocTepiraloTbcs fBa
MiKM 3aXBOPIOBAHOCTI: MEPUINil — y JiTOPOJ-
HoMYy nepiopi (B cepegHboMy 35 pokiB), Apy-
ruit — micns 60 pokis. I[Ipubnusuo B 70% Bu-
nagkis HI e igiomarnyHuM 3aXBOPIOBaHHSAM,
oxHak BigoMo mpo 38’130K HI' 3i 3nosikicHMMM
HOBOYTBOPEHHAMM, aBTOIMyHHOIO IIaTOJIOTi€I0,
BaTiTHICTIO.

) KpoBoreui axux moxkanizaniit € THIOBUMHU
® mna HI'?

3a3BMyail Iie IKipHi KPOBOBUIMBY 38 TUIIOM
rematoM (33-71%), M’130Bi KPOBOBUINBMU
(mo 35%), KpOBOBMUIMBY Hif| CTU30Bi 0OOTIOHKIL.
Ha BigMiHy Bif ypomskeHoi reModinii KpoBo-
BUJIVBY B CYTTIOOM TPAIUISIOTHCS JOCUTD PifKO.
3rifHO 3 JaHUMU HOCTi>KeHb, OIbLI HiX I0-
7I0BMHA BCix KpoBoTed npu HI € Tsoxxumu (i
39 110 61%), TOMY Ba)K/IMBO AKHAJIIBUIIE BCTa-
HOBIUTU [IiarHo3. Y 6inbmocti Bunagkis (61-94%)
11i KpOBOTeUi pO3BMBAIOTHCA CIIOHTAHHO.

) SIkuMu peKOMEHIALiAMY CIIifi KePyBaTHCA
® B miarHocTumi ta nikysanni HI'?

Y KiHIYHIA DPaKTUIi MM BUKOPUCTOBYEMO
MixHapomHi peKkoMeHAaNii 3 ZiarHOCTUKMA
Ta JIiKyBaHHA HabyToi remodinii (International
recommendations on the diagnosis and
treatment of acquired hemophilia, 2020), Bigmo-
BifIHO Jj0 AKMX AiarHOocTUKa HI' po3nounHaeTbes
3i 360py anaMHe3y. O60B’13K0BO HE0OXiTHO
yTOYHUTH, 4yt Oy/IM B Malli€HTa paHilre 6e3npu-
YMHHi KPOBOBM/IMBM Ha IIKipi, KpOBOTEYi Mic/A
OIlepaTUBHUX BTPYYaHb 200 CTOMATONIOTIYHMX
npoueayp. JAxkuo kpoBoTedi TpanaAaucs,
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A HarARAOM AIKaPA, AKNT MAE AOCBIA NIKYBaHHS
remodinii Ta/aBo KkposoTev.
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HOTPiOHO BUKTIOUUTI BPOJKEHI HOPYIIEHHS
remocTasy (1erki ¢popmu BpomxKeHoi reModinii
41 XxBOpobu BimneOpanpa, mo panimre He 6y/u
IiarHOCTOBaHi) Ta MeMKaMEHTO3HO 3yMOBJIeH]
HOPYLIeHH 3TOPTAHHA KPOBI.

SIK1o KpOBOBM/INB BUHMK yIlepiue, HeoO-
XiJHO IIPOBECTH 0OCTEXKEHH I L[Of}0 BUSIBICHHS
HI. Hacammnepep HeoOXi/fHO BUKOHATI KOAryyIo-
rpamy. ¥ pasi IIOJOBXeHHSA NPOTPOMOIiHOBOTO
yacy HaljieHT, HalliMOBipHillle, OTPUMYE Tepa-
Ii10 HeIIPAMMMH aHTUKOATY/IAHTaMM Ta IOTpe-
6ye KopeKI[il aHTUKOATy/IAHTHOI Tepalil.

SIK110 Ma€e Miclie i3071bOBaHe MOJOBXKEHH
AKTVBOBAHOI'O YaCTKOBOTO TPOMOOIIIACTIHO-
BOTO0 4acy >40 c, Halilepiue CIii BUSHAUUTH
BOBYaKOBMIT aHTMKOATY/IAHT i3 METOI0 IiarHOC-
TUKY aHTVOCPOMiNiTHOro CMHAPOMY. SIKII0 X
BOBYaKOBMII aHTMKOATY/IAHT He BU3HAYAETHCS,
PEeKOMeHIOBAaHO OLiHMTH piBeHb dakTopa VIII
(®VIII) 3ropraHHs KpoBi Ta KOHIEHTpAIil iH-
ri6iTopis 0 $pakTOpiB 3ropTaHHA 3a JOIOMO-
roio aHaiisy berespa ra/abo iMmyHodepmeHT-
Horo aHanisy. KpiM Toro, B pyTMHHIl IpaKTuIi
3 MeTOI0 BUABJIEHHs iHTibiTOpa Ta MIBUAKOTO
BCTAaHOBJIEHHA J1iaTHO3y MOXX/IMBE BUKOPU-
CTaHHA MeTOJy 3MillyBaHHA NaasMu. [liarHos
HT migTBepAXyeTbcA 3a YMOBU 3HVOKEHHS
piBus ®VIII i nasBHOCTI iHTibiTOpiB KO OVIII.

D SIxumu € cydacHi mifxoau g0 MiKyBaHHA
° HI?

Crparerisa MiKyBaHHA BK/IIOYA€E [iBa Hifi-
XOAM, KOTPi He0OXiJHO 3aCTOCOBYBATH IIapa-
JIeNIbHO, — 3yNMHKY KPOBOTEYI if epafiuKaniio
inri6iropis fo ®VIIL T'eMocTaTnyHy Tepamiio
MO>KHa IIPOBOJUTY IpenaparaMiy MyHTYH0401
nii (pexom6binanTHMit PVIIa 90 MKI/Kr KOXHI
2-3 rop KO MOBHOI 3yIMHKM KpOBOTedi a0 aH-
TUIHT16ITOPHUIT KOATYIAHTHMIT KOMIIIEKC 50-
100 MO/kr xoxxHi 8-12 rofi 10 IOBHOI 3YyIMHKY
KPOBOTeYi) 4 PeKOMOIHAHTHUM CBUHAYUM
OVIII y gosi 100-200 MO/xr (napasi B Ykpaini
He 3apeeCTPOBAHNUIT) JO MOBHOI 3yMMHKY KPO-
BoTeui. ¥ pasi 3acTocyBaHH: peKOMOIHAHTHOTO
ceunsagoro GVIII norpibeH perenrbHMIT MOHITO-
punr aktusHocTi ®VIII y manienTa.

He pekoMeHp1yeTbCs BUKOPUCTOBYBATH I171a3-
Mosuit mopcbknit ®VIIL y 38’43Ky 3 BUCOKMM
PU3BUKOM TPOMOOTUYHUX YCK/IaTHEHb (OCKINbKM
noacekuit OVIII mictuth y cBoemMy cknapi
¢axrop Binnebpanpa). 3a BizcyTHOCTI npera-
paTiB WIYHTYI0YOi Aii MOXX/IVBEe IPU3HAYEHHA
pexombinanTHOro ®VIII y gosi 50-100 MO/xr
Ta 32 YMOBM IOCTiifHOTO MOHITOPMHTY piBHiB
inri6iropa ta ®VIII y kposi.

) Hackinbku e(peKTMBHOIO € TeMOCTATHIHA
°® repamia?

EdekTuBHICT reMOCTaTHYHOI Tepaii peKoM-
6inantHuM OVIla, a TaKOXX aHTUIHTIGITOPHUM
KOAry/IsSHTHMM KOMIIIEKCOM € Hal6inpuowno
Ta nepesuiye 90%, A1 TiKyBaHHA JleCMOIpe-
CUHOM Iieil TIOKa3HUK CTAaHOBUTDb 64,3%, pe-
kombiHaHTHUM cBuHAYMM OVIII - 85,7%, pe-
koMbiHaHTHNM mopcbkuM OVIII - 70%. JTikapi
y CBOiif IpaKTUIIi epefyciM BUKOPUCTOBYIOTh
pexombinantamit OVIla, KoTpuit, 3a faHUMU [Jie-
AKUX JOCNTITKEHb, 3yNMHAB KpoBoTeuy B 100%
Bumnagkis. Pexom6inantuuit ®VIla € MmoHo-
npenaparoM, T06To mictuts muime OVIla, Toxi
AK aHTUIHTI6ITOPHMIT KOATYTAHTHNIT KOMIIIEKC
Bk/odae OII, OIX, ®Xa Ta, B He3HAYHII Ki/TbKO-
cti, ®VIII. AHTMiHri6iT0pHMI71 KOaryJnAaHTHUI
KOMIIJIEKC BUTOTOBJIAETbCA 3 KPOBi TIOAUHM,
TOMY J1OT0 3aCTOCYBaHH NOB’A3aHe 3 IEBHUM
PU3MKOM reMoTpaHcMicuBHUX iHekuiit. OKpiMm
TOTO, PU3UK TPOMOOTUYHMX YCK/IAfHEHDb Ha TIIi
MiKyBaHHSA aHTUIHTiOITOPHMM KOAry/IsAaHTHUM
KOMIIZIEKCOM JIe1lI0 BUIMII TOPiBHAHO 3 PEKOM-
6inanTHuM OVIla (4,8% Ta 2,9% BigMOBigHO).

Kniniuny orinky eeKTMBHOCTI C/1ifi IPOBO-
[UTY 33 CTYIIEHeM 3yNIMHKU KPOBOTedi. 3a Bif-
CYTHOCTi KpOBOBU/IMBIB 30i/IbLIYIOTH iHTEpBa
MiX yBeJleHHsAMM Ipenapary. SKio x KpoBo-
Te4a IPONOBKYETbCS, PEKOMEH/IYETbCA 3MiHUTHI
MKapChKMit 3aci6.

) 3 AKO0 METOI0 Ta AK caMe NPOBOLATD
® iMmyHOCynmpecuBHy Tepamiro?

Mertoro imyHocynpecuBHOi Tepamii € npu-
THiYeHHs cuHTe3y iuribiropis o ®VIII i Ta
ix moBHa epapukauis. O6csr mogibHOro MiKYy-
BAaHHA 3aJIeXUTD Bifi BU3HaueHux piBHiB OVIII
Ta iHri6iropi o ®VIII. fdxmo piBens OVIII
CTaHOBUTD 21%, a Tutp inribiropa - <20 oxu-
HUIb beTe3fa, mpusHavaroTh MOHOTEpAMiio0
KOpTUKOCTepoigaMu. K IpaBuIo, 3aCTOCO-
BYIOTb IIPEJIHi30/I0H 1 MI/KI/IeHb IepopaTbHO
IpOTATOM 4-6 TIDK. 3a BiicyTHOCTI BigmoBifi
4epes 2 TYK Bij OYaTKy Teparii (piBeHb iHTi-
6iTopa He 3HIDKYETbCS) HEOOXifHO AomaTu pu-
TYKCMMab y CTaHZAapTHOMY f03yBaHHi 375 mr/m’
1 p/Tix npotsarom 4 Tk abo nuxaodocdamin
1,5-2 MI/KT/fileHb IPOTATOM 4-6 TIIK.

3a HasABHOCTI IPOTHOCTMYHO HECITPUATINBUX
yyHHKKIB (piBenb OVIII <1%, piBeHs iHribiTopa
no OVIII >20 opuunub betesna) Bigpasy pos-
[OYMHAKTHh KOMOIHOBaHY IMYHOCYIIpeCUBHY
Tepalilo: NpeJjHi30/I0H Y MOEJHAHHI 3 PUTYK-
cumaboM a6o unknopochaMizoM y 3a3HaueHNX
BHIIe J03aX. 3a BIICYTHOCTI BignoBiai Ha si-
KyBaHHA CIIifl JofaTu TPeTiil mpemapar, a came
puTykcumab abo nuxaodpochamii.

He cnip 3a6yBaty, 10 iMyHOCYITpecBHa Tepa-
IisI YaCTO IPU3BOJNUTS IO PO3BUTKY TaKMX Heba-
JKaHUX SIBUIL, SIK JIEMKOIIeHi s, iHpeKuii, cemrTmaHi
yCKIafHeHHs, fiiabeT, IC1X03, 3arajabHe MOTip-
IIeHHs CTaHy. 3a JaHMMU JieAKUX HOCTifIKeHb,
HOLIVPEHICTb IMX YCKIaiHeHb csrae 70% Ta € 0co-
6/11BO BYICOKOIO B ITALli€HTiB ITOX1I0r0 BiKy. Cerl-
cuc abo iHum cepitosHi iHdeKiliHi yckTagHeHHA
BYHMKAIOTb IPUOIM3HO B TpeTHHI Bumaakis. ITo-
Ka3HMK CMEPTHOCTI Bifl iIMyHOCYTIpeCUBHO] Tepa-
nii mepe6yBae B Mexxax 20-40%. Y pasi posBuTky
iH(eKIITHNX YCK/TaTHEHb BaK/IMBO BYACHO TIPU-
3HAYUTYU afleKBaTHY aHTHOAKTepialbHY Tepartilo.

JKurresuit 1porHos sHAYHOI MipoIo 3aje-
SKUTD Biffl HAABHOCTI HECTIPUATINBUX YNHHU-
KiB, IpO KOTpi jiunocs sBuule. 3a BiICyTHOCTI
HECHPUATIMBUX YMHHMKIB BYXXUBAIOTD 0 95%
nauientis i3 HI, y pasi HasBHOCTI 06TSXY-
Ba/IbHUX (PAKTOPIB I{eil MOKaSHMK 3HIKYETHCS
1o 6musbko 70%.

) Ha skux TepMiHax BarirHOCTi HaliyacTime
® Bunukatotp cupudnneni HI xposoreui

Ta AKMMM € OCOOMMBOCTI iX TiKyBaHHA?

3pme6inpmoro KpoBoTedi MawTh Micle
B ITiC/IATIIONIOTOBOMY IEPiOfi, TOYHiIIE MPOTATOM
6 Mic micys monoris. K10 KpoBoTeYa po3BMBa-
€ThCA MiJ Yac BariTHOCTi, OCTAaHHIO HEOOXiZHO
mryyHo nepepsaru. Jlikysanna HI y Baritaux
HIiYMM He BiIpi3HAETHCA BiJj TAKOTO B iHINX
nanieHTiB. OCKiNbKY IS KaTeTopis maIieH-
TOK — ITepeBaXKHO 0COOM MOMOLOTO BiKY, TOOIYHI
edexTy Tepanii TPaNmIAOTbCA JOCUTDb PiffKo.
IToxkasHuK BMOKMBAHOCTI IPM CBOEYACHIN flia-
THOCTUI Ta IiKyBaHH]I HabmKaeTbes o 100%.
Penupus HI' y pasi noganpumux sariTHocreit
€ BiJJHOCHO HETUIIOBYMM, OfIHAK C/IiJ} IIOTIEPENUTI
JKIHKY IIPO TaKy MOX/IMBICTb. Y )iHOK penpo-
IYKTUBHOTO BiKy 32 MOX/IMBOCTI CIijl yHUKATH
3acToCyBaHHA UMKI0pochaminy i iHIIMX TUTO-
CTaTUYHUX 3aC06iB.

) koo € cnenudixa Bemenns xgoporo Ha HT
° 3a HeOOXiTHOCTi BUKOHAHHA XipypridaHoro

BTPY4YaHHA?

Sk1mo oneparuBHe TiKyBaHHA € XUTTEBO He-
06XiZHNM, TOTPIOHO PO3IISHYTU MOX/IUBICTD
jioro BiiTepMiHyBaHHA [0 HOpMasi3alii piBHA
OVIII Ta inribitopa. K10 1ie HEMOXX/INBO, He-
06xifHO mpusHaunTy pekombinanTHmit PVIla
4 @HTUIHTI6ITOPHMIT KOATy/IALiHNIT KOMIITTEKC
Iif] 9ac MpOBeJleHH ollepaliii.

) dxi saranbui pexoMenganii Heo6xigHO Ha-
° maru mauienty 3 HI'?

Ba>xnmBo yHMKaTy iHBasMBHUX HpOLEAYP,
BHYTPILIHbOM SI30BUX iH €KIiif Ta apTepianb-
HMX IIPOKOJIiB, MiHiMi3yBaTu BUMipIOBaHHSA
PpiBHA apTepia/bHOTO TUCKY, OCKi/IbKM MOX/IMBI
KpPOBOBMINMBY B MicCIli HaK/TaflaHHA MaHXeTH.
ITpwuitoM mpenapartis A7 TPOMOONPOQITaKTUKM
(ameTmncaninmaoBa KMCIOTA, KIOMiJOTPeNb)
Heo6xinHO Bigxmactu. IToganpury Tpombompo-
¢binakTUKy MOXKHA IPOBOJUTH IIC/IS TOBHOTO
BunikoByBaHHA HI.
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