3ATBEPAKEHO
Haka3 MinicrepcTBa 0XOpOHH
300poB’s YKpaiHu
18.01.2022 Ne 102
PeecTpaniiine nocBigueHHsn

Ne UA/15706/01/01
THCTPYKIIS
AJI MEITHYHOI0 3aCTOCYBAHHSA JliKilpCbKOl‘O 33006y
BIPIB
(VPRIV)

Cknao:

Oioua pevosuna: velaglucerase alfa;

1 ¢naxon mictuts 400 OJ] Benarmouepasu ansda;

OONOMIDICHi pedogunu. caxapo3a, HATpil0 LUTpaT, AWTiApar;, JIMMOHHA KHCJIOTa, MOHOTIApaT;
nonicop6bar 20.

Jlikapebka dpopma. [Topouok s pozuuny ansd iHdy3iit.

OcHosni isuxo-ximiuni enacmusocmi: 6inuit aGo GiysaTnif NOPOINOK.

ITicna possedenns — npo3opuii abo 3yerka onajnecueHTHU 6e36apBHUI po3YMH.
(PapmakoTepanesTu4Ha rpyna. IlpemapaTu i JiKyBaHHA 3aXBOpIOBaHb TPaBHOIO TPAKTY i
nopyuieHs 00MiHy pe4oBuH. DepMeHTH.

Kon ATX A16A B10.

@apmaxonoziuni enacmusocmi,

Dapmarodunamira.

XBopo6a ['ome sBnse cob60I0 ayTOCOMHE pelleCHBHE 3aXBOPIOBAHHSA, BHIJIMKAHE MYyTalli€lo reHa
rIoKoLepebpo3uaasy, HaclHiIKOM 4YOro € HeHOCTaTHICTh JIi30COMalbHOro ¢epMeHTy Oera-
rmokonepebpo3uaasu. Y mnaunieHtiB 3 xBopoGowo Iomme mimokouepeOpo3ua  MPOrpecHBHO
HAKONUYYEThCS B Makpodarax, Npu3BOASYHM 10 KIITHHHOIO NEPEHACHYECHHS, POCTY NiHHCTUX KJIITHH
a6o knituH [owe.

3axBOpIOBaHHS HAIEXKHUTE JO IPYIH JII30COMAIBHUX XBOpOO HAKOMMUYEHHS, KIHIYHI MPOSBH SKOT0O
3yMOBJIEH] pO3NOAiNOM KIiTuH ["ole B opranax Ta TKaHWHaX i BKJIIOYAIOTH PO3BUTOK OpraHOMeEralii,
nedopMmanif Ta aHOMalliff KiCTOK cKejleTa, KiCTKOBMX KpH3iB, iHOAI O BHpakeHOI aHeMil Ta
TpoMOOIIUTONEHI].

Benarniouepasa ansha — dopma depMeHTy, OTpMaHa Ha JiHII KIITHH JIIOAMHHU 3a JOIOMOTOI0
TEXHOJIOTIi akTHBalii reHiB. MorekynspHa Maca MOHOMepa CTaHOBHUTh Onu3bko 63 x/la.
Benarmonepasza — riikonpoTeiH, mo Bkimouyae 497 aMiHOKHUCIOT i MicTHTR 5 N-IOB’sA3aHHX
IJIIKO3UJIbOBAHHX JIIAHOK, 4 3 IKUX 3aIOBHEHI IIiKO3aMiHOINIIKAHAMM 3 BUCOKMM BMIiCTOM MaHO3H.
MaHo3Hi 3alUIIKK AaloTh 3MOry ¢depMeHTy crneuudivHo 3B’S3yBaTHCH 3 MAHO3HUMH peLieNTOpaMu
Ha KJITHHHIA MOBEPXHi, IO NMPHU3BOJUTE N0 KIITHHHOI iHTEpHali3auii ¢epMeHTy, HaIJICHOTO Ha
BHYTPIIUIHBOKIITHHHI JII30COMH, i MOAANBLIOro Kataboi3My HaKOIMMYEHOro MIIIoKoLepedpo3umy.
INpuitom Benarmonepasu ansda 3amiuae 6eta-rimoxounepedposunasy, GyHkuicro sxoi € karadoiizm
rMoKoLEepeOpo3uAy 3 YTBOPEHHSAM TJIIOKO3M Ta UepaMify y Ji30coMax, 3MEHIIye KiIbKiCTh
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HaKOMUYEHOTO TIoKoUepeOpo3uay i mokpaurye narodizionoriuauit nposs xsopobu I'ome Thmy I:
36iMbUIYEThCA KOHUEHTPalis reMOryobiHy Ta 3arajlibHe YMCJIO TPOMOOUMTIB, 3MEHIIYETHCA 00’ €M
MEYiHKH Ta CEeNE3IHKH.

KniniuHa edexTuBHicT Ta 6e3neka

Hocnidocenns nikysanns xeopux, Axi paniuie He 3aCMoco8y8any npenapam

Hocnimxenns 025 — Bigkpure 9-MmicayHe [OOCHKEHHA 3a y4acTio 12 jgopociux
(> 18 pokiB) nauieHTiB, AKi paHillle He 3aCTOCOBYB&JIH €H3UMHY 3aMiCHy Teparmilo (TO6TO He
nepebyBain Ha Hill xoua 6 3a 12 MicaAuiB A0 moyaTKy JOCHiIKeHHs). BrpiB 6yB Io4aTKoBO
npu3HaYeHui 3 nauieHTaM y J03yBaHHI y 3pocraiodomy mopsaaky (15, 30, 60 OJl/kr), jikyBaHHS
iHWMX 9 posnovanu 3 60 OLY/xr.

Bin novatky nikyBaHHS CHOCTEPIraly KIIiHIYHO 3Havy e 301IbIIeHHs KOHIEHTpallil reMornobiHy Ta
3arajibHOro 4Mcia TpOMOOUMTIB BXKe MICNA 3 MicAUiB, 3MEHINEHHS 00’ €MiB MEYiHKYM Ta cee3iHKu
BinOynocs micas 6 i 9 MicdLiB BiANOBIAHO.

10 nauieHTiB, sAKki 3akiHuyMaM gociifxeHHs 025, B3sIM ydacTh Y BIAKPHTOMY PpO3IIMPEHOMY
nocnimkensi (025EXT), 8 3 sxux itoro 3aBepuimnn. [Ticns sk mMiHiMyMm 12 MicsAuiB nmpogoBKEHHS
JikyBaHHa BnpiBom, BciM nauieHTam 6yio 3MeHIueHo ao3y 3 60 xo 30 OJI/kr niciia AOCATHEHHS X04a
6 2 3 4 TepaneBTHYHUX Wine# «Poky 1» eH3uMHoOI 3amicHoi Tepanii xeopobu Nowe I Tumy.
[TauienTn oTpuMyBanu xo3u, wo BapiroBanucs Big 30 go 60 OJl/kr (cepenns nosa 35 OJl/kr) 1 pa3
Ha 1Ba THXHI npoTsirom 84 micsuis (7 pokiB). Crifika KJTiHIYHa aKTHBHICTh OyJla MPOAEMOHCTPOBaHa
NPOTArOM JiKyBaHHS Y BHIJIANI TOKpAalIEHHSA KOHIEHTpauii reMorno6iHy, 3araJbHOTO YHCHIA
TPOMOOLMTIB i 3MEHILEHHS 00’ €My IEYiHKH Ta CEJIE3iHKH.

Jo 57-ro micaus 8 3 8 manieHTiB JOCArIM 3HM)KEHHs LIOHAMeHIIe Ha 2 Oaid 3a LKoo
HaBaHTaXXCHHsS KICTKOBOTO MO3KY IONEPEKOBOro Bimminy XxpeOTa, 10 OLIHIOBAIH 33 HOMMOMOTIOIO
MPT. TlokpameHHs cepenHbOro Z-NMokasHUKa IMONEPEKOBOro Bigmimy XxpeOTa Ta ULIiIBHOCTI
KICTKOBOro MaTepiajly IIMiKH cTerHa criocTepiranu Bxe Ha 24 (0,4; 95 % nosipunii inTepsan (1)
0,1, 0,7) Ta 33 micsui (0,4; 95 % /11 0,2, 0,6) Bizmoeiguo. Iicnsa 7 pokiB JikyBaHHS cepeAHii piBeHb
MOKpaLIeHHs Z-MOKa3HUKIB BiHOCHO NovatkoBuX maHux Oye 0,7 (95 % I 0,4, 1,0) ana
nonepekooro Bianiny Ta 0,5 (95 % Al 0,2, 0,7) mna wwiiku cterda. XXoxgHoro 3 narieHTIB He
knacuikyBamu 3a opcTkimow cucremoro BOOS3 3a mapameTpoM IUINBHOCTI KiCTOK BiZHOCHO
NMOYaTKOBHX JAHHX.

Hocnimxenns 032 — 12-micg4He, paHAOMi3oBaHe, NMOABIHHO CIIiNe NOCTIIKEHHS 3 Mapaie/IbEHOKO
rpyMoI0 AOCIIUKEHHS epeKTHBHOCTI Y 25 NalieHTiB BiKOM Bifl 2 pOKIB, sIKi paHille He 3aCTOCOBYBaIH
3aMICHY €H3MMHY Tepamilo (ToO6To He oTpuMyBanM il Ak MiHiMyMm 3a 30 MicauiB g0 moyarky
nocnimkenns). INanienTH Takox moBHHHI OynM MaTH moB’s3aHi 3 XxBopobGoro I'ome aHemiro Ta
TpoMOOLMTONEHIIO YU opraHomeraiito. [lamieHTH panjgomizoBaHo orpumyBand BrpiB y nosi 45
Ol/xr (N = 13) yu 60 Ol/xr (N = 12) 1 pa3 Ha ABa THXKHi.

Beenenns Benarmouepasy anbda y mosi 60 OJI/kr BHyTpiliHEOBEHHO 1 pa3 y JABa THXHI
NPOJEMOHCTPYBANO KIIHIYHO 3Hayymie 30iNBbLIEHHS CcepefHbOI KOHIEHTpalii reMoriaobiny
(+2,4 r/an), 3aranbHOi KinxbKocTi TpoM6onuTiB (+50,9 X 10%/1) NOPiBHAHO 3 MOYAaTKOBUMH JAHUMH,
00’eM neviHkH 3MeHIMBCs B 1,46—1,22 pa3a nopiBHAHO 3 HOpMaJbHUM (B cepeaHboMy Ha 17 %),
06’eM cene3inkyu 3meHmmBes B 14,0-5,75 pasa (B cepennbomy Ha 50 %). IIpu BBemenHi 45 OJl/xr
crnocTepirany 3Hauyule 30iNbLUEHHS KOHLEHTpauii remornobiHy (+2,4 r/mi), 3aralsHOro 4ucia
rpomGouuTiB (+40,9 x 10%/1) NopiBHAHO 3 MOUATKOBUMH 3HAYEHHAMH, 06°€M NEYiHKH 3MEHIIUBCS B
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1,40-1.24 pasa MopiBHAHO 3 HOPMAILHUM (B cepeiHEOMY Ha 6 %), 06°eM cele3iHKM 3MEHIIMBCA B
14,5-9,50 pasa (B cepeansomy Ha 40 %).

Hocnimkenns 039 — 9-micsune, panaoMi3oBaHe, TOABIHHO Cltine ZOCTiHKEHHS BiICY THOCTI MEHIIOL
eeKTHBHOCTi, i3 3aCTOCYBaHHSM aKTHBHOrO MIpemapary IOpiBHAHHA — iMinmouepasd 3
napaieNLHOIO IPYOI0 A0CTiKEHHS eeKTUBHOCTI, B IKOMY Gpay y4acTb 34 mamieHTH BikoM Bif 2
POKiB, sIKi paHillle He 3aCTOCOBYBaJIM 3aMiCHY €H3UMHY Tepariio (To6TO He OTPUMYBaJIH ii K MiHIMYM
32 12 MmicAuiB M0 MouyaTKy AOC/ifkeHHs). [lauieHTH TakoX MOBMHHI OynM MaTh MOB’A3aHi 3
xBopo6oio ouie aHemilo Ta TpomGouuTtoneHiro yn opranomerainito. IlanienTu oTpumysanu 60
OJl/xr (N = 17) nixapcekoro 3aco6y Brpis a6o 60 OZl/xr (N = 17) imirmouepasu | pa3s Ha iBa THXKHI.
Cepenniit  aGCONMOTHUM NOKa3HUK 30UMBUIEHHS TOPIBHAHO 3 TMIOYATKOBHM 3HAUYCHHAM JUIA
KOHIUEHTpalii remorsiobiny 6ys 1,624 r/mn (+ 0,223) npoTarom 9 MicALiB JiKyBaHHS NpeNapaToM
Bnpis. JloBeneHo, 10 AaHe MiJBHIIEHHS KOHUEHTpalii reMorno6iny 6yio KIiHIiYHO Ta CTATHCTHYHO
He ripie 3a epexT iMirmonepasu (cepeaHil MOKa3HUK 3MiHH TIOPIBHAHO 3 I0YaTKOBOIO TOYKOIO 32 9
Micsauis [Brpis — imirmouepasal: 0,135 r/mn. CTaTUCTMYHO 3HAYYI BiAMIHHOCTI MiX JiKapbCKMM
3aco6oM Bnpis Ta iMiraoLEpasor MO0 3MIHM 3araIbHOTO YKCJIa TPOMOOLHUTIB, 06’ €My NEYiHKH Ta
ceNe3iHKH pOTAroM 9 MicsALIiB JIIKyBaHHA, a TAKOXK 4acy NepLIol peakiii reMoryIobiHy (BU3HAYAEThCA
sK 36iMpLIeHHs Ha | I/ Bil HOYATKOBOI TOYKH) BifICYTHI.

Hocnidocenns 3a yuacmio nayicwmis, wo 3MIiHUIU NIKYBAHHA__iMi2nioyepasor) HA NIKYEAHHA
npenapamom_Bnpie

Hocnipxenns 034 — 12-micsaune, BiagKkpuTe A0CHiKeHHs Oe3riekn 3a yvyacTio 40 nauieHTiB BiKOM Bifi
2 pokiB, AKi OTpUMYBAJIH iMirTIOLEpa3y y no3ax Bia 15 no 60 OJl/kr nporsaroM sk MiniMyM 30 MicsuiB
6e3 nepeps. Jloza Maja 6yTu cTabinbpHORO X04a 6 ocTaHHi 6 MiCSALIB X0 MOYaTKy AOCHifXeHHs. Brpis
BBOJMBCA Y Takiif ke JI03i Ta pexuMi, sk i iMirmouepasa. 3MiHH KOHLEHTpalil reMoraobiny Ta
3arajibHol KiIbKOCTI TpOMOOUHMTIB po3paxoBYBaIUCh K 3MiHH IOPiBHAHO 3 IOYAaTKOBHMH JaHHUMH,
K BU3HAYAJIMCh HANPUKIiHL JIiKyBaHHA iMirmonepasoio. Ilauientam, 1o OTpUMYBAINH MEHILE HiX
15 OJl/xr imirmonepasu, npusnavanu 15 OJI/kr nikapcekoro 3aco6y Brpib.

V nauieHTiB, gKi 3MIHMIM JTiKyBaHHS IMITTIOLEpa3olo Ha JiKyBaHHs nipenapaTtoM Bripis, mokasHMKH
KOHLEHTpauil reMoryiobiHy Ta 3arajJbHOro yucia TpoMGouuTiB 36epirajuce Ha TEpareBTHYHOMY
piBHI npoTAroM 12 micsauiB JNiKyBaHHS.

Hocnimxenns 058 — BiakpuTe KIiHiuHe ZoCimKeHHS Oe3neku 3a yyacTio 211 manieHTiB, BIJIIOYA0YH
205 natlieHTiB, Ki paHilile 3aCTOCOBYBaJIH iMIrIIOLEpasy, Ta 6 HalicHTIB, SKi paHille He OTPUMYBaJll
nikyBaHHs. Bik 57 nauientis 6yB moHan 65 pokis (56 3 skux nomnepeHbp0 MpHHMaH iMirmonepasy).
[NauienTtaM, axi panile npuitMany imirmouepasy, npuzHadaiu indys3ii nikapckkoro 3aco0y Brpis 1
pa3s Ha JIBa THXXHI B TAKOMY X J03yBaHHI, WO ¥ iMirmouepasy, Bia 15 no 60 Ol/kr.

MNauieHTn. sKi nonepeaHbO 3aCTOCOBYBaIW iMirmouepasy, OTpMMalli B cepeAHboMy 8 iHQys3ii
BrpiBy B cepennsomy npotsrom 15,1 Tuxus. Ipodins Gesneku y nux naumieHris 6yB nomiGHuM
TOMY, SKHHM CIIOCTEpIrajd NpOTAroM KIiHiYHMX pocmimkenb. Jlume y 1 3i 163 mnauiexTtis
CHOCTEpPIraii YTBOPEHHS aHTHUTLI IO BeNarionepasy ajibda MpoTaroM JOCHiIKEHHS.

Cepenniit NOKa3HUK KOHIEHTPALii reMOrio6iHy Ta 3arajbHOro YKciia TPOMOOLMTIB Y MaLli€HTiB, sAKi
pasillle npuitMany iMirmouepasy, MiATPUMyBaBCs NPOTAroM JOCIXKEHHS Ta 3aJIMLIABCA y Mexax
BUXIJHHX IHTEPBAJIiB.

Poswupene docnioocenna 044

Bci 95 nauienTis (73 gopociux Ta 22 QUTHHK), ki Opanu ydacts y mociimkerHax 032, 034 ta 039,
TIPOAOBXKUIIA BIZIKPUTE PO3IUMPEHE HOCTIDKEHHS. 57 Malli€HTIB paHillle He OTPUMYBAH JIIKYBaHHI.
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Bci nalLieHTH OTpUMYBAIH 3aMiCHY €H3MMHY Teparlito xo4a 6 2 poku Ta nepeGyBalli MiA HArJsAoM B
cepeaHboMy TIpoTarom 4,5 poky (MiHiMyM 2,3 poky, MakcuMyM 5,8 poky).
B LBOMY J0CITiIXEHH] KOHIEHTpALis reMoryIobiny, 3arajibHe YiCiIo TPoMOONTIB, 06’ €M MEYiHKH Ta

ceJle3iHKY BU3HAYAIMCh MicA 24 MicswiB JikyBanHs. Pe3ynpraTi npeacrasieHi y Tabmuui 1.
Ta6muus 1. Pe3ynpTaTh micns 24 MicsLiB: 3MiHH BiAHOCHO MoYaTKOBOI ToukH. Jlocmimxenus 044
Momy Uil MpUu3HAYEHOTo JiKyBaHHA.

Kniniyni napameTpu 3aranpHa rpyna IMauienTy, Axi IMauienTn, ski
Mami€HTIB, gKi npuimManiu 3MIHHIIH
npuiiManu Bripis iMirmonepasy JOBroTpUBaJIE
(N=139) OpoTAroM 9 Micsuis, JIiKyBaHHSA
noTimM Brpis iMirmolepa3o Ha
- npotsarom 15 Tepariio
CepenHs 3MiHa micsauis (N = 16) niKapChKUM
BIZIHOCHO - 3acobom Brpis
110YaTKOBOTO Cepenns 3MiHa (N =38)
3HaveHHs (95 % BITHOCHO -
A MI04aTKOBOTO Cepenns 3MiHa
3HA4YEHHS BIJTHOCHO
(95 % D) MOYaTKOBOTO
snavenHs (95 %
Al
KoHuenTtpauis reMornobiny 2,75 2,00 -0,05
(r/nm) (2,28; 3,22) (1,25, 2,75) (-0,34; 0,25)
3aranpHe YUCJIO 87,85 160,94 9,03
TpomGouuTis (x 10%/n) (72,69; 103,00) (117,22, 204,66) (-2,60; 20,66)
I::qpirﬂi“"" obem 1,21 ~1,69 0,03
(% Bia vack Tina) (-1.50;-0.91) (-2,16; -1,21) (-0,10; 0,05)
Hopmanbuui ’
e obem 2,66 -3,63 0,11
(% Bix Mack Tina)’ (-3,50; -1,82) (-7,25; -0,02) (-0,19; -0,03)

§ Buksiouatouu naiieHTis, skum Gyno BunaneHo cenesitky. N =30, 6 Ta 34 fns TphOX 3a3HaUYEHHX IPYIL

* 06’eM NeyiHKK Ta cenesinku BinoBpakanu no BiAHOLWEHH!O A0 Macu Tina. Hopmanbha cenesinka craHoButhb 0,2
% 10 MacH Tina, nedidka — 2,5 % 1o mMacu Tina.

IMpuMiTKa: METOA MiACTaHOBKHM AAHUX BUKOPHUCTOBYBAJIM Y pa3i NepepUBYACTHX JaHHX.

Y upoMy AociibkeHHI MiHepalbHa IIBHICTh KiCTOK Oyjia BU3HaYEHa MIIAXOM ABOXEHEPreTUYHOL
peHTreHiBchkoi abcopbuii monepexkoBoro Biaminy xpe6GTa Ta mMiikk cTerHa. ¥ 31 nanienTta, ki
paniwe He npuiiManu Brpis, cepenHe Z-3HaueHHsS MiHEpaJIbHOI HIINBHOCTI KiCTOK IONEPEKOBOTO
BiZiy moyaTkoso cknanano —1,820 (95 % [I: 2,21, -1,43) ta 3pocio jo 0,62 (95 % AI: 0,39, 0,84)
NpoTAroM 24 MicALIB JiKyBaHHs. AHAJIOrYHi pe3yJIbTaTH CHOCTepirajy y NalieHTiB, AKi MpuAMa
9 wmicsuiB imirmouepasy, a srogom Bmpis mnporsrom 15 micsauiB. Y mauieHTiB, fAKi 3MIHMJIH
JIOBrOTpUBAJIE NiKyBaHHs iMirmouepasolo Ha BrpiB, 3HaueHHs MiHepalbHOI ININBHOCTI KiCTOK
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MOMEPEKOBOro  BiANiYy YTpUMYBaloCs MNpoTsroM 24 MicawiB. 3HauylIMX 3MiH IIOKasHUKa
MiHepaJbHOT WIIEHOCTI KiCTOK HIMIMKK CTErHa He COCTePiranocsk.

V 9 niteit 36iMbLIEHHS CEPEMHBOTO Z-MOKa3HHKA CIOCTEpiranocs npotsarom 60 MicsALiB JIiKyBaHHS
cepel MALliEHTIB, IO paHille He OTPMMYBAIH JiKyBaHHS, WO TOBOPUTH NPO JiHiHHE 30LIbIICHHS
KOPHCTi NiKyBaHHS. AHanOTi4Hi eeKTH JIiKyBaHHs crocTepirany npotrsrom 48 MicaLiB y AiTeH, Aki
paHillle OTPUMYBANH iMiryoUepasy npoTarom 9 Micauis, a 3roxoM nepeitny Ha Bnpis. Jitu, ski
3MiHW/IM JOBrOTpHBAJIE JIIKyBaHHs IMirTolepasolo Ha Brpis, y mociimkenni 034 Manu Bumui Z-
NOKa3HKK Ha IOYaTKOBOMY piBHi, AKHMH i 3aJIMILaBCs cTabiIbHUM IIPOTArOM BCHOI'O Yacy.

i BnnvBH NiKyBaHHA Ha MOKA3HWK TeMOINIOGIHY, 3araibHe YHCIO TPOMOOLMTIB, 00°€M OpraHis,
MiHepaIbHY IHiJIBHICTB KICTOK Ta BUCOTY 3aJIMIIAIACI Ha IEBHOMY PiBHI A0 KiHIA JOCIiUKEHHA.
Hocnidxncenns 402

Jlocnimxenus 402 6yno BIIKPHTMM HEKOHTPONHLOBAHMM JociifxeHHsM IV ¢asu, B gkoMy
OLIiHIOBABCS BIUIMB JIIKApChKoro 3acoby Bmpis Ha kicTkoBY matojiorio y 21 mopocioro mnauiesra 3
xpopoboro I'ome 1-ro Tumy, ski pasilie He OTpUMYBaIM JiKyBaHHdA. IlepBMHHMIT aHanmi3
edeKTHBHOCTI NpoBOAMBCA Y 16 cyG’ekTiB, siKi 3aBepuinu 24-MicsyHe JiKyBaHHS JiKApChKHM
3acobom Brpis. Ha moyaTky mOCHiI)KeHHs CepelHidl BiK Mali€HTIB CTAaHOBMB 46 POKiB, a cepeqHe
3HaueHHs Z-MOKa3HUKa MiHepaJbHOI IUIBHOCTI KicTok JopiBHIoBao -1,93 (0,876).

Y upoMy JOCIIIKEHHI NEPBMHHOK KIHIEBOK TOYKOIO epeKTHBHOCTI Oyiia 3MiHa Bil BUXiZHOTO
piBHS 10 24 Micsus Z-noka3HMKa MiHEpPaIbHOI LIBHOCTI KiCTOK NMONEpEeKoBOro BiAdimy xpeOra,
KW BU3HAYAJIM 3a JOTIOMOFOK METOY ABOEHEPTETHUHOT peHTreHiBchkoi abeopbuiomerpii (DXA).
Byno BUSBNEHO MO3WUTHBHY TEHAEHI{IO WIOAO MEPBMHHOI KiHLEBOI TOYKHM e(peKTHBHOCTI [3MiHa
cepenHbOro 3HauyeHHs (SD) Z-mokasHuka MiHepaibHOI LIUIBHOCTI KiCTOK IONEPEKOBOTO BilAily
xpeOTa Bi BUXimHOro piBHSA 10 24 Mmicsus craHosuna 0,17 (0,394), 95 % JI -0,04, 0,38; ane edexr
He OYyB CTaTHCTHYHO 3HauywuM (p-3HadenHs 0,1077). Uepes 1 pik JyikyBaHHS He Oyj0 BHSBICHO
AocToBipHOro edexty nikapchkoro 3acoGy BmpiB Ha Z-moxa3HHK MiHepalbHO! HIUIBHOCTI KICTOK
MONepeKoBoro BiAAiJly xpebTa.

BropuuHi kinuesi Touky [nomynsuis ITT (Bci pannoMizoBaHi nmauieHTH, SKi OTpUMaid HE MEHIIE
omHiei no3uM mociifmxysanoro mnpemapatry): CK (cmoctepexxyBani Bunamku)] BiAnoBimaiH
NOoNEePEAHIM AOCITIKEHHSM.

Tabnuus 2: Bropuuni kiHuesi Touku B gociimkenHi SHP-GCB-402 — cepenne 3HaueHHs HA
BUXigHOMY piBHi (SD), cepenHs 3MiHa Big BUXigHOro piBHA 10 24-ro Micsaus, 95 % I

Kniniuni napamerpu CepenHe 3Ha4YEHHS Ha CepenHs 3MiHa Bil BUXiZHOTO
BUXiZAHOMY piBHi (SD) piBHs 10 24-ro micsug [95 %
Al
[Noka3HuK HaBaHTaXXEHH 7,8 (2,61) -3,0
Ha KicTkoBH#H Mo30k (BMB) [-4.,4; -1,6]
(n=13)
KonueHrpauis reMoriao0iny 13,1 (1,30) 0,90
(r/mm) (n = 18) [0,29; 1,51]
3aranbHe YMCo 135,3 (47,94) 69,16
TpombouuTis (x 10%/1) [40,67; 97,64]
(n=16)
Hopmanennii 06’eM 2,8 (0,59) -0,45
NeviHKu [-0,67; -0,22]
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(% Bin mMacu Tina) (n = 15)
Hopmanshuii 06’em 1,0 (0,86) -0,56

cenesinku (% Bi Mach [-0,97; -0,15]

tina) (n = 15)

1 — noipuiit inTepan; SD — craHAapTHE BIAXHIECHHS

IMpodiny 6e3neku BiANOBIIAB JaHUM MONEpPeAHIX AOCHIIKEHb; HE OYI0 BUABICHO KOJOHUX HOBHX
CHTHAJIIB IOAO GE3MEKH.

iTH
3actocyBaHHs AiTaM Bix 4 no 17 pokiB MiATBEpIKYBaJOCH pPe3yNbTATOM KOHTPOJIBLOBAHMX
NOCIIIKEHD 32 yyacTio fopocaux Ta aiteit [20 3 94 (21 %)]. [poodini 6e3nexu Ta epexTBHOCTI Oyid
nonibHuMu y miteit Ta mopocaux. Pe3ynpTaTH AOCHIIKEHHS HO3BOJIAIOTH MpU3HA4YaTH Iperiapar
nitam BikoM Big 2 pokiB. Ouikyerbes, o npodine epeKTHBHOCTI Ta OGe3neku Oyne nomibGHMM
aHaJIOTIYHMM IOKa3HHUKaM XapaKTEepHUMM IS BiKy 2 POKiB, X04a JaHUX IIOJO0 3aCTOCYBaHHSA HIiTAM
MeHIle 4 pokiB HeMae. BrumuB Ha pict 6yio BigMideHo came y xoAi gociizkeHHs 044.
Hocnimxenus dazu /Il HGT-GCB-068 6yno npoBeneHe A BUBYEHHS €(EKTHBHOCTI Ta 6E31EKH
Benarmolepasd anbda mia 3T y mitedt Ta mipniTkie i3 xBopoboto ome 3-ro Tumy, sAki paHime He
OTpUMYBaJH JikyBaHHA. Lle 6yyo 6araToleHTpoBe BiAKpHTE AOCITIIKEHHS, B IKOMY BeJlarjolepasy
ansda BBOAMAM 6 nauieHtam (y Biui Bifg 2 0o 17 pokiB Ha MOMEHT peecTpallil) 3 MiATBEPIKEHUM
JiarHo3oM xBopo6u [omne 3-ro Tumy y n03i 60 of/Kr y BUIISAI BHYTPiIIHEOBEHHHX iHOY3iH pa3 Ha
JIBa THXXHI npoTiaroM 12 micsuis.
Y 1boMy HEBEJHKOMY MHOLIYKOBOMY IOCHIMKEHHI pe3yJNbTaTH 3 TOYKH 30pY HEBPOJIOTiYHOL
edexTHBHOCTI Ta mpodine Ge3nexw BHYTPIIHHOBEHHOI Benarionepasd aibdha y NallieHTIB i3
xBopo6oto Nowie 3-ro THMy BiAMOBiAaM TUM, L0 CIIOCTEPIraIUCh Y NauieHTiB i3 xBopoboro INome 1-
ro Tumy. Y UbOMY AOCHIIDKEHHI He GYJIO 3apeecTpOBaHO 3HAYHOrO MOJINLIEHHS HEBPOJIOTIYHHX
nposiBiB XBopo6u ["owe 3-ro Tumy, 3a BUHATKOM OJIHOTO MaUi€HTa.
Besneka Ta eekTUBHICTE Benarmouepasu anbda y aireil BikoM 10 4 pokis 1ie He BcTaHoBJIeH]. JlaHi
BIZICYTHI.
€Bpornelicbka areHuis 3 JikapchbKUX 3aco0iB BiAMOBHIIACH Bifi OOOB'A3Ky NOAaBaTH pe3yIbTaTH
JOCTiKeHb Jikapcbkoro 3aco6y Bmpie y Bcix migrpynax memiaTpudHoi momynsuii i3 xBopo6oro
lowre Tuny 2 (nmpo 3acrocyBaHHs y neniatpii auB. «Crioci6 3acTocyBaHHS Ta JO3H»).
Dapmakokinemuxa.
Pi3Huui B nokasHukax ¢papMakoKiHETHKH Y XBOpHX Ha XBopoOy I'oine pizHoi cTaTi He BiAMiganocs.
BunaznkiB MmosiBM aHTUTIN JO Bejarjiolepasd HE CIocTepiraiocb. TakuM YHHOM, HEMOMNUIMBO
OLIHMTH BIUIMB aHTHTIN Ha (apMakoJIoriYHHi Mpodins Benarmouepasy aabda.
AGcopbuis
I[Ipu BHYTpilIHEOBEHHOMY 60-XBHIIMHHOMY BBeIeHHI KOHLEHTpALlis Benarolepasy anbda B nnasmi
KpOBi 3pocTae npotsrom nepinx 20 XBUJIMH. MakCHMallbHa KOHUEHTpauis B nia3Mi KpoBi (Cmax)
nocsiraetbes npotsrom 40-60 xBunuH. [ic/s 3akiHYeHHs BBeAEHHS Bearioouepasy aabda B 103ax
15, 30, 45 Ta 60 OJl/xr KOHLEHTpaLisA HepMEHTy WBHIKO 3HIKYETHCS 110 MOHOMa3HiH un xBodasHiH
KpPHUBIii, nepios HanmiBBUBEAEHHS t1/2 KOJIMBAETHCA MiX 5 Ta 12 XBUIHHAMH.

Posnoxin
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TMapameTpu (papmMakokiHETHKH Benariouepasu abha MaroTh JiHiiHKI aGo 6au3bKuil IO NiHifHOrO
npodiib, Cmax Ta MJI0LIA NiA KPUBOIO «KOHUeHTpauis—yac» (AUC) 36inbiuyroThes 31 361IbIIEHHEM
no3ysanus Bin 15 no 60 OJl/xr. PisHoBaxuuit ctaH 06’eMy posnoainy cranosuts 10 % Bin Macu
Tina. Bucokuit kiipeHc Benarmouepasu ansda (6,7-7,6 Mi/xB/kr) 36epiracTecs Ta CynpoOBOAXY€THCS
LIBMIKKMM 3aXOIUIEHHAM (pepMEHTY Makpodaramu 3a y4acTi MaHO3HHX PELIeNTOpiB.

Exckpeuis

Kniperc Benarmouepasu ansda y aiteit (N = 7, Bikom Big 4 mo 17 pokiB) He Bipi3HAETbCA Bi
BiANOBiAHMX MoKa3HUKIB y nopocnux (N = 15, Bikom Bix 19 no 62 pokis).

Kniniyni xapakTepucTHKH.

Hokazanna.

[penapat Bripis mokaszaHuii ajist TpUBaIOl eH3UMHOI 3aMicHOI Tepartii nauieHTiB 3 Xsopoboio I'owme
I Tumy.

IIpomunokazanna.
Baxki anepriundi peakuii Ha Aitoyy peuoBHHY abo Ha Oy/b-AKy JOMOMIXHY PEUOBHHY.

B3aemooin 3 inwumu nikapcekumu 3acobamu ma iHwi 6uou 63aEmMooii.
HocnimxenHs B3aemonii nikapcekoro 3aco0y Bmpie 3 iHmmMu nikapcekuMH 3acobamu He
MPOBOJU/IH.

Ocobnusocmi 3acmocyeaHHA.

ITpocTexyBaHiCTb

JIns MOKpalEHHS TNPOCTEXYBAHOCTI OIOJNOTIYHMX JIIKAapcEKHX 3acobiB cnmip 4iTko ¢ikcyBaTH
HaliMeHyBaHHS Ta HOMep cepii BBEICHOr0 Npenapary.

[inepyyTIUBICTb.

Peakuii rinepyyTauBOCTi, BKIIOYAIOYH CHMITOMH aHadilakcii, CocTepirauch y MaLi€HTIB, fKi
OpaiH y4acTh y KJIIHIYHHMX HOCII/DKEHHSX, Ta Y MOCTpeECTpauifumii mepiod. Binsmmicts peaxuii
rifnepyyTIHBOCTI PO3BHBAIMCH YMpOXOBX 12 roguH micias iH@y3ii. Haibinem mnomupeHuMH
CHMMTOMaMH TiMepUYYTIWBOCTI € HYIOTA. BHCHI. 3aauwika, Ginb y crnuHi, AuckoMdopT y rpyasx
(BKIIOYAIOUM 3ABJIEHHS B IPpysaX), KPOMMB’THKA, apTpairis Ta roJIOBHUH Oifb.

Indysiiini peakuii.

Indysiitna peakuis — ue 6yap-saxa HeGaxaHa JiKapchbKa peakiis, 0 BUHUKAE NPOTATOM 24 roJuH
nicags mouyatky iHQy3ii Benarmouepasu anbda. Iadysiiimi peakuii (IP) Gynu HafiyacTilmmMu
HebaXaHUMM peaklliiMH y TaUieHTiB, AKki Opajiu yyacTb y KIHiYHHX JociimxeHHsx. Yacro IP
PO3BHBANKCH K peakiii rinepyyTiusocti. Hai6inpi nommMpeHuM: CHMIITOMaMH TiNepyyTIHBOCTI
€ HYJI0Ta, BUCHII, 3aIMIIKa, 6116 y CIMHI, AHCKOMGOPT ¥y TPy asx (BKIIOHAIOUH 3[aBIEHHS B IPYAsX),
KPONHUB’SHKa, apTpairis Ta rojopHMii Gine. CHMITOMM, INO BKa3syloTh Ha aHadirakciio,
CHOCTEPIraauch y MALlEHTIB, AKi 6pajid y4acThb Y KINIHIYHUX JOCTIKEHHX, Ta y TIOCTPeECTpalliHHuiH
nepioa. OxpiM CUMNTOMIB, OB’A3aHMX 3 PeAKUisMU rinepyyTauBocTi, IP MOXyTh NPOABIATHCE K
BTOMA, 3aMaMOPOYEHHS, JINXOMAHKa, T IBUIIEHHS apTepiabHOro TUCKY, CBepOiXK, POSMHTICTE 30pY
abo GopaHHA. Y NALI€HTIB, SKi paHille He OTPUMYBaJIM JIiKYBaHHs, 6inbuicTh iHdy3iiHUX peakuii,
BHHHIKJIH TMPOTATOM NepIInX 6 MicsLiB Tepamii.

[IpodinakThka Ta JiKyBaHHs iHdY3iMHUX peakiiii, BKIIOYAOYM peakilii rinepyyTIHBOCTi
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JlikyBauus indy3ifiHMX peakwii Clij NpU3HAYATH 3 ypaxyBaHHAM TDKKOCTI peakllii, a BiANOBIAHUMH
3aX0ZaMH MOXYTh GYTH 3HH)KEHHS IIBUAKOCTI iH(Y3ii, 3aCTOCYBaHHS JIiKapChKUX 3ac00iB, TaKUX 5K
AHTHTICTaMiHHI Tpenapary, Kapo3HIKyBajbHi 3aco0u Ta/ab0 KOpTHKOCTEpOiaH, a60 MPHIMHEHHS
NiKyBaHHS 3 MOAABIINAM BiJHOBJIEHHSM 3i 301IBIIEHHAM TPUBAIOCTi iHPY3ii.

Uepes pH3HK PO3BHTKY peakliif rimepdyTiMBOCTI, B TOMY uMchi aHadinakcii, Ipu 3acCTOCYBaHHI
Belarmouepasy anbkpum Mae OyTH JOCTYNMHA HajleXHa MeAMYHA JOMOMOra, BKIFOYAlOYH
KBaslihiKoBaHMH NepCoHan 1S TIPOBENEHHS IHTeHCHBHOT Tepanii. Y pasi po3BUTKy aHa(iTaKTHYHOL
Y iHLIOT rocTpot peakwii y KiHili aGo mosa KJIHIKOIO Ciia HeraiHO MPUNMHKMTH iH(Y3ilo Ta HanaTH
nauieHTy HaaeXHy MeAWuHy nonoMory. ¥ pasi po3BuTky aHadinakTH4HOI peakilil y nali€HTta nosa
KJIHIKOIO CJIifl PO3TJIAHYTH HEOOXIAHICTE MPOAOBKEHHS JIIKYBaHHS B KILIHIYHUX yMOBaX.

Cninx 3 06epeXHICTIO NPU3HAYATH JKYBaHHS NallicHTaM, y SKHX BHHHMKAlOTh CHMIITOMM peaKuii
rinep4yTIMBOCTi A0 BeJariouepasy anbga Yu iHmux 3aco6iB pepMeHTO3aMiCHOI Teparil.
MenukaMeHTo3Ha TiArOTOBKa 3 BHKOPHCTaHHAM AHTHIICTAMIHHMX IpenapatiB  Ta/abo
KOPTHKOCTEPOIAiB MOJe MOMEPEAUTH HACTYITHY PEaKIiio y BUNaAKax NoTpebu B CHMITOMATHYHOMY
JIKYBaHHi.

IMYHOr€HHICTB.

AHTHTIJIa MOXYTh BilirpaBaTH 3Ha4Hy pOJIb y BUKWHEHI peakuiif, MoB’A3aHMX i3 3aCTOCYBaHHAM
Benarionepasy anbda. Jnd nomanbmioro BU3HAYEHHs 3aJIeXXKHOCTI y pa3i BHHHKHEHHS TSKKHX
iHQy3iliHuX peakwiii Ta y pasi 3MeHIIeHHs Aii Nikapcekoro 3acoby a6o ii BiICYTHOCTI CJIiJi BA3HAYMTH
NPUCYTHICTL AHTHTLT Ta MOBIMOMHTH MpPO Pe3yJIbTaTH KOMOaHito. Y XO[i KIiHiYHHX KOCHiUKEHD Y
onHoro 3 94 (1 %) XBopuX crocTepiraiu nossy aHTutin Kiacy IgG mo Benarmouepasy anbga, npu
aHanisi in vitro BA3HAYEHO, 1O BOHY € HENTpali3yrouuMu. Y DaHoro naiieHTa iHpy3ifHHUX peaKiii
BUABJEHO He Oyso. Aututin kinacy IgE no Benarntouepasu anbga He 6yJ10 BUABJIEHO.
Ilocm-mapremuneosa gaza

Tix yac AOMATKOBOrO MOCT-MAPKETHHIOBOTO JOCHIKEHHS Y OZHOTO XBOPOTO CIIOCTEpirajy mosBy
antutin xnacy IgG mo nmikapcekoro 3aco0y BmpiB. KpiM Toro, B xoli nocT-MapKETHHIOBOIO
JOCIIKEHHS TOBIIOMIISIIOCA NP0 KijlbKa BHIAKIB [OSBH O3UTHBHUX HEMTPai3yIOUHX aHTHUTI Ta
BiZACYTHOCTI edeKTy.

Harpiii.

Jauuit nikapcekuit 3aci6 mictute 12,15 Mr Hatpito Ha ¢iakoH, mo ekBiBaieHTHO 0,6 % Bim
pexomeHngosadoi BOO3 MakcumansHoi JOGOBOI HOPMH CHOXKHBAHHS HATPilO AN JOPOCIIOL JIOAUHH,
siKa cTaHoBUTH 2 . Cltif 6yTH 06epexxHHM NPH 3aCTOCY BaHHI MALli€HTaM, AKi ZOTPUMYIOTHCS AIETH 3
KOHTPOJILOBaHHM BMiCTOM HATpIIO.

3acmocysanna y nepiod eazimnocmi abo 200yeanna 2pyooro.

XKiHky penpoayKTHBHOIO BiKy

Y XIHOK penpoayKTHBHOIO BiKy, fKi CTpakmaioTh Ha XxBopoOy I'olne, MOXIHMBE 3aroCTPEHHS
nepebiry xBopo6u i Yac BariTHOCTI Ta B micasaponoBuit nepion. Js xiHok i3 xBopo6Goto I"ome, axi
PO3JIANAIOTE MOXJIUBICT BATiTHOCTI, HEOOXiHA OLliHKA CIiBBiHOMIEHHS «KOPHCTL/PH3HKY.
BariTHicth

Jlani 1070 3aCTOCYBaHHs BelarmoUepasd anb(a BariTHAM JKiHKaM BiCYyTHi abo o6MexeHi.
EkcnepumeHTanbHi JOCHIIDKEHHS Ha TBapHHAaX HE BUSABHIM MPSIMOrO 4YM OINNOCEPEAKOBAHOrO
HECTPUSATIMBOrO BIUIMBY Belariouepasu aabda Ha BariTHICTb, pO3BUTOK eMOpioHa/mIoAa, MOJIOr
YW MOCTHATAbHHI po3BUTOK. s migbopy miaxonsmoi Tepanii HeOOXiAHNMA peTeNbHHHA KOHTPOJIb
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nepe6iry BariTHOCTI Ta KJIiHIYHKX NposiBiB xBopo6u ["owe. Ctia Gy TH 06epeXHNUM TpH NPHU3HAYEHH]
nikapcbkoro 3acoby BariTHHM JKiHKaM.

I'pynHe BUronOBYBaHHs

HesinoMo, 4K MpoHUKaE Bejarmonepasa asda abo ii MeTabostiTH y rpyaHe MoJioko. Benarmouepasa
— e cuHTeTHYHa ¢opMa Gera-rimokouepebpo3uaasy, ska € 3BUYaiHMM KOMIIOHEHTOM I'pyJHOTO
MoJoka. Y JIOCHiKEHHAX 3 BUKOPHCTAHHAM 1HIMX GopM depmeHTy OyB BHSBICHUH TyXKe HUIbKHUMA
piBeHb depMeHTy B rpyaHOMY Moioni. [1oTpiGHO MPUHHATH pIlIEHHS NMPO MPUITMHEHHSA IOJyBaHHA
rpyamo a6o MpUIMHEHHS/YTPUMaHHS Bifl 3aCTOCYBaHHA Jlikapchkoro 3acoby Brpis, BpaxoByrouH
KOPUCTDb PYJHOrO BUTOAOBYBAHHS [ AUTHHU Ta KOPHUCTH Teparii s JKiHKH.

Brnaue Ha penpoAyKTHB HKLIO

JloCAiKeHHS Ha TBApMHAX HE BUABUIIM NOPYIUEHHSs peNnpoayKTHBHOI GyHKII.

30ammuicme enueamu Ha WGUIKICMb peakyii npu KepyeaHHi A6Mompancnopmom abo iHwumu
MexXanizmamu.

Brpis He nposiense abo MposBisSe HECYTTEBHH BIUIMB Ha 3[aTHICTh KEpYBaTH TPaHCIOPTHUMM
3aco6amu aGo MMpaLioBaTH 3 iHIIOK TEXHIKOIO.

Cnocib6 3acmocyeanna ma 0o3u.

Koxen ¢makon 3 JikapcekuM 3acoboM BrpiB Npu3HaYeHMH TINMBKM Ul OQHOPA3’0BOro

Bukopucranus ta Mictute 400 O]l Benarmouepasu anbda. [Ipenapar Brpis npusHayeHud Uit

BHYTpILIHbOBEHHOI iH(Yy3iiHOT Tepamnii.

Hozu

PexoMmenpoBana 1o3a cranoButh 60 OJl/kr ! pa3 Ha JBa THXKHI.

Moxnuse iHAWBIAyalbHE KOPUTYBaHHS J03M Ha OCHOBI JIOCATHEHHS Ta IMATPUMKH TEPANICBTHYHUX

uined. Y KNiHIYHUX AOCTIIKEHHAX OUIHIOBAAM 3aCTOCYBaHHs 103 y mianasoHi Big 15 mo 60 OJi/xr

pa3 Ha nBa THXHI. [lauieHTH, AKi Hapasi MpHUItMAIOTH iMIrmIOLEpasy SK €H3HMHY 3aMiCHY Tepamiio

xBopo6u [owe | THny, MOXYTh NMOYHMHATH 3acTOCOBYBaTH Bmpi, 36epiraioun 03y Ta 4acToTy

npuiiomy. Jlozu, Buii 60 OJI/kr, He HOCTIIKY BaIHCS.

[Manientam, sxi 3MiHHIKM JIIKyBaHHA IMIDOLEpa3ol0 Ha JIKyBaHHA mpenapatoM Brmpis,

NpU3HAYAETHCS €KBIBAJICHTHA 1032 Ta YaCTOTa BBEICHHS BeJarmolepasu aiasda.

Cnoci6 BBeIeHHS

Tpusaicts iH(y3ii — 60 xBunuH. Bnpis morpebye po3BeNCHHS Ta PO3YHMHEHHS MMEPER BBEACHHAM.

[Mpenapar ciix BBOZUTH TUIBKU Kpi3k QinsTp 3 miameTpom nop 0,22 MxM.

[Tpoueaypa BHKOHY€ETBCS B aCENTHYHUX YMOBAX.

Cnocib possedenns:

1.  Busnaure KiNbKiCTb (JIaKOHIB, AKi HEOOXiAHO PO3BECTH, BIANOBIAHO 0 MaCH Tijla ALliEHTa Ta
3 ypaXxyBaHHSAM PEKOMEHAOBAHOI AO3H.

2.  Heobxiany KilbKicTh QUIakoHiB AiCTAIOTH i3 XOMIOAWIBHUKA. Y KOXeEH ¢GIIakoH NepeHocaTs 4,3

MJI CTEPHJIBHOT BOAM JUIS 1H’ €KLIH.

3. Tlicns po3seneHHs oGepeHO MepeMillyoTs BMICT (nakoHa, He cTpywyioun. Excrparopanuit
06’eM koxHoro ¢uiakona ckinagarume 4 miu (100 OZ1/mn).

4.  JIng mogansLioro po3BeAEHHS MPOBOIATD Bi3yaJIbHHI KOHTPOJIb PO3YHHY Yy (hlakoHaXx.
Posunn Mae OyTu mnpo3opuM abo 3Jerka oOnajeclieHTHMM Ta ©0e36apBHUM — He

BHKOPMCTOBYBATH Y pasi 3MiHM KOJNBOPY YH IOSBH CTOPOHHIX YacCTOK.
Y i =
y3r0,ﬂ)KeH0 3 MaTeplaﬂaMM

PEECTpaLiiHOro A0CHE




S.  HabupatoTs po3paxoBaHuii 06’eM mpenapary 3 BiAOBiZHOI KiNbKOCTi ()JIaKOHIB, pO3BOIATH
3aranpHuil 06°eM y 100 My pozumny Hatpito xnopugy 9 mr/mi (0,9 %) nna indysii. O6epesxto
nepemilyioTh, He CTpyIuyoTs. Cril BBecTH iHdY3il0 MpoTAroM 24 roauH micjs po3BeeHHs.

JlikyBanHs npenapatom Bnpis moTpiGHO 34ifiCHIOBATH Mifl HArJAAOM JiKaps, AKMH Ma€ NOCBIN

JOTJIsY 3a NalieHTaMu 3 xBopo6oio ['ole. 3acToCyBaHHs JTiKapchKoro 3acofy B JOMalHiX yMOBaX

Tifl HAMJISAOM MEAMYHOTO MpaLiBHUKA MOXKe GyTH MPUAHATHUM TINBKH [JIS XBOPUX, AKi OTpUMAH

xoua 6 Tpu iHdy3ii Ta mepenecnu ix 6e3 ycknanHeHs. Ilix yac BBeeHHs Belaryouepasy anbda

noBMHHA 6yTH JOCTYIIHA BIANOBIAHA MeJUYHA AOTIOMOTa, BKIIOYAIOUH HAJIEXHUM YHHOM HaBYeHHH
fepcoHaN y Haa3BUualiHMx 3axofax. SIKIO BHHWKaOTH aHadinaktuyni abo immi roctpi peakuii,

HeraflHO NpPUIHHITE iHQY3il0 Ta pO3MOYHITH BIAMOBiAHE MEAUYHE JIKyBaHHS (MHMB. PO3ALNT

«OcobIMBOCTI 3aCTOCY BaHHSAY ).

Ocobausi 2pynu nayicnmis

Hayicnmu nimuvoeo Gixky (= 65 poxis)

ITauieHTH JITHHOTO BiKy MOXYTh 3aCTOCOBYBATH TakKy X A03y (Bia 15 no 60 OJI/xr), sk i iHmi Jopoci

Nali€HTH.

THopywenns ynrkyii HUpox 4u nevinku

XBopi 3 MopyureHoo GyHKIIEIO HUPOK Y MEYiHKK He NMoTpeOyIoTh KOPHI'YBAHHS JO3H.

Himu.

Jlikapcbkuil 3aci6 3aCTOCOBYIOTH Y NeAlaTPU4HiH MPaKTHILL.

JBanuate i3 94 nauientiB (21%), ski oTpMMyBaiu Benarmouepasy anbda mig vac KIHIYHHX
JOCIiKeHb, NepeOyBay y MeaiaTpHYHOMY Ta MiMIITKOBOMY BikoBOMYy Hiama3oHi (Bim 4 mo 17
pokiB). Tpodini Gesneku Ta edekTHBHOCTI y AiTe#t Ta mimiiTkiB 6yau nomiGHMMH 1O TOrO, IO
CIOCTEPIraBcs y OPOCIIHX NALEHTIB.

Besneka Ta epeKTUBHICTH BeNarmouepasy ainbga y fitel y Bili 4o 4 pokiB MOKM HE BCTAHOBJIEHI.
Jlaui BiacyTHi.

ITepedosyeanna.

Indopmanis 1WOA0 BUMALKIB MEpeNO3yBaHHS Benarmouepasor atbha obMexeHa. Y 6inpimocTi
BMNAJKIB IMepeno3yBaHHs He GyNO 3apecCTPOBaHO AOHATKOBMX HebaxaHuX sBHI. OfHak y pasi
BHMaAKOBOro a60 HaBMUCHOTO MEPEeNO3yBaHHS CJIiJl PETENLHO CIIOCTEPIraTy 3a CTAHOM MAlli€HTIB, a
nikyBaHHA Ma€ OyTH CUMNTOMATHYHUM i MiaTpuMyBaibHUM. Crieundiuynnii aHTHIOT BiACYTHIH. ¥
KJIHIYHHX JIOCAUIKEHHAX MaKCMMasibHa j03a Benarmouepasd anbda cranosuna 60 OJl/xr (aus.
po3ain «OcobMUBOCTI 3acTOCYBaHHAY).

ITobiuni peakyii.

Haii6inbm cepio3HMMH MOGIYHAMM peaklisMM Y TNauieHTiB, sKi OpaiM y4acTh y KIIiHIYHHX
JocnikeHHnX, 6ynu peakuil rinepuytnusocTi (2,1 %).

Haituactimmumu nobiynuMu peaxuiamu Oynu indysiini peakuii (39,4 %). Cepen HaiGinsm
TNOUIMPEHNX CUMNTOMIB iHQy3iiHUX peakuiit Gynu ronoBHui Ginb, 3aaMOpPOYEHHs, apTepiaibHa
rinoTeHsis, apTepianpHa TilepTeH3is, Hy4OTa, BTOMIIOBAHICTH/ACTEHis, JIMXOMaHKa/Ii(BHIIEHH
TeMnepaTypu Tina (muB. Takox po3min «OcoGnuBocti 3acTocyBaHHsA»). Indysilina peakuis Gyna
€IMHOIO 3 HebaXKaHUX peakLiil, o npu3Besna A0 MPUITHHEHHS Tepanii.
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Io6iuni peakuii, 3apeecTpoBaHi y nauieTis 3 xBopo6otro [ome 1-ro Tuny, HaBeaeHi B Tabnuui 3 3a
CHCTEMaMM OpraHiB Ta 4acTOTOIO BiANoBiaHO mo Knacudikauii MedDRA. Peakuii xnacudikopani 3a
YacTOTOK TAKMM YHHOM: Oyke 4dacto (21/10), yacro (21/100 — <1/10) ta Hewacro(=1/1,000 —
<1/100). V Mexax KkoxHOI rpynu moGiuHi peakuii NpeAcTaBleHi B MOPSAKY 3MEHLICHHS iX
cepHO3HOCTI.

Tabnuusa 3: TNo6iuni peakuii, 3apeecTtpoBani npu 3acrocyBansi npenapary BITPIB y namienris i3
xBopoboto I'owte 1-ro Tumy

Cuctema opraHis TTo6iuna peaxuis
Hyxe uacto Yacto Heuacto

IMyHHa crcTeMa peakuii rinmepyyTiMBoCcTi (B
TOMY YHCITi ajyiepriyHui
JNepMaTUT Ta
aHadinaxTuyHi*/aHadinakroinHi
peaxutii)

HepeoBa cucrema | rosioBHMit 6inb,

3araMOpOYEHHS
Opranu 30py PO3MHTICTH
30py*

Cepue Taxikapgis

OpraHd guxaHHs, 3aauLKa*

rpyIHOI KiTKH Ta

CEpENOCTiIHHSA

Cyaunu apTepiajibHa rifneprexsis,
apTepiaibHa rinoTeHsis,
TIPUIHBH

[nyHkoBo- 6inp y xuBoTi / 6ink y | HynoTa 6moBaHHA*

KWUIIKOBHA TpakT | BEpXHiif 4aCTHHI XHBOTa

Wkipa Ta BHCHII, KPOIIUB’ IHKa, cBepOixk™

MiALIKIPHI

TKaHHHH

OnopHo-pyxoBuit | 6B y KiCTKaXx,

anapat Ta | apTpanris, 6inb y cnuHi

CIOJTy4Ha TKaHWHA

3arabHi iHdYy3iiiHa peakuis, | auckomopt y rpynax*

HOpPYLUEHHS Ta | acTeHis/BToMa,

peakuii y Micui | JJUXOMaHKa

3aCTOCYBaHHS /miBUILIEHHS

TEMIIepaTrypH Tina

PesynsTatn 301NbIICHHS aKTUBOBAHOTO

nabopaTOpHUX Ta YacTKOBOTO
TpOoMGONIaCTUHOBOTO yacy,
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IHCTPYMEHTAJIbHIX NO3UTHBHHI pe3ynbTaT aHalizy
HOOCHiKEHD Ha HeWTpanizyloui aHTHTINa
*MMo6iuHi peakuii, iHopmauis npo ski Gyna oTpumMaHa 3 MOCTpeECTpaLiitHUX NOBIAOMIIEHb

Onuc okpeMux noOGiYHUX peakiii
BoroBanHs. V JesakuX BUMajgkax GIIOBaHHS MoXe OyTH CEpifO3HOro i TSDKKOro cTymneHio. bmopanus

HaiiuacTille BUHMKAE mij yac indy3ii Ta Bpoaosx 24 roxuH micns iHdysii.
[H1i ocobauBi nomynsAuii
Hayienmu nimubo2o 6iKy (8i0 65 pokie)
Tpodins Ge3nexu npenapary Brapis y KIiHIYHMX DOCTIIKEHHAX 3@ YJacTIO NALlieHTIB y Billl Big 65
poKiB 6yB MOAIGHKUM 0 TOTO, IO CIIOCTEpPIraBcs y iHIMMUX JOPOCHHX Nalli€HTiB.
imu
Ipodine Ge3neku npenapaty Brpis y KiIiHIYHAX KOCIIAKEHHSX 3a Y4acTIO AiTel Ta MiUTTKIB y Bilti
Bia 4 10 17 pokis GyB noaiGHUM [0 TOro, IO CMOCTEPIiraBcs y ZOPOCHHX NaLi€HTIB.

logioomnenns npo nidospioeani nobiuni peaxyi
[MoBinomeHHs rpo No6GivHi peakuil micas peecTpauii Jikapcpkoro 3acoby Mae BaXKJIMBE 3HAYEHHS.
Lle nae 3MOry NMpOBOJMTH MOHITOPHHI CIIBBIAHOIIEHHS KOPUCTH/PU3MK MPH 3aCTOCYBaHHI LBOTO
NikapcbKoro 3acoby. Meauvaum Ta GpapMaileBTHYHUM MpaliiBHHKaM, a TaKOX NaiieHTaM abo iXHiM
3aKOHHHM IPEACTABHUKAM CJIiJ| TIOBIIOMIIATH NIPO YCi BUNAAKH MiZ03pIOBaHUX NOOIYHKX peakuii Ta
BiACYTHOCTI e(peKTHBHOCTI JiKapchKOro 3acofy dyepe3 ABTOMaTH30BaHy iH(opMaliiiHy cHCTeMy 3
¢papmaxoHarIsay 3a nocuiaaHHAM: https://aisf.dec.gov.ua.

HecymicHicTn
3a BiACYTHOCTI JOCIIJ)KEHb CYMICHOCTI L€l JlikapchKuii 3aci®d He MOXKHA 3MiUTyBaTH 3 iHIIMMH
JikapcbkuMH 3acobamu.

Tepmin npuoammnocmi. 3 poku.

XiMiyHa Ta (izuyHa cTabGinBHICTE Y Tpoleci BHKOPHCTaHHA Oyja MpONEMOHCTPOBAHA Y
NOCTIKEHHSX CTaGiIBHOCTI NMPOTAroM 24 roauH npu Temnepatypi Big 2 1o 8 °C y 3aXHILEHOMY Bik
CBiTJIa MiCLli.

YMoBu 30epiranns.

36epirati B OpUriHa/IBHIN YIIAKOBLI Y XOJONWILHHAKY (npu Temnepatypi 2—8 °C) ans 3axucty Bin Aii
CBITHA.

36epiraTi y HEOOCTYIHOMY AJIs AiTe# MicIli.

He 3amopoxyBatu.

3 Touku 30py MikpoGionorii po3BefeHMIl mpemapaT MiAJArac HeraifHOMy 3acTOCYBaHHIO. SIKiIO
npenapar He OyB 3aCTOCOBaHHH HeraifHO, CTPOKH Ta yMOBH 30epiraHHs IPUrOTOBJICHOTO NpeNapary
110 HOr0 3aCTOCYBaHHS € BIAMOBIAATBHICTIO KOPUCTYBaya i HE MalOTh NEPEBHITYBAaTH 24 TOUH MPU
Temmepartypi Big 2 ao 8 °C.

Ynakoska.
®nakon 06'emom 20 mn (ckno tuny 1) 3 npobkoro (GyTuakayuyk i3 GTOPOBaHMM MOKPHUTTAM),

aNIoOMiHIEBHM 3armoGKHHKOM Ta 3HIMHMM KoBraukoMm. [To 1 dnakony y kapToHHi# kopobui.
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Karteropin Bianycky. 3a peuentom.
Bupo6unk. Takena ®apmacstotikans Iutepremnn Al Ipnannis bpenu.

MicuesHaxo/keHHs BUPOOHHMKA Ta ajJpeca Micus MpoBa/UKeHHs HOro XisILHOCTI.
Bnok 2 Misien ITnaza, 50-58 Berrot Ctpit Jloyep, Ay6ain 2, D02 HW68, Ipnanais.
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