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(REPLAGAL)

Cknaod:

diova pevosuna: agalsidase alfa;

1 M1 KOHUEHTpaTy /1A po3quHy /1A iHdy3i# MicTHTE 1 Mr arancunasd ansga;

1 ¢naxor 3i 3,5 MI KOHIEHTpPATY MICTHTE 3,5 Mr arancHasy anbha;

Oonomisicii pevosuny. HaTpilo docdar omHO3aMilNeHHH, MOHorigpar; momicopbar 20; marpiio
XJIOPH; HATPIiO IiAPOKCHI; BOAA IJIs iH’ €KIii.

Jlikapepka ¢opma. Kornenrpar s posauny juid indysiit.
Ocnosni gisuxo-ximiuni enacmugocmi: mposopuii 6e36apBHM PO3YHH.

PDapmakoTepanesTHUAA rpyna. [Ipemapars mis JKyBaHHA 3aXBOPIOBAHL TPAaBHOTO TPaKTy i
mopyniens o0MiHy pedoruH. PepmenTH.
Kox ATX A16A B03.

Papmaxonoziuni enacmugocmi.

Dapmaxodunamixa.

XBopoba ®abpi — me nmopymeHHs 36epiraHHA rIiKOCGIHTOMNIAIB, BHKIHKAHE HEJOCTATHHOKO
aKTHBHICTIO Ni30COMAIBHOTO (EePMEHTY O-TATAKTOSHAA3M A, IO NpPH3BOAUTH [0 HAKONMHYCHHS
riobotpiaocmkepaminy (Gb3, abo GL-3, Takox Bimommit sk Tpurekcosmy kepamigy (CTP)),
rnikocinronimixamit cycrpar depmenTy Arancrnasa amsa karaniszye rigpomiz Gb3, Binxonoro m
TEepMiHANBHMY 32MOIOK IATaKTo3d i3 Monekym. IlokasaHo, mo NiKyBaHHAS GEpMEHTOM 3MEHIIYE
KyMyjuizo Gb3 y Oararsox THNax KJITHH, BITIOUAIOYA SHAOTE/ANbHI Ta TapeHXiMaNbHi KIITHHH.
Arancuzasy anb(ha OTpUMYIOTE Ha KINTHHHIH TiHii JoaHHN 1714 3a6e3neder s MoACKKOro mpodimo
TIKO3HITIOBAHHS, O MOXE BINTHBATH Ha 3aXOIUICHHA PENENTOpPaME MaH030-6-(octhary Ha oBepxHi
TAapreTHUX KiTeH. Bubip nosm 0,2 mr/kr (y Burmimi imdysii nporsrom 40 xBmimm) mua
peecTpauiffHuX WIHIYHEX JociifkeHp Oy OOTPYHTOBaHHM MOMCUIMBICTIO THMYACOBOTO
3ale3meveHHs 30aTHOCT] penenTopis MaHo030-6-hocdary 3acBoIOBaTH araicanasy anbda y medinmi
T4 JaB 3MOTY DPO3NOALMMTH GEPMEHT B TKaHHHAX iHOMX opranis. OTpHMaHi faHi IOKA3YIOTh, IO
AJis fOCATHEHRH: (bapMako¥HaMi1HOI BioBiAi HeobXimua no3a mogaiMerme 0,1 Mr/kr.

Kriniyna edexTHBHiCTE Ta He3neka

besneka Ta edextupricTs Pennmarany omiHeni y ABOX paHJoMi30BaHMX MOABIMHAX CIMAX ILTAe6o
KOHTPOJIBOBAHHX JOCII/UKEHHIX T4 BIIKPHTHX PO3IIMPEHAX NOCIHKEHHAX 34 y4acTio 3aramoM 40
HAIieHTiB i3 giarHo3oM XBopoOH ©abpi, BCTAHOBAEHMM 3a KIiHIYHHMHE Ta GioXiMi9HHMHE JaHEMH.
llanienTr oOTpHMyBamum pexoMeHJoBaHy mo3y 0,2 Mr/kr. 25 mnaniewTip 3aBepmnum mepime
JOCIKEHHS Ta YBifllIUM 70 PO3MHPEHHX JOCTiKeHb. Yepes 6 micanis Tepamii y mamieHTis,
npoyikoBaHuX Pemnaramom, §yno BiA3Ha9eHO 3HayHE 3MEHIUEHHA GONIO MOPIiBHAHO i3 IPYNOK

oy




mnane6o (p = 0,021) npw oninni 3a BaiJoBaHOIO MKAN0X BEMIpY piBAA 6010, Ile cynpoBomkyeThes
3HAYHHM 3MEHIMEHHSIM JO3H IpenapaTtiB, MO 3aCTOCOBYIOTHECA IPH XPOHIYHOMY HEHpOIIATHIHOMY
GO0, Ta TPHBANOCTI iX 3acToCyBaHHA. Y HOZANBINHX AOCTIIKEHHAX Y IEAIaTPHYHAX NAIi€HTIB
TONIOBIY01 CTATI BIKOM BiJ 7 poKiB 3MEHIIEHHA GO0 crocTepirany depes 9 Ta 12 Micanis Tepamii
Penmaranom mopiBHAHO i3 BEXiTHEMM IOKa3HHKAMH [0 JiKyBaHHs. 3a3HaducHe 3MEHIIECHHS GO0
TPHBAJIO MPOTATOM 4 PoKiB Teparii PennaranoM y 9 nanientis (sikom 7-18 pokis).

Jlixysanns PennaranzoM mpoTsToM 12-18 MicsmiB IpA3BOAMIO KO MOKpAMEHAs AKocTi KuTTA (QoL),
IO OLiHIOBAIK 32 BATIJIOBAHHMHE METOJHKAMH.

Yepes 6 micauis Tepanii Permaranom crabinisyerscst QyEKOis HUPOK HOPiBHAHO i3 ii 3HMKEHHEIM Y
HallieHTiB, MO oTpEMyBand mIaneGo. Biomcis HApox BusBMIA 3HAYHE 3pOCTAHHA (PpaKmii
HOPMATBHUX KITyOOYKiB Ta CYTTeBE 3MeHMEHHA ¢pakmii KIyboukiB i3 Me3aHTIATbHAM
POSLIMPEHHAM y IANli€HTIB, IPONiKOBaHUX Pertaranom, Ha BiAMiHy BiZl MALEHTIB, MO OTPAMYBATH
mnane6o. Pennaran noxpamye ¢yHKOiIO HAPOK, MO 3a OIHKOI IIBHJKOCTI TIJIOMEPYIAPHOI
¢irsTparnii 3a iHynidoM crazoemina 8,7 + 3,7 m/xs (p = 0,030).

binem TpHBana Tepamisa mp3BoauTs A0 crabimizanii GFR y manieHTiB 9ol0Biv0i cTaTi 3 BUXigHEM
3Ha4YeHHAM IBOTO IOKAa3HUKa y HOpMi (> 90 min/x8/1,73 M?) Ta i3 mopymennsamMy GyHKNIl HEPOK Bif
crabkoro o moMipHoro crymens (GFR six 60 mo < 90 Mi/xs/1,73 M?), a TaKoX 0 YIOBLIBHEHHS
MIBHKOCTI 3HMKCHHS (YHKIT HHPOK Ta HpOrpecyBaHHA KiHLeBoi cramii HHpkosoi xBopobm y
HallieHTiB 40JI0BI40] cTaTi 3 XBopoboto Pabpi 3 GBI cepiio3HEME NopymeHHsMA GYHKI HAPOK
(GFR Biz 30 no < 60 mn/x8/1,73 M?).

Y apyromy aocmijpkerHi 15 nanierTiB i3 rineprpodiero FiBoro NITYHOYKA 3aBEpIIEIM 6-MicSUHE
m1ane60-KOHTPOILOBAHE NOCHI/DKEHHS Ta OyJiM BKMIOYEHI N0 PO3IMHPEHHX AOCHIMKEHb., Y
KOHTPOJILOBAHOMY AOCTHDKEHHI JlikyBaHHA PerumaraioM mpu3BOAmIO I0 3MEHIUCHHS MACH JIBOTO
ILTyHO4YKa Ha 11,5 T 3a naHAMy BHMipIOBaHHA METOZIOM MArHiTHOIO PE30HAHCY, TOA] AK y MAIICHTIB,
sKi OTpHMYBaJH ITane6o, BCTAHOBJICHO MiBUINEHHA MacH JIiBOTO IITyHo4ka Ha 21,8 r. KpiM Toro,
y [epmoMy JIOCTDKESHHI 3a y9acTio 25 IamieHTiB BBe[icHHA Peruiaramy BHKIHKAIO CYTTEBE
3MEHIICHHS MacH ceplid 3a mepiof Big 12 no 18 MicaniB BeraHOBNICHOT Tepamnii (p < 0,001). Peraran
TAKOX CIPHAB MOKPAINEHHIO CKOPOTIEBOCTI MiOKap/a, 3MEHIIICHHIO cepeiHkoi TprBaiocti QRS Ta
OAHOYACHOMY 3MEHINCHHIO TOBIMHHHE NeperopoAok 3a qanuMe EKI'. B nporenenmx mocmimkeHHAX
nmicna tepanii Pemmaranom cTan aBox mamienTiB 3 60Kanor npasoi HixkE myuka ica moBeprayBca
ZI0 HOpMH. Y TIOJANBIIMX BIKPUTHX JocamkeHHAX 3a JanuMe EKI noxaszaHo 3HayHe 3MEGHIICHHS
IOPiBHSHO i3 BHXiJHMMHE 3HaYeHHSIMH MACH JIiBOTO NUIYHOUKA Y MAIEHTIB i3 XBopoGoro ®abpi obox
crarcii 3a mepiox 24-36 MicamiB jdikyBaHHA PemaraioM, mo CyIpOBOMKYBAJIOCE 3HAUYIIAM
TNOJMErMIEHHAM CHMITOMIB NOPiBHAHO i3 BHXiIHIMH 3HAYCHHAMH 32 ToKasHuKamMa NYHA ta CCS y
HamieHTiB i3 xBopoGoio Pabpi i3 ceplio3HOIO CepLEeBOI0 HEMOCTATHICTIO a0 CHMOTOMAMM
CTEeHOKApHii.

[opiBraHO i3 mnanebo srikysanas PennaranoM Takox 3Menmye HakomrdeHHs Gb3. Uepes mepmi 6
Mmicsuis Tepamii crocrepiram smermenas Gb3 y cepemasoMy npubiusno Ha 20-50 % vy muasmi,
CE€40BOMY Ocajli Ta y 3paskax Giomcii mewinku, Hupok i cepus. ITicma 12-18 micamir mikysanms
3MeHIIeHHs cTanoBuno 50-80 % y mmasmi Ta cedoBoMy ocami. Merabomiani edextn TaKox
CYNPOBOKYBATHECE KIIHITHO 3HAYYILIAM 3POCTAHHAM MAaCH Tijia, IOTOBH/IINCHHAM TA i ABAMIECHHAM
eHepriiiHocTi. Bignoixao no wriHiuHEx edektis Pemnarany, mixysanus ¢epMeHTOM 3MEHITYBAIO
HaxonpdeHHA Gb3 y Gararbox THIIAX TKaHWH, BKJEOYAIOYHA FIOMEPYIpHI 1 TyOyaapai eniTemianeai
KIITAHHM HHPOK, CHAOTETATbHI KIITHHE HEPKOBHX KaNUIAPIB (€HAOTENiaIbHI KaNiIapHi KIiTHHH
CEpIA Ta WKIpH HE JOCIi/KYBaIM) Ta cepleBi MioIMTA. ¥ NeAiaTpHYHMX MAIliEATIB 3 XBopobolo
®abpi wonosivoi crari uepes 6 MicsamuiB Tepamnii 0,2 Mr/kr Pemrarany Gb3 y nnasmi sEmkyBanock Ha
40-50 %, y 11 nanienTis Take 3MeHEINeHH 30epiranock NpoTAroM 4 pokis JKyBaHHS.

Jns namieHTiB, AKi Aobpe mepeHocATh iHGy3il npenmapaTy MOXHA POIIAHYTH MOMIHBICTD
IIPOBEACHHS NIKYBAHHS Y JOMAITHIX YMOBaX.

Hitn

Y nemiaTpHuYHHX marnienTiB 3 XxBopoGoto ®abpi "onoriuoi cTaTi BikOM > 7 POKIB caMHM paHHIM
IIPOABOM 3aTydeHHS HHPOK A0 Iepebiry 3aXBOpIOBaHHS Moxke OyTH rimepdinsrpariis. 3HIKeHHS
MiABMINEHUX OHAN HOpMY 3HaueHb eGFR criocTepiraim mpoTIroM 6 MicAIfB BiZ movaTky Tepanmii
PermnaranoM. ¥V uili miarpymi micns ogHoro poxy mikyeanHs 0,2 MI/kr araicupasE amba uepes



THXJIEHL aHOMAIGHO BHCOKI 3Ha4eHHd eGFR sEmxkyroThed 3 143,4 + 6,8 mo 121,3 + 5,6 mn/xe/1,73
m?. Taki 3pavenns eGFR crafinsHo 3HAXOMEIMCH Yy HOpPMATBLHOMY JAiama3oni HpOTAroM 4 pokis
Tepanii 0,2 mr/kr Pennarany, mo BiAnoBiano sifcyTHoOCTI rimepdinsrpamii.
Y neMaTpHYHEX NANi€HTiB J0M0Bid0l cTati BikOM > 7 POKIB 4ACTOTA CEPIIEBAX CKOPOUEHH Gyna
aHOMATLHOIO Y BHXIJHOMY CTai i MOKpamyBamack micns 6 micsuis Tepamii Permaramom y 15
XJIOMIIB. Y BiJKpHTOMY TpPHBAIOMY PO3IIHPEHOMY IOCIIDKEHHI y 9 XJIOMI[B NOKPAMEHHS
3bepiranock npotsrom 6,5 poky repamii Pemnaranom y mosi 0,2 mr/kr. Cepex 9 xmommie 3i
CKOPHTOBAHOIO 32 3POCTOM Macoro Jisoro miryHouka (LVMI), mo y suxizaoMy cTaHi BifmoBizana
HOpMi Jyia AiTedt (< 39 /M y xnonuis), LVMI 3aymmanacs crabimbHOO Ha piBHi, HHXYOMY 32 IOopir
npu rineprpodii misoro uuyHouka (LVH), mpotsarom 6,5 poxy mixysansus. V JpyTOMY JIOCHiKeHH]
y 14 manienTiB BikoM > 7 pOKiB 9aCTOTa CEpHEBHX CKOPOYEHP Y3TOKYBAalach i3 IONEpEIHIME
JaHAMH. Y IEOMY JOCHiKEHH] TinskA y oguoro nanierta LVH zamumanacek 5a BHXiHOMY piBHi Ta
Oyna cTabimbHa NPOTATOM Yacy CHOCTEPEKEHHS.
Jns nanienTiB BikoM Bix 0 10 7 poKiB HA OCHOBI 0OMEKEHMX NAHMX He BUABJICHO cuenmdigaux
HpPOSBIB, OB’ A3HHX i3 GE3MEK0I0.
Hocnioxcenns y nayicumis, axux nepesenu 3 azancudasu 6ema na Pennazan (azarcudasa anegha)
Y BiKPHTOMY HEKOHTPOJEOBAHOMY AOCILIKEHH] mpoTaroM mepiofy no 30 Micsiis nixysama 100
NauicHTIB (TOmepeNlHLO HE JiKoBaHWX (n=29) aGo paHimme NKOBAHHX AraiCHAA30K0 6eTd, SKHX
nepesems Ha Pemnaran (n=71)). Ananis mokasae, mo cepiiosHi no6iqni spEma BAABICHO ¥ 39,4 %
DAIIEHTIB, SKUX NEPeBeNr 3 Tepamii arancuzasown 6era, mopiBHaHO i3 31,0 % namieHTis, axi He
OTPHMYBAJH JIiKYBAHHA A0 YYACTI B JOCIiKEHHI.
Ipodim Gesmexn nns mamieHTIiB, SKHX IIEPEBENH 3 arajiCHAa3H 6eTa Ha Pennaran, signosimas
BCTAHOBICHOMY B IHIUMX KIiHIYHHX CIOCTEpexeHHsx. Peakuii, mop’sani 3 imndysiero, Mamm 9
NanicHTIE i3 rpynH, mo He oTpHMyBana Tepamio (31,0 %), mopiBHAHO i3 27 mauicHTAMH, FKHM
3aMiHIIH nipenapat (38,0 %).
Hocnioocenns iz pisnum pescumom dozysanus
Y BIAKPHTOMY paHIOMI30BAHOMY JOCII/KCHHI HE BCTAHORJEHO CTATHCTHYHO 3HAYYLIMX
BiqMiEHOCTEH 3MiH NOPIBHAHO i3 BHXiZIHAMH 3Ha9eHHAMHE, cepeanix BemumunH LVMI abo immmmx
KIHI[EBEX IOKA3HVKIB (cTaTyc $yHKIii ceprs, GyHKIisS HEPOK Ta GapMakoNoridHa AKTHBHICTE) MiXk
TPYTIOIO IOPOCIHX MAUi€HTIB, AKi NPOTAroM 52 THXKHIB OTPUMYBANM IUIIXOM BHYTPIiMIHEOBEHHOI
ingysii 0,2 Mr/kr gepes TmkaeHs (1=20), Ta IPYIOIO, TKMM 3aCTOCOBYBANH (,2 MIVKT IOTHXHEBO
(n=19). ¥ xoxuiii nponixosanii rpyni noxasauk LVMI 3ammascs cTaGifsHAM OPOTITOM nepiony
JOCHiJDKEHHS. 3arajbHa OLiHKA Cepio3HuX Mo6iuHmX peaxtiii He mokasana Gyap-IKOro OYEBHAHOTO
BILUTMBY PEKHMY JIKYBaHHS Ha Opodis cepHo3HMX noGiMHMX peakuiit y pisHAX rpymax.
Imynoeennicme
HokazaHo, Mo mosBa aHTHTIN Ha arancHAa’y aub(a He CYIPOBOMKYETHCA KIHIYHO 3HAIYITHM
BIUIHBOM Ha Oe3nexy (HanpHKiIan, peaknii Ha ingy3ito) abo edeKTHBHICTS.
Dapmaroxinemuxa.
Hopocnum matienTam gosoBidoi cTati BBommNM omuEMYHi gozH 0,007 — 0,2 Mr/kr tdepMeHTY Y
Burdi  20-40-XBIMHHMX BHYTPIMIHBOBEHHHX iHQY3ilf, Tomi %K mauicwTn iHoYoi cTaTi
orpamysans 0,2 Mr/kr gepmenty mporarom 40-xermuHHEX iEdY3il. Jo3a depMeHTy CyTTEBO He
BILTHBae Ha apmakokiHeTHuH] BracTuBocri. [Ticis oaHOpa3oBoi BHYTpilIHBOBeHHOT 1031 0,2 MIr/KT
arancuzasa anba Mae ABodasHuit pod)ias POMOAIICHHS Ta BUBEEHHAS i3 KPOBOTOKY. ¥ IALieHTIB
YOJIOBIYOI i XiHOWOT cTaTi (apMaKoKiHETHUHI TapaMeTpH BifPI3HAIOTHCA HE3HATHO. Hanieoepiox
BHBC/ICHHA Y HONOBIKiB cTanoBEB 108 + 17 XBHiMH HopiBHAHO i3 89 + 28 XBHIHNH y XKiHOK, a 06’eM
posmozineHHs — 6masbko 17 % MacH Tina s naiieHTiB 06ox crareii. Kitipenc, HopMaizosammii 3a
MacoI0 Tilla, CTaHOBHB 2,66 Ta 2,10 MI/XB/KT 1S 9ONOBIKIB 1 KIHOK BiamOBiHO. 3 orAAy moaibHicTs
(apMakoKiHETHYHHX BIACTHBOCTEH arajicHiasd amb(ha y JONOBIKIB i xKiHOK, MOKHA OYiKyBaTH TAKOXK
NOAIGHOCTI PO3NMOAINEHAS Y TKAHAHAX Ta OpraHax Jyld IAL€HTIB Y0J0BiYoi i xinouof cTaTi.
Ilicms mecTa Micsanis nikysanAs Pemraramom y 12 3 28 manieHTiB 9010Biu0i CTATi BCTAHOBICHO
3MIHN (apMaKoKiHETHKH, ¥ TOMY 9HCH 3HaYHe WiABHMIICHHS Kiipency. Taxi 3MiHE TIOB’s3ami i3
PO3BHTKOM aHTHTIN i3 HU3BKMM THTPOM JI0 aralcHias anb(a, aje y [uX TamieHTiB GyB BiACyTHIl
KIIiHi9HO 3HAYyIMif BILTHB Ha €EKTHBHICTE Ta Ge3IeEKy.
1y
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Ha mizxcrasi ananisis 6ioncii meuinku 90:10BikiB i3 xBopo6oro ®abpi 1o 3acTocyBaHHs IIpenapary Ta
IiCIi HBOTO BCTaHOBIEHO, IO HAMIBIEPIOX JUTA TKAHHH IIEpEBHINYE 24 TOAHHH, A 3aXOILICHHS
depmenTy mewinkoio oninxoeTsed y 10 % Bin BBegeHOT M03M.

Arancugasza annda ¢ Ginkom. It 3B°A3yBaHHA 3 OinkaMM He ogikyeTncs. BpaxkatoTh, mo il
Merabomiunnil posnan Oyne BigOYBaTHChH IUIAXOM, XapakTepHMM S iHIMEX GLIKiB, TOGTO
rigpomisom nenTuzis. Jins arancuaasy anba MaoHMOBipHA CXHIBHICTE 710 JIKAPCHKIX B3AEMOJIIi.
Hupxosi nopywienns

BraxaeTbes, Mo HUPKOBA e€TiMiHANiA arancHAasu anbda BiAGyBacTHCA i3 HE3HAYHUM KILPEHCOM,
OCKiNIEKH 33 IIOpYIIEHS (yHKUI] HAPOK (papMakOKiHETHYH] TOKA3HUKH HE 3MiHIOIOTECA.

Ileuinxosi nopywenns

OcKiIbKA BBAXAETECH, O METabOoJIi3M BiA0yBaETHCA NUIAXOM ifpOMi3y MeHTHIIR, MaJIoHMOBipHO,
IO NOPYINeHH: (YHKUIT MEYiHKA BILTAAYTH Ha (papMaKOKIHETHKY araicHaash ansda Ha KIHHITHO
3HAYYIOMY PiBHI.

Hitue

V mireii Bikom 7-18 pokiB Pennaran, sBeennit B 03i 0,2 MI/KT, BHBOAMBCS 3 KpPOBOTOKY INBH/LIE,
HiX y nopocmax. Cepemmilt knipenc Pemnarany y nireit Bikom 7-11 poxi, y miatiTkis Bikom 12-18
POKIB Ta y nopocimx cTanoBus 4,2 mi/xe/kr, 3,1 MI/XB/KT Ta 2,3 MI/XB/KT BiAmOBIAHO.
Dapmaxo/mHaMiYHi 1aHi MiATBEPKYIOTh, MO HpH %03i 0,2 Mr/kr Pemmarany smwxenns Gbs y
OiUTITKIB Ta MOMOANINX JiTelf € GLIBIM-MEHIN MOpiBHAHAAM (JTHB. PO3ALN «@apMakogHHAMIKaY).

Kniniani xapakrepacrakm,

Hokazanna.

Tpupana eH3uMHa 3aMiCHA Tepamid maNieHTIB i3 NiATBep/DKeHMM niarHO30M XBOpoGHM ®abpi
(1edimUT O-raIaKTO3HAA3H).

Ilpomunoxazanna.
I'nepuynimsicTs 0 Airo90i pedoBuuE a60 10 6y aB-SK0T JOMOMIKHOI PETOBHHH.

Bsaemooin 3 inwumu nikapcekumu 3acobamu ma inwi eudu e3aemodiii

Peturaran me cxim 3acTocoByBaTM pasoM i3  XIOpoxiHOM, amiofiaponoM, OeHoxiHOM abo
TEeHTAMINHHOM, OCKUIBKM I cyOcTaHIil MalTh 3AaTHICTE iHribyBaTH  aKTHBHICTE
BHYTPINHEOKIITHHHOI G~FalaKTO3H/Ia3H.

Ockinpku a-ranakrosuiasa A caMa € (epMeHTOM, MaIOHMOBIPHO, IO BOHA bepe y4actp y
JIKapCEKUX B3aEMOJIIAX 32 Y4aCTIO MHTOXpoMy P450. V xiiHiuHMX BHIpoGyBaHHSX BCTAHOBJICHO,
o y GilIbIIOCT] NamieHTiB CyMiCHe BBE/IHEA HEMPONATHYHNX IpeTIapaTi (TAKHX JK Kapbamasemin,
(eniToin Ta rabameHTHH) HE CYIIPOBOIKYETECS Gy Ib-TKHMH MPOSBAMH B3AEMOJIT,

Ocobnueocmi 3acmocysannn.

Pearyii nioeuwenoi xymaueocmi, wo noe ‘szani 3 ingysicro

¥ 13,7 % nopocnux nanienTis, axi orpaMyBany Permnaran y kriniyHux BEIpoGyBaHHIX, BUHAKATH
peakuil mjsAmeroi 9yrmmBocti, moB’ssani 3 indysiero. Yorupw i3 17 (23,5 %) memiaTpuaHEX
TAIERTIB BIKoM > 7 POKiB, 0 GyIIi BRIIOYEH] 10 KIIHIIHIX J0CHIZeHb, MATH OHANMEHIIE OHy
peaxuito Ha indysiro 3a mepion 4,5 poky nikyBasHs: (cepeHs TPHBATICTE IpHGIA3HO 4 poku). Tpu 3
8 (37,5 %) nepiatpuani nanienTa Bikom < 7 poKiB ManM MOHAKMERIIE OHY peakiiio Ha iHdysito 3a
cepenHiii 4ac cmoctepexenns 4,2 poxn. HalnomwpeHimmMMH cEMITOMAMH Gyid JAXOMAHKE,
ronoBHuit 0inb, HyzoTa, TimepTepMis, NPHIUIMBA Ta BTOMIIOBAHICTB, 3piAKa MOBiXOMIISIH po
cepiiosni peakmii Ha imdysilo; Ko Takmx Hanexamm TimeprepMis, JHMXOMaHKa, Taxikapis,
KpOIHE’SHKA, HYAOTa/0IMIOBAHHS, aHTIOHEBPOTHYHIH HAaOpPAK i3 3aKIANeHHAM Topla, CTPHAOD T4
Halpsk s3@ka. Immni cumuroMm, moB’ssami 3 iHdysiero, MOXYTh BRIIOUATH 3aMaMOpPOYCHHS Ta
rinepriapos. AHania cepueBHX IPOABIB MOKA3aB, MO peakmil Ha iHdysito MOXYTb acOIiIOBATHCE i3
reMO/IMHAMIYHEM CTPECOM, SKHH CIIPHIMHSE CePLEB] NOPYILEHHS Y NAIEATIR i3 paHille HASBHEMH
CEepIEBUMH IposiBaMK xBopoGH Dalpi.

Ilow’s32mi 3 indysicio peaknil BHHHKaIM 3aranoM ImpOTATOM HepIEX 2-4 MicsIB mmicis IIOYaTKy
JiKyBaHHA PeraranoM, Xo4a Takox IOBIXOMIISUIE PO Ii3Himi TepMinm (uepes 1 pix). Lli eekra 3
9acoM 3MEHUIYIOThCH. SIKIo BUAMKAIOTE c1abki abo moMipHi roctpi peakuii Ha indysito, HeoGxiHo
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HETaWHO 3BEPHYTHCA 34 MCAHYHOK IOIOMOTOIO Ta BXHUTH BiJUOBINHWX 3aXoAiB. [Hdysito cruin
THMYaCOBO NMPHIHHATH (Ha 5-10 XBWIMH) 0 3MEHIICHHS CAMIITOMIB, a IIOTIM ii MOXHA IIOHOBHTH.
Cnabxi Ta TpaH3HTOpHI eheKTH MOXKYTE HE BAMAraTH MEHYHAX 3aX0/iB a0 mpunuacHAs indysii.
Kpim Toro, y pasi HeofXimHOCTI CHMIOTOMAaTHYHOTO JIKYBaHHS OpalbHA ab0 BHYTPIilNHLOBECHHA
OpeMeapKallis aHTHricTaMiHaMH Ta/abo KopTHKocTepoimamd 3a 1-24 romumu mo indysii Moxke
MOTIEPEANTH BHHUKHEHHS BiATIOBI THUX PEaKIIiA.

Peaxyii niosuwenoi wymnusocmi

Iosizommsinock npo peakuii miABAINEHO! 4y TIHBOCTIL. Y pasi cepiiosHol minsrIeHO] dyTMBOCTI 260
anadinakTHYHAX peakni#t 3acTocyBaHHA Pemnmarany cnify HeraifHO NPHIHMHHTA Ta PO3IOYATH
BifmoBinHe nikyBaHHA. HeoOXifHO B34TH A0 yBarM YAHHI MEJVYHI CTAHAAPTH HEBiIKIAMHO!
JOTIOMOTH.

Anmumina na Ginox

Sk ¥ y pasi 3acTocyBaHHA Bcix OLIKOBHX (papManeBTHUHHX [Ipenaparie, y DALECHTIB MOXYThH
BHHHKATH aHTHTLIA Ha OutoK. ¥V 24 % namieHTiB 9omnoBidoi cTari, Axki orpumysamam Pemmaran,
croctepiramm Hu3bkait THTp IgG anTaTin. Ha mixcrasi o6MeXeHHMX JaHHMX MOXHA Bi[3HAYATH, IO
114 vacTka MeHma (7 %) y neniaTpuaHil momymsmii 4onoBivoi crati. Beaxarors, mo IgG apTuTina
BHHHKAIOTE IicIs MprOm3Eo 3-12 Micanis yikyeanns. ITicis 12-34 micanis Tepamii 17 % mamieaTis,
AKi oTpEMyBany Pemrarai, Gynm Bce IMe O3HTHBHAMME INOAO aHTHTLL, TOAL MK ¥ 7 % pO3BMHYTACE
iMyHONOr{YHAa TONEPaHTHICTD, XA IPOABIAETHCH Y 3SHHKHEHH] IgG aHTHTIN 3 9acoM.

Iemi 76 % nanieHTiB MPOTATOM MBOTO Tacy Oy HeTaTHBHAMM IIOAO auTHTINI. Cepell neaiaTpauEnX
HarfienTiB BikoM > 7 pokiB y 1 i3 16 mamieHTiB goxoBivoi crari mpoTaroM JochiJxeHHs TecT Ha IgG
aHTH-araIcifasu aib(a anTHTiIa OYB MO3HTHBHHM. Y IEX NALi€HTIB HE BCTAHOBIEHO 36iMbmeHHET
BHANAIKIB nobiuenx semm. Cepen neqiaTprIHEX NAMiCHTIB BiKOM < 7 poKiB y JKOZHOTO i3 7 IamieHATiB
907108140 cTaTi OyB Mo3sHTHBEEMM TecT Ha IgG anTHarancmpaasu anbda anturina. BeranosneHy y
KJIiHIYHAX BENPoOYBaHHAX i3 Ayike HEEBEIMKOIO KiNBKICTIO DAIEHTIB IIPUCYTHICT ciopiiHeEux IgE
aHTHTLI He OB’ A3YIOTH i3 aHadimaxciero,

Tlayienmu i3 nuprosumu nopyuweHHAMY

Tsoxxi mopymerHs QyHKIIT HEPOK MOXYTs 0OMEXYBAaTH HHPKOBY PEeaKilirc Ha depMeHTO3aMiCHY
TEpaIIiio Yepe3 icHyro4i HeoOopoTHI maTosiorivHi 3MiEN. ¥V TaKAX BHNAAKaxX BTpaTa (PyHKIIi HEPOK
3AIAINAETHCS B OYiKyBaHOMY [lialla30Hi IPHPOIHOIO IIPOrPECYBAHHS XBOPOOH.

Hampiii.

Hannil mkapcbkui 3aci6 mictmrs 12,25 Mr mHarpito Ha dmakon. Ciuix Gytu obGepexHwM mpH
3aCTOCYBaHHI MallicHTaM, AKi JOTPHMYIOTECA Ji€TH 3 KOHTPOJILOBAHEM BMIiCTOM HATPIlO.

3acmocyeanna y nepiod sazimunocmi abo 200y6anta zpyooio.

BaritHicTb

Jani moxmo 3acTocyBanHs Pemnaramy BariTHMM Xyxke oOMexeni. J[ocTipKeHHS Ha TBapHHAX HE
BHABHIH NpPSMHX abo0 ONOCepelKOBaHMX INKI[UIMBMX BIUIMBIB Ha BAariTHICTH abo pPO3BHTOK
eMOpioHa/II0/a IPH BBEAEHH] Ipenaparty npoTAroMm oprasorenesy. HeoOxinHa o6epexaicts y pasi
Horo npu3sHa4YeHHA BariTHHM XiHKaM.

I'pynse BHTONOBYBaHHA
Hesinmomo, um BuBomuthca Penmaranm y rpyame Monoxo. HeobxigHa ofepexHicts y pasi
IPU3HAYCHHS IIpeNapaTy KiHKaM, SKi TOAYIOTh IPyAIIO.

BB Ha penpoaykTHBHY QYHKIitO
VY penpofyKTHBHMX JOCTiDKEHHAX Ha CAMIIAX I[ypiB He BCTAHOBIICHO BILIMBY HA (DEPTHNBHICTS.

3oamnicme ennusamu Ha wieudKicnb peaxyii npu KepyeanHi agmompancnopmom abo iHuumu
MEXaHIIMAMU.

Pennaran He nposBise ado NPOSBIAE HECYTTEBHH BIUIB HA 3AATHICTL KEPYBATH TPAHCIIOPTHUMM
3acobaMH a0 MPaMIOBATH 3 IHIIOIO TEXHIKOI.
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Cnocib 3acmocyeannn ma 0o3u.

03H
Perwraran 3acTocoByloTE B Ao31 (4,2 MIVKT MacH Tifla 9epe3 THKAEHb NUDIXOM BHYTPIMIHEOBEHHOT
iHgyy3ii TprBanicTiO 40 XBUIIHH, 3 BAKOPHCTAHHAM BHYTPIITHEOBEHHOI CHCTEMH 3 IIOBHEM (GLILTPOM.
He BBogmTH iadysito Pemnaramy B onmiit BHYTpImHBOBEHHIH cHCTeMi OJHOYACHO 3 IHINMME
IpernapaTamm.

Cooci6 BBeneHHs
Cnocib po3eedenns:

1. Po3apaxysata no3y Ta He0OXifHY KibKicTh iakoHiB Pernarany.

2. Po3basrTH HeoOximmii 06’eM KonnerTpary Permarany y 100 M 9 mr/ma (0,9 %) posauny
HaTpilo Xnopuay s indysiit. [Ipu npuroryansi HeoOxigHa 06EpEXHICTL 1N OTPUMAHHA
CTEPHJIBHOCTI  PO39WHY, OCKUIbKH Pemnaran He MICTHTL KOHCEpBaHTIB  abo
0aKTepioCTaTHIHAX are¢HTiB; HEOOXITHO BHKOPHCTOBYBATH acclTHHUHE oOnamHaHHs. llicid
po3baBiIeHHS PO34MH clIii 00EpPEKHO IepeMillaTH, ajie He CTPYILYBATH.

3. OckinbkH KOHCEpBaHT BiICYTHi#, ICIA PO3BEACHHS PEKOMEHIYETBCH SKHAKIIBHAJIIE
PO3IOYHHATH BBEACHHS.

4. llepen ypemeHHAM pO3YHH CJiJ HEPEBIPHTH HAa NPHCYTHICTE CTOPOHHIX YacTOK Ta
3aebapBiIeHHs.

5. JImme 11a ogHOpasoBoro 3acrocysanns. HesukoprcTarwuii Matepiar abo Biaxomm cia
YTHII3YBAaTH BiANOBIHO 0 MiCOEBHX BHMOT.

JlixyBanua PenmnaranoM IOBHHHO MPOBOAHTACH Il HATTIAAOM JHKaps, 00 MAE JOCBI]] IOBOKEHHS
i3 manjenTamMu i3 xsopo6oro ®abpi abo 3 IHMEMEA BpoKeHHMY METaGO I MHEMHA 3aXBOPIOBAHHEAME.

Tayienmu nimnvoezo 6ixy (= 65 poxis)

JlocnixeHHs 3a yJacTio NAI[iCHTiB BiKOM ITOHaA 65 POKIB HE IIPOBOIMIACE, 1 HA CHOTOHI JUIA TAKHX
TAliEHTIB PeXHUM JO3yBaHHS He MOxKe OyTH pexoMeHI0BaHHH, OCKiIbKY Gesmeka Ta e(eKTHBHICTE
J0ci He BCTRHORBJICHi.

Topywenns gpyuryii neyinxu

JlocmipkeRHA 3a YIACTIO NAI[€ATIB i3 IeYiHKOBAMH TIOPYLICHHSMHE HE IPOBOAHIIHCE,

Iopywenna gpynxyii nupox

Jnst mauieHTiB i3 HHPKOBMMH NOPYINCHHAMH HEMAE HEOOXiAHOCTI Y KOpUIyBaHHI TO3H.

Tspxxi nopymenns ynknii Hupok (eGFR <60 mMn/xB) MOXyTs 0OMEXKYBATH HEPKOBY PEakiiio Ha
(epmerTozamicHy Tepamito. [I[ogo namienTis i3 nianisoM aGo micis TpaHCIIAHTALT HAPKH JOCTYIIHA
nume oOMekeHa iEdopMaltis, KOpATyBaHHS JO3H HE PEKOMEHIYEThCS.

Himu.
IIpenapar 3acToCOBYIOTH y nieAiaTpUYHIiM MpaKTHIT.

Ilepedosyeannan.
ITpo BUDAAKE mepeAo3yBaHHA HE MOBiJOMIIAIOCH.

Hobiuni pearuyii.

HafimomupeHimaMH BCTaHOBICHMMH IOOIYHAMHE peakuiaMu Gynd peakini, moB’s3aHi 3 iHdysicmo,
mo BUHEKANA Y 13,7% fopocmux maiieHTiB y KNiHIYHHX BHOpoOyBaHHAX. BinpimicTs HeGaxaAmx
eexris Oym cnabxumu 1o noMipHuX. IIpo mo0ivsi peakiii moBigomstocs y 177 marienTis, sxi
OpaiH ydacTs y KNiHIi9HHX BANPOOYBAaHHAX, BIUHOYaowH 21 mamieHTa i3 aHaMHEe30M TepMiHATBLHOT
cTajiii HEpKOROi XBOpoOH, 24 mexiaTpuaHIEX NamieHTIB (Bikom Big 7 mo 17 pokis) Ta 17 mamienTis
XiHOJOi cTaTi, a TAKOXK BiZOMO i3 TOCTMapKETHHIOBHX CIIOHTAHHHX MOBiAOMIIEHb. IHdopmamiio
IpeICTaBICHO 3a KJlacaMH CHCTEM OpPTaHiB Ta 4acToToo (Halimommpenioi > 1/10; nommupesi > 1/100
110 <1/10; Be mommperi > 1/1000 mo < 1/100). ITobiuni peaknii, 9acToTa SKHX HEBiZOMA (HE MOKHA
BCTAHOBHTH 3a JIOCTYITHUMH JaHUMH}, CTOCYIOTLCS IIOCTMAPKETHEIOBHX CIIOHTAHHHX IOBIIOMJICHb.
¥ xox#ili rpymi 3a 9acToTolo, Hebaxani eeKTH MPENCTABICHO Y HOPAAKY 3MEHINCHHS CEPHO3HOCTI.
BunukHeHHs ABHINA TiMLKH B OJHOTO MAI[i€HTa BH3HAYACTHCH SK HENOIIMPEHE, BPAaXOBYIOYTH
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KilIBKICTE IIPOJIIKOBaHWX MALi€HTiB, Y OZHOrO NAIlicHTa MOITHM BHHHKATH JEKiUTbKa HOOIMHHX
peaKiii.

3 boxy imyunol cucmemu: HedacTo — anadinaKTHIHA peakilig, peakuii rinepuyTIEBOCTi.

3 6oxy Hepeosoi cucmemu: IyXKe 94CTO — TONOBHHHA Oilb; YacTo — 3alaMOpPOYCHHS, JHCTEB3if,
HeHponaTHIHuI 6ifb, TpEMOD, TinepcoMHis, TilecTesis, napecTesis; HEYACTO — MAPOCMIAL.

3 boxy cepyesoi cucmemu. JacTo — TaxXikapJis, IPANIBHJNICHE CEpUeOHTTA; HEBIIOMO — CeplEBa
apuT™is (bibpAnania nepencepas, LNUIYHOYKOBI €KCTPAaCHCTONM, TaxiapHTmif), immeMis, cepuepa
HEIOCTATHICTE,

3 boxy cydunnoi cucmemu: 1acTo — NPHILTABH, TIHEPTEH31q; HEBIIOMO — TiMOTEH3iA.

3 6oxy mpasnoi cucmemu: TyXe 9acTO — HYAOTA; YacTO — jjapes, OmioBaHHA, depeBHHH OLmb/
JUCKOMGpOPT.

3 Goxy wxipu ma nidwiipHoi mxanunu® YacTO — aKHe, epHTEMa, CBepOiK, BHCHI, ciTdacTa
MapMypOBiCTh; HEYACTO — AHT1IOHEBPOTHIHHMI HabpsK, KPOIMB’IHKA; HEBIZOMO — Tillepriapos.

3 boxy Kicmroeo-m’A30801 cucmemu ma CRORYYHUX MKGHUH: 9aCTO — M’S30BO-CKENECTHHIA
mackoMbopT, Mianris, Gime y cmumi, 6imp y xinmiBkax, nepufepudHmii HaGpsK, ApTPaTii,
po3myXaHHS cyTJI00iB; HEYACTO — BIAMYTTA BAXKKOCTI.

3azaneni nopywenns ma peaxyii y micyi 66edenHs: Hyxe 9acTo — 03HOO, rimeprepmis, 6ine Ta
JACKOM(OPT, BTOMIIOBAHICTH; HAcTO — MiABHINEHA BTOMIIIOBAHICTB, BiMUYTTH Kapy, BiXOyTTA
XONOAY, acTeHid, Oims y rpyddx, 3akiafeHHs y IpyAsx, rpunonofibna xsopoba, BHCHN y MicIi
if’ exiii, qEckoMdopT.

3 6oxy Ouxanvhoi cucmemu: 9acTo — KalleNb, XpUNKicTh, 3aKJIaieHe ropIIo, 3aAHIKa, Ha3o(apHariT,
(hapHHTIT, NiacHNeHi BUALTIEHHAS 3 rOpJIa, PHHOPEA; HEYACTO — 3MEHIICHHS HaCHIeHHA KUCHEM.,
Hopywiennsa cayxy: 9acto — IIyM y ByXax, CHIBHEM IIyM Y ByXax.

Hopyuienns 30py: 9acto — 3HAKSHUHN pedIieKc POTiBKH, Mi[BAINEHE CIILO3OBHIIICHHS.

Iopywenns memabonizmy ma mpagnenna: 1acTo — nepupepHIamil HAGPAK.

Omnuc okpeMux moGivepx peakiriit

Peaxkuii, mos’s3aHi 3 indysiero, mpo ki HOBIAOMIIZ OPH NOCTMAPKETHHIOBHX CIIOCTEPEKCHHIX
MOXYTh BKIIFOYATH CEPILEBi ABAINA, TAKi AK ceplieBa apuTMia (hibpuanis nepeacepas, MUIyHOYKOB]
€KCTPacHCTOJH, TaXiapuTMis), ilmeMid Miokap/ia Ta cepueBa HEAOCTATHICTE Y MANIEHTIB i3 XBOpoGow
@abpi 3 ypakennaM cepis. Hadinmommpenimi peakuii, o6ymoneni indysiero, 6ynz crabkumu Ta
BKIOYAIH JIHXOMAHKY, TillepTepMil0o, TPHIUIABH, TONOBHHH Gilb, HYHOTY, 3afMIOKY, TPEMOp Ta
KpomHB’sHKY. Jo CHMITOMIB, IIOB’S3aHUX 3 iHPY3i€r0, MOXKYTH TAKOX HATEKATH 3aNAMOPOYCHH,
rineprifpo3, rinoTeH3is, Kaumeis, OMIOBaHHA Ta BTOMIIOBaHICTH. [IOBIAOMISUTH Mpo HigBHINEHY
9yTIHBICTh, BKITFOUAKOYH aHadirakcio.

Hayienmu iz Hupxosoio x80poboio

ITo6iuni peaxuil, mpo fKi MOBIZOMIANHM Yy MamieHTIiB i3 KiHUEBOI CTA/i€I0 HEPKOBOI XBOpOOH B
anaMHe3i, 6ynu moaibHI TAKHM y 3araIbHili TOMyIAmil MauicHTiB.

Himu

Ilo6igHi peaknil, mpo sKki HOBIAOMILLTH Y IeAiaTpHaHiii momysanii (1iTu Ta mimitkn), 6y B minoMy,
moAibHi TakuM y Xopocliif momynanii mauientie. OnHak gacTille BMHMKANA peakilii, IOB’s3adi 3
indyziero (rimeprepmis, 3axnmKa, OiNb y rpyasx) Ta mAacHIeRHs 6ommo.

Tepmin npudamnocmi. 2 poku.
Ximivea T1a GismuEa crabinbHiCTE y mnpoueci BHKOpHCTaHHS Oyna IpoAEeMOHCTpPOBaHA
IOCIIJUKEHHSMH CTabiLIBHOCTI MpOTATOM 24 rofuH mpH TeMneparypi 25 °C.

YMoBH 36epiranns.

36epiraTu B opHriHaNBHIH ynakoBIi ¥ X0N0MWILHEKY (Ipu Temnepatypi 2 — § °C).

36epiratu y HETOCTYIMHOMY IUISI JiTEH MiCITi.

3 ToukH 30py Mikpobionorii posBeneHHi Npemapar mijyiArac HeralHOMY 3acCTOCYBaHHIO. SIKIo
npenapar He OyB 3acTocoBaHHI HeTaltHO, CTPOKH T4 YMOBH 30epiraHHs IPHTOTORIEHOTO MPemapaTy
10 HOTo 3acTOCYBaHHS € BiANOBiZAEHICTIO KOPACTYBa9a i He MOXKYTH IIEPEBHITYBATH 24 TOAUH IPH

TeMuepaTypi Bix 2 no 8 °C. gy
iy
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YoaxoBka.

Omakon o6’emom 5 Ma (ckio THmy I) 3 mpobkoro (byTikaydyk i3 (ropoBaHMM IOKPHTTSIM),
amoMiHieBHM 3al001KHHKOM Ta 3HIMHEMM KoBOa9koM. 110 1 ¢pakoHy y KapToHHiH KopoOiii.
KaTteropia Bianycky. 3a penentoM.

Buapoonuk.
IMattep @apmacrrorikans [pnanmgis Jlimiten.

Micuesnaxomxenns BUpoOHAKA Ta aapeca Micos MpoBakeHHs Horo JigapHOCTI.
brox 2/3 Misien IInasa, 50-58 Berror Crpit Jloyep, Hy6uniu 2, D02 Y754, Ipnaumis

JaTa ocTaHHBOrO MEperasaay.

03.02.2021

Togow YFWy PeLo

Wigheiimn 15 244



