TEMATOJIOT'TA

KMNIHIYHI BUNAOKW

Habyma 2emodinig A: Big Kniniuxoi Kapmunu
§0 NepconanioBanoi 2eMocmamuyKoT mepanii

Y crarTi po3rnsgaoTbes cyuacHi nigxoam Ao AiarHOCTMKM Ta nikyBaHHS Ha6yToi remodinii A (HF'A) 3 akueHTom
HO NMepCcoHANi30BAHY reMOCTUTUYHY Tepaniio 3 ypaxyBaHHAM iHAMBIAyanbHOI BapiabenbHOCTi KniHiuHOI
KAPTUHM, TAXXKOCTI nepebiry, akTMBHOCTI iHriGiTopiB i Bignosigi Ha nikyBaHHS.

HIA — pinkicHe mopylieHHs 3ropTaHHsI KPOBi, 110 XapaK-
TePU3YETHCS CMTIOHTAHHUM PO3BUTKOM HENUTPali3ylouuX ayTo-
AHTUTIN (IHTiGITOPIB) MPOTU EHIOTEHHOTO (haKTOpa 3rOpTaHHS
kposi VIII (FVIII). LLi ayroaHTHT/Ia NPUTHIYYIOTh AKTUBHICTh
FVIII, mo npu3BoauTh 10 KJIiHIYHOI KapTUHU, MOAiOHOT
1o BpomkeHoi remoginii A [1]. HI'A mepeBaxxHo ypaxkae moneit
MOXWJIOTO BiKy 0€3 iCTOTHOI pi3HMIIi B 3aXBOPIOBAHOCTI MiX
yooBiKaMu Ta XiHKaMu. OIHaK 3apeeCTPOBaHi MOOIMHOKI
BUIAJKU 3aXBOPIOBAHHS Y MOJOAMX XiHOK BikoM Binm 20
10 30 pokiB, acolilioBaHi 3 BariTHICTIO Ta moJjoramu [2-5].

3axBopioBaHicTb Ha HIA B 3araibHiii momyisiiii CTaHOBUTD
6sm3bKo 1,5 Ha 1 MJTH oci6 Ha pik [2]. HTA BUHMKa€e nepeBax-
HO Y IOPOCJIMX, piaKo — y aiTeii [3]. Y aBox HAlOLIbIIMX cepi-
SIX criocTepekeHb 3a nanieHtamu 3 HIA cepenHiii Bik XBopux
Ha MOMEHT BCTaHOBJIEHHSI JiarHO3y cTaHOBUB 78 i 74 poku
BiIMOBiJJTHO, TPUYOMY OHAJ JBi TPETUHMU MAIiEHTIB OyJIU
cTapimmiu 3a 65 pokis [4,5]. Illo cTocyeThes BariTHOCTI Ta 1Mo-
JIOTiB, TO acouiiioBaHa 3 HUMU HI'A B OCHOBHOMY BMHUKA€E
B MICJISITIONOTOBMIA TIEPiO, Bill OMHOTO IO YOTUPHOX MiCSIIIiB,
X0ua 3aJJ0OKyMEHTOBaHi BUIAJKU i yepe3 piK IMic/Isl MOJIOTiB.

Kninivni npossu HIA

Kniniynum BuznaueHHssM HIA € pantoBuii i HecioaiBaHui
MOYaTOK KPOBOTeUi (CIIOHTAHHOI UM MiCJIs iHBa3UBHOI MpoOlLIie-
NypH) y JIOAMHU, SIKa HE MA€E 0OCOOUCTOro abo CiMEIHOro aHaM-
He3y KpoBoted. JliarHo3 Ma€e OyTH MinATBEpKEHUI pe3yJibTra-
TaMu J1abOPaTOPHOTO TOCTIMKEHHS 3 TOYaTKOBUM BUSIBICHHSIM
MOJOBXEHOTO AKTUBOBAHOT'O YACTKOBOI'O TPOMOOIIIACTUHOBO-
ro yacy (AYTY), ssxuit He KOPUTYETHCS TICIIsT 3MillTyBaHHSI
piBHMX 00’€MiB TJ1a3MU MalliEHTa i HOPMAJIbHOI TI1a3MU (Tak
3BaHMIA TECT Ha 3MilllyBaHHS, 400 Mikc-TecT) [6]. OCKiTbKY mis
ayTOAHTUTLJI 3a3BUYall 3aJIEXKUTh Bill Yacy Ta TeMIIepaTypu, Bill-
cyTHicTh Kopekiii AUTY mae OyTtu miaTBepmakeHa TECTOM
Ha 3MilllyBaHHSI, IPOBEACHUM SIK IIpY KiIMHATHii TeMIeparypi,
Tax i micis ABoroguHHOI iHKy6auii npu 37 °C. Ilicas BUKIo-
YeHHSI iHIIMX TpuarH nogoBxeHHs AYTY, Takux sIK BoBYa-
KOBHUIt aHTUKOATYJISIHT, CMIaAKOBUIA 1eDilluT hakTopa 3ropTaH-
Hsl KPOBi, MpUIAOM renapuHy abo rnepopabHUX aHTUKOATYJISTH-
TiB, niarHo3 HTA minTBepaxyeTbcs HU3bKUM piBHeM FVIII
i, HApeIITi, BUSIBJICHHSIM ayTOAHTUTIJI, KiJIbKICHO BUBHAUEHUX
B omuHuIgx beresma (BO) [6].

Kniniyna kaptuna HIA xapakTepu3yeTbcst KpoBOTEUaMU
Pi3HOTO CTYIEHS TSKKOCTI — Bill JIETKUX J0 3aTPO3JTUBUX TS
KUTTs. Ha BiiMiHy BiJ BpokeHoi reModitii, (peHOTUIT KPOBO-
Teui He noB’s13aHuii 3 piBHeM FVIII abo TutpoM iHTribiTOpIB,
BU3HAUYEHUM Ha MOMEHT BCTaHOBJIEHH: aiarHo3y |7]. Haituac-
TILIMMM TeMopariyHuMu nposiBaMu HIA € miaiikipHi KpoBo-
BUJIMBH, YaCTO YK€ BeJIMKi, M sI30Bi FeMaTOMU MO BCLOMY TiJTy,
KpOBOTeUi 3i CIM30BUX 000JIOHOK (3 HOCA, SICEH, ILLTYHKOBO-
KUIIIKOBOTO Ta CEYOCTATEBOrO TPAKTiB), PETPONEPUTOHEATbHI
KpPOBOTeUi Ta TPUBAJIi KPOBOTEYi IMTiC/Isl MATUX 1 BEJIMKUX OTepa-
uiit [4, 5]. ¥V €porneiicbkoMy peectpi HabyToi remodinii
(EACH?2) 474 (94,6%) 3 501 martieHTa, BKITIOUEHUX IO HBOTO,
MaJId KPOBOTEUY HA MOMEHT BCTAHOBJIEHHSI [iarHo3y. Y MoHaz
JIBOX TPETUH TAIliEHTIB KPOBOTEUi PO3BUHYJIMCS CIIOHTAHHO,
a B PEIITU BOHU OyJW BTOPUHHUMM — BHACTITOK TPaBMHU,
XipypriuHoro BTpydaHHs abo nonoris. Kpim Toro, y 70,3% Bu-
MaaKiB KpoBoTeya OyJ1a KiacupikoBaHa SIK TSDKKa [8].

Jloku iHTi0iTOpY BUSIBJISIOTHCS, HaBiTh Y HU3bKOMY TUTDI,
MalieHTH MepedyBaloTh Mill 3arP0O3010 BUHUKHEHHST KPOBOTEY
y OyIb-sIKuii yac i B Oyab-sKiil yacTuHi Tina. I1pu ipomy He ic-
HYE KpUTEPIiB 11 IPOrHO3yBaHHSI MOTEHIITHOT TTOSIBY €11i30-
NliB BeJIMKMX 200 HaBiTh (haTtasibHUX KpoBoTey [S]. 3 11iei mpu-
YUHM 000B’SI3KOBO CJIijl HEraifHO po3MovaTu cretudivyHe Ji-
KYBaHHSI 3 METOIO eJliMiHallii iHTiOiTopiB 3a KOpOTKMii yac [9].

Cyyacki cmpame2ii mepanii HIA

Tepanepruuna crpaterist mpu HIA 6a3yeTbcst Ha TPHOX Ha-
PIXKHUX KaMeHSIX: 3yMTMHUTH KPOBOTEUY, PO3MOYATH iMyHOCY-
npecuBHy Teparito (ICT) 3 MeTolo epaaukailii iHriGiTopis Ta Ji-
KyBaTH OCHOBHY MaTOJIOTiIO (SIKII0 BoHa BUsiBlieHa). LIIBunka
i1 aieKBaTHa CTpaTerisl JiKyBaHHSI Ma€ BUpilllaJibHe 3HAUEHHS],
OCKIJIbKH 11 METOIO € KOHTPOJIb FOCTPOI KPOBOTEYi Ta epaarKa-
11isl iHTiOITOpIB, 1110 3HMXKYE PU3UK PELUANBY KPOBOTEU, SIKMit
30epiraeThcs Mpu HAsIBHOCTI iHTiOiTOPIB. [TalieHTH 3 TSDKKOIO
KPOBOTEUEIO Ta 3HAYHUM 3HUXEHHSIM PiBHSI FeMOIJI00iHY Mo-
TpPeOYIOTh HEraitHOTO TeMOCTaTMYHOTO BTPYYaHHS.

3H0RQBL YKpaiHN

3riIHO 3 OHOBJIECHUMHU MiXKHApOIHUMM PEKOMEHAALISIMU
3 nikyBaHHsI HTA [9], mpenapatu 1yHTYBaJIbHOI /1ii Ta 3amic-
Ha Teparnis peKoMOiHaHTHUM cBUHSIYMM (dakTopoMm VIII
(rpFVIII) noka3zaHi sik mpenapatu nepiuoi JiHii 1J1s1 JIiKyBaH-
Hs KJIIHIYHO 3Ha4ylIMX KpoBoTey y nanieHTiB 3 HI'A, a Takox
JUTST TPpOITaKTAKY Y TIALliEHTIB, IKUM TTPOBOASITHCS iHBA3UB-
Hi ipoueaypu (kinac pekomeHaaiii 1B). st aikyBaHHS Kpo-
BOTEY Y IMAILIiEHTIB i3 BPOMKEHOIO Ta HAOyTOI0 TeModiTieio A
IIKMPOKO 3aCTOCOBYIOTH MpernapaTy IIyHTYBaJIbHOI Iii, a came
aKTHUBOBaHI KOHLIEHTPATU MPOTPOMOIHOBOTO KOMILIEKCY
(AKIIK), 3naTHi goatu inTepdepeHiiito iHribiTopiB Ha I~
Xy KoaryJisiii, iHIyKyio4u YTBOPEHHS TPOMOiHY He3aaexKHO
Big HasitBHOCTI iHTiOiTOpIB [10].

Edexrupnicts AKITK BuCBiTIIeHa B KiJIbKOX TEeMaTUUHUX
3BiTax i B peTPOCTEKTUBHOMY OCiIKeHHI 34 TMallieHTiB,
y 86% sikux BimOysacst 3ynuHKa Kposotedi [11]. ¥V nocmimken-
Hi EACH2 [10] epextuBHicTs AKIIK, 1110 BUKOpHCTOBYBaBCS
SIK TIepla JIiHisl JTiKkyBaHHS, OyJia TOiOHOI0 10 TaKO1 peKOM-
6iHaHTHOTO akTMBOBaHOTO (hakTopa VII (rFVIIa) — 93%. V He-
LIOIABHBOMY iTaTiiiICbKOMY PETPOCIIEKTUBHOMY IOCiIXKEHHI,
nposeneHoMy E. Zanon ta criiast. (2019) 3a ygacTro 56 marri-
entiB 3 HI'A, AKIIK, 3acTocoBaHuii sSIK Tepailis MepIioi JiHil
y 82% BumankiB y cepenHiii 1o3i 72,6+26,6 MO/Kr, naB 3Mory
3ynmuHUTH 96,4% eI1i30/1iB KpOBOTEY 3 MEIiaHOO JIIKYBaHHS
Bicim gHiB [12]. Kpim Toro, aHTH(hiOpMHOIITUUHY Tepallilo
npusHavyanu B KoMm6GiHanii 3 AKITK npu 40% nponikoBaHUX
KPOBOTEY, a TAKOX y MAIIEHTIB i3 ceplIeBO-CYAIMHHUMU 3aXBO-
proBaHHsIMU. Take KOMOiHOBaHe JiKyBaHHs Oyyi0 eeKTuB-
HUM, TIOPiBHSIHO HETPUBAJIUM i j00pe repeHocuyiocs: 6e3
TpoMboemOoiuHUX yekanHeHs [12]. [TpumitHo, mo AKITK
TaKOX BUKOPUCTOBYBAJIH SIK MPOGiIakTUKYy y naiieHTis 3 HTA
i BUCOKOIO YaCTOTOIO KPOBOTEY, IO CIIPUSIIIO 3MEHIIEHHIO
KiJIbKOCTi KpoBoTed Ha 50%; el peXXuM KOPOTKOCTPOKOBOT
npodiTaKTUKK 3aCTOCOBYBAJIM ITiC/Is1 BEJIMKUX KPOBOTEY IIPO-
TSTOM CepeiHboro nepioay 12,745,7 nHiB i3 cepeIHBOIO 103010
AKIIK 54 MO/xr [13].

IMepeBaru AKIIK:

e Ji0BelieHa e(heKTUBHICTh MPU KJTiHIYHUX KPOBOTEYAX Y Ta-

mienTiB 3 HTA;

e JICTKOAOCTYITHUIA TIperapar [jisl JTiKyBaHHSI KpOBOTEY,

nop’si3aHux 3 HIA,;

e MOXXHA BUKOPWCTOBYBATH HaBiTh 3a BilICYyTHOCTI CITellia-

JIi30BaHOI 1abopaTopii.

BapianTom apyroi ninii nikyBanHs HTA € 3amicHa Tepamist
IUIa3MOBUMM 200 PeKOMOIHAHTHUMM KOHIIEHTpaTaMu JIIO[I -
cbkoro FVIII, ski edheKTUBHI aulle 3a HasSBHOCTI HU3bKOTO
TUTpY iHri6iTopis (<5 bO/min) [14]. OnHaK 3acTOCYBaHHS 1[bO-
ro METONY JIIKyBaHHSI Ma€ MeBHi OOMEXEHHS Ta HEIOJiKH.
VY Tabauili npeacTaBieHi TepaneBTUYHI 3ac00U, TOCTYITHI 1Tt
JIiKyBaHHST KpoBoTted rpu HTA.

[Ticng niarnoctuky HITA, He3aneXXHo Bif HasTBHOCTI aKTHUB-
HOI KpoBoTeui, nyxxe BaxuBo posnovatu [CT, mo6 3a6esre-
YUTHU PEMiCil0 3aXBOPIOBaHHS 32 KOPOTKUI Yyac, BpaXOBYIOUU
30epeXeHHS pU3MKy KPOBOTEUi 10 BUSIBJICHHS iHTiOITOPIB.
OcHoBHi ctparerii ICT npu HTA BKt0UatoTh 3aCTOCYBaHHS
KOPTHKOCTEPOIiB OKpEeMO a00 B ITOeTHAHHI 3 IIUKJI0hocha-
Migom yu purykcumadoom. Bubip ICT 3anexxuTsb Bif iHIUBiLY-
aJIbHUX XapaKTepUCTUK MallieHTa, TaKUX K BiK, KOMOpOinHi
CTaHM Ta TSLKKICTb KPOBOTEY.

Ta6nuus. TepaneBTMYHi 3ac06M, BOCTYNHI ANS NIKYBAHHS
KpoBortey y nauieHtie 3 HFA

o

Tepanis nepLuoi niwii

PekomeHAOBaHE AO3YBUHHS

50-100 MO/ kr macy Tina yepes koxHi 8-12 roaun
[0 LOCATHEHHS FeMOCTa3y, NOTiM 3a NoTpeby Yepes
AOBLLI iHTEPBANM

MakeumansHa goza 200 MO/ kr wogks

AKIK

90-120 mkr/kr yepe3s koxHi 2-3 roauHu
/O AOCSTHEHHs reMOCTa3y, NOTiM 3a noTpe6u Yepes
AOBLUI iHTepBANM

rFVlla

200 MO/kr sik no4aTkoBa A030, HACTYNHI KO3V
3anexHo Big kniHivHoi signosigi, pisHs FVIII ta tuny
abo TAXKOCTI KpOBOTeI; Ik NPaBMAO, iHPys3ii Yepes
KoxHi 4-12 ropuH

rpFVIIl

Tepanis ppyroi ninii

Bapitoe 3anexHo Bip TAXKOCTi KpOBOTEYi, TUTPY
iHri6itopis, cnocobis ikysii (bonocHa
abo 6esnepepeHal)

Otpumanuii i3 nnasmu abo
pekombinanTHuit FVIII

KiiniyHa KapTuHa 1e0I0Ty 3aXBOPIOBAHHSI, TSKKIiCTh Iepe-
0iry, akTUBHICTb iHI10iTOPiB Ta €(PEKTUBHICTh FTeMOCTATUYHOI
Teparii € iHAMBiTyaJbHUMU TSI KOXXHOro nauieHTa 3 HIA. L
BapiabeIbHICTh KJIiHIYHUX MPOSIBIB i BiAMOBIAi Ha JiKyBaHHS
MiIKPECTI0E BaXIUBICTh po300py KiIiHiYHMX Bumaakis HIA
SIK IHCTPYMEHTY JUIsl MOKPAIIeHHS! PO3YMiHHSI IIbOTO TeTepo-
reHHoro poanany. [1peseHTyemo nBa kiiHiuHi Bunaaku HIA
y TAIIEHTIB i3 CYMyTHIMU 3aXBOPIOBAHHSIMU.

Kninivnuii sunagok 1

Mauient, 69 pokie, B aHAMHE3I — BUPA3KOBMM KONIT | pak ne-
peamixyposoi 3ano3u. bys rocnitanisoeanuit 3 npusogy pos-
BMUTKY r€MATOMM NPABOI AiNSHKM LUMi NiCNs BCTAHOBMIEHHS KABA-
dinbTpa HUXHBLOI NopoXxHMUcToi BeHu. MNMpu rocnitanisauii Buss-
neHo HaBpSK OfHI€El HUXHBOI KIHLIBKM, 3anigo3peHo Tpombo3
rnmboknx BeH. Yepes BUCOKMM PU3MK LUINYHKOBO-KULIKOBOI
KpOBOTEUi ONTUMANbHUM BYNO BUSHAHO BCTAOHOBAEHHS BHYTPILL-
HbOBEHHOTO Kasa-¢inbTpa. HacrynHoro pawky y naujexta Bu-
HMKJId KPOBOTEYA 3 MiCLS BTPYYAHHS HA MPABiM BHYTPILUHIN
SPEMHIN BeHi.

MNpu BMBYEHHI OHAOMHE3Y BUSABNEHO YMUCNEHHI €ni3oam aHo-
ManbHMX KPOBOTEY MPOTAroM Kinbkox pokie. [louartkosi gocni-
KeHHs Koarynsuii nokasanu sHayHo nogosxeHuit AYTY npu
HOpMansHOMy npoTpombiHoBomy uaci. Byno euseneHo rnboke
3HmxenHs aktmeHocti FVIII (<1%) Ta sHauHo nigeuweHmit TMTP
antutin go FVIII (180 BO). BcranosneHo giarHos HIA.

Ins nikyBaHHs roctpoi kpoeoTeui naujieHt otpumyeas rfFVila
y Bo3i 90-120 mkr/Kr yepes KOXHi 2 roguHu, ane KpoBoTeud
npogoexyeanacs. Tomy rFVIla saminmnm na AKMNK (FEIBA®)
y 8o3i 100 MO/kr uepes koxHi 8-12 rogun. Kpim Toro, ans
epapukauii iHribitopie FVIII nauieHT orpumysas kombiHoBaHy
ICT npegHizonoHom, uuknopocpamigom i putykcumabom.
Kom6inauis rFVlla ta AKMNK gonomorna 3ynuHuti kpoeoteuy
Ha 4-# peHb rocnitanisauii. Turpm antutin go FVIII kontponioea-
AXCS NPOTArOM YCbOrO YACY FOCMITANi3Auii | 3anMwanucs nigeu-
LEHMMM, HE3BAXKAIOYM HA KNiHiYHe nokpaleHHs. KombiHosaHy
Tepanito npogosxyeanu 3aranom 19 guis. rFVlla sigminmnm
yepes 2 TXHI nicns rocritanisauii 30 03HAKAMM 3HWXKEHHS TUTPY
antutin (38 BO), a seeaeHHs AKIMK npogoexunu we Ha 2 Tx-
Hi nicns usoro (TMTp Ha momeHT Bigmitm 20 BO).

Kniniynuii Bunagok 2

MauieHT, 72 poku, 3 OXMPIHHSM, FiNEPTOHIEID TA XPOHIYHOIO
xBopoboto Hupok. Bys rocnitanizosanuit 3 npueogy noseu ee-
AMKMX NiAWKIPHUX reMaToM (aBoMicauHoi aasHocri). CtaH no-
riplwmBcs nicns Npu3ynuHeHHs Tepanii KOPTUKOCTEPOIAAMM
(npepHizonon 30 Mr Ha poby), sy BiH NpuMiMaB 3 npueoay
omansrii. [icna BeHokni3ucy Ha NiBiM BepXHIiM KiHLiBLI yTBOPH-
nacs BeNMKa TPAOBMATMYHA reMaTOMd 3 napecTesieto.

JlabopaTopHi gocnigkeHHs NoKa3anM i301bOBAHE NOAOBXEH-
Hs AYTY po 4,13 (Hopma 0,8-1,2) npu HopmansHOMY NPOTPOM-
6iHOBOMY 4aCi, HOPMANBHIM KiNbKOCTI TPOMBOLMTIB | HEraTUBHO-
My piBHi BOBYOKOBOrO QHTMKOArynsHTY. TeCT HO 3MilyBAHHS
3 HOPMAJbHOIO NNAasmolo He Hopmanisysas AYTY. AktueHicTb
FVIIl cranosuna 0,8%, a TMTpH iHriGiTOPHMX AyTOQHTUTIN NpOTH
FVIII >40 BO/mn, wo pano 3mory ectaHoeuTH giarHos HIA.

[ns remocTatMyHOi Tepanii 3aCTOCOBYBAM TPAHEKCAMOBY
kucnoty Ta rFVlla. Micna 10 anie repanii rfVlla Bigminmnm 3 po-
CArHEHHSM piBHs reMornobiHy Ta kniHiuHoi ctabinbHocti. OgHak
uepes 48 roguH poeenocs 3Hoey eeectu rFVlla yepes nosey
HOBOI CMIOHTAHHOI FEMATOMM TA FEMOAMHAMIYHY HeCTABINbHICTb.
Komn'totrepHa Tomorpadis ginsHkm Manoro Tasa nokasand yTeo-
PEHHS NOLIMPEHOT reMATOMM B NTiBiM CIBHUYHIN AinsaHLj.

Ha nouartky uetseprtoro tuxHs rFVlla 6ys saminennit
Ha AKMK (FEIBA®), wo 3a6e3neunno synuHKy KposoTeui.
Ha cboMomy THXHI nauieHT ByB BUAMCAHMI Nicns AOCATHEHHS
KniHiyHOT cTaBinbHOCTI Ta 3HMXeHHs TUTPY iHribitopis FVIII
po <2 BO/mn.

Takum unnom, HTA € pinkichum, aje moreHuiiiHo HeGe3mney-
HUM JJIS1 JKATTS AYTOIMYHHUM PO3J1aJ0M 3rOPTaHHS KPOBI,
SIKWii BUMAra€ CBOEYACHOI JIarHOCTUKHU T MPABUJIBHOIO JKY-
BaHH# /IS 3an00iranns cepiio3nuM yckiaaaHeHnsm. Cyvachi
crparerii Tepanii HT'A 6a3yoTbcst Ha KOMOIHOBaHOMY 3aCTO-
cyBanHi remoctaruynux (3okpema AKIIK) Ta imynocynpecus-
HUX 32C00iB.

Cnucok nitepatypu 3HaXoaMTLCS B peaakLii.

Migrotrysana AHHa CoyHeEBA
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