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IHCTPYKUIA
JAJISE MEIHYHOI0 32CTOCY BAHHA JIKAPCHKOT0 3ac00y

Jlamsene

Ckaan:

Jlif04a peyoBHHA: BelIMaHasa ajibda;

1 ¢pakon mictuth 10 Mr Benmanasu anbha*;

micis BITHOBJIEHHS | MJI po34nHY MICTUTBH 2 MT BesiMaHasu anbda (10 mr/5 mi);

JIOTIOMI’KHI PEUOBHHH: IUHATPit0 docdar, auriapatr; Hatpito murigpodocdar, qurigpar; MaHiT; IIiHH.
* Benmanaza anbha BUPOOJISETBCS B KIIITHHAX SEYHHUKIB KHTAWCHKOIO XOM’'SKa 3a JOMNOMOTIOIO
pexomOinanTHoi JIHK texnosorii.

Jlikapebka ¢opma. [lopomok 11st po3uuHy A/ iHQy3ii.
OcHoBHI (i3UKO-XiMi4HI BIaCTHBOCTI: IIOPOIIOK B/l 6170T0 10 Maiike GiJI0ro KoJasopy.

®dapmakoTepaneBTHYHA Ipymna.

3aco0u, 110 BIIMBAIOTH HA TPABHY CUCTEMY Ta MeTa0OIi4Hi mporec. [Himi 3aco0u, 1o BIUIMBAIOTH HA
TpaBHy CHCTeMY Ta MeTabouiuHi nmpouecu. @epmentu. Benmanasa anbda.

Kox ATX A16A B15.

Dapmakonoziuni eracmueocmi.
®dapmakoHaAMIKA.

MexaHi3m aii
Benvanasza anbda, nitoua pedoBuHa npemapary Jlamsenme, — e pekombinanTHa (opma anbda-

MaHO3MAa3u JoAMHM. [loCiiIOBHICTE aMiHOKHCIOT y MOHOMepHiM ¢(opMi Oinka ineHTHYHA
IPUPOJHOMY (BEPMEHTY JIIOINHH — alb(pa-MaHO3H/1a3l.

Benmanasza anbpa npusHayacThes 171 301MbLIGHHS KiTBKOCTI ab0 3aMillleHHs NMPUPOHOT abda-
MaHo3uIa3H, (epMeHTy, SKMH Karaji3ye MOCITIIOBHY Jerpajamilo TiOpHIHMX 1 CKIAIHHX
BHCOKOMAHO3HHX OJIIFOCAXapH/iB y Ji30cOMax, 3MEHIIYIOYH TAKUM YHHOM KUIBKICTh HAKOMHUCHUX
0JIIr0caxapuiB i3 BUCOKAM BMiCTOM MaHO3H.

Kniniyna edhekTuBHICTh Ta Oe3meKa

3arayioM 33 mami€eHTH, 3aIy4eHi 10 NOIIYKOBHUX Ta OMOPHUX AociikeHb (20 oci6 gomosivoi crarti i 13
— JKiHO4YOI cTaTi BikoM BiZx 6 10 35 pokiB), oTpuMyBamM BenManasy aib(a B II'STH KIIHIYHHX
nociiukenHsx. [lanientam cTaBuu Jiarno3, Ko akTHBHICTB aiba-MaHO3UIa31 B JIeHKOIMTaX KPOBi
cranoBuna < 10 % Bix HOpPMaIBLHOTO PIBHSA. Y IIi JOC/IKEHHS HE BKIIOYAIH MAIIEHTIB 3 HANTSIKUAM
IIBH/IKOMPOrPECYIOYMM (EHOTUIIOM 3aXBOPIOBAHHS (i3 MOTIPLICHHSAM 3arallbHOr0 CTaHy 370pOB’S
MPOTATOM OJHOT'O POKY Ta YPaXKCHHSM LIEHTPATLHOI HEPBOBOI CHCTEMH). 3BAXKAIOUH HA [IeH KPHUTEPIii,
Y JAOCII/DKEHHS BKIIOYAIIH MALi€HTIB i3 IerkuM abo IIOMIPHHM CTYIIEHEM TSKKOCTI 3aXBOPIOBAHHS, 110
MaJlM pi3Hy 3[1aTHICTh BUKOHYBATH TECTH Ha BUTPUBAIICTD, & TAKOXK 3HAUHY BapiaOeIbHICTh KIiHIYHIX
IPOSBIB Ta BIKY, B IKOMY Ili IIPOSIBU BIIEPIIE 3  ABHIIUCS.

3aranbHi eeKTH Bijl JIIKyBaHHS OLIHIOBAIM HA OCHOBI (papMaKOIMHAMIUHUX MOKA3HHUKIB (3HIKCHHS
PIBHSI OJ1irOCaxXapu/IiB y CUPOBATIli KPOBi) Ta QyHKIIOHATBPHOT AKTUBHOCTI (3-XBHJIMHHA CX0J10Ba Ipoda
(three-minute stair climbing test (3MSCT)), 6-xBunmuHuMil Tect xoap6u (six-minute walking test
(6MWT)), npornosoBana ¢opcoBaHa >KUTTeBAa eMHICTh nereHb ((PXKEJI) y Bimcotkax Bix
IIPOTHO30BAHOIO MOKa3HHWKa), AKICTh XKUTTS MamieHTiB (ingekc inBaxigusanii (DI) 3a AHKeTOMO s




ouiHKHU cTaHy 3710poB’s aiteil (CHAQ) ta inteHcuBHICTH Gomo 3a mkanorw CHAQ VAS (BisyansHa
aHaJIoroBa IIKasia)).

YV dasi 3 omopHOro 0araToUEHTPOBOrO, MOJABIHHO CIINOro., paHIOMi30BaHOrO, IUIaLedo-
KOHTpoJsIboBaHOro pociiukeHHss hLAMAN-05, sike npoBoauiocss B mapajieibHUX rpyrax MaiieHTis,
JOCITI/KYBaIU e(peKTUBHICTh i O€3MeKy 3aCTOCYBaHHS BeIMaHa3u ajib(a mpoTarom 52 THKHIB Y /1031
| MI/Kr Macu TUIA LIOTHXKHS Y BHIUIAAI BHYTPILUHbOBEHHOT iH(Y3il. 3arasiom y mocmimkeHHs Oyno
BKJIIOYEHO 25 mauieHTiB: 12 niteit (Bikom Bia 6 1o 17 pokis; cepenniii Bik 10,9 poky) i 13 popociux
(BixoMm Bix 18 10 35 pokiB; cepenniii Bik 24,6 poky). Yci maiieHTH, KpiM 0JJHOTO, paHiliie He OTPUMYBaJId
JiKyBaHHS BeJIMaHa30:0 anbga. Yeboro 15 mamiertis (7 aiteit i 8 mopocinx) oTpuMyBaiu JiKyBaHHS
aKTHMBHUM npenaparoM, a 10 nauieHTiB oTpumyBanu mianedo (5 xgited i 5 nopocnux). Pesyiabratu
JOCIIJKEHHsT (KOHLIEHTpalis oJjirocaxapuiiB y cuposarii kposi. 3MSCT, 6MWT i ®XCJI%)
npejcrasiieHi B Tabauui 1. Byo BusiBieHo ¢papmakoanHaMivHHN eheKT T0CIiKYBAHOTO JIiKYBaHHS —
CTaTHCTUYHO 3Ha4ylle 3MEHLIEHHs BMICTY OJIrocaXxapuaiB y CHpOBATLli KpOBI MOPIBHSHO 3
BIAMOBITHUM MOKa3HUKOM Y IpyTIi mamne6o. Pe3ynbrary, 1o crocrepiraaucs B NamieHTiB Bikom 10 18
POKiB, CBIIYaTh PO IMOKPAIIEHHS IXHBOTO CTaHy 3J0pOB’s. Y maiieHTiB Bikom moHan 18 poki
JIKYBaHHS a0 3MOry cTabinizyBaTH mepeOir 3axBoproBaHHs. UHCeNbHI MOKpalIeHHs OiIbIIOCTI
KJIIHIYHUX [TOKA3HUKIB, Y HOPIBHSHHI 3 IPyMoro mianedo (Bia 2 10 8 %), Mo peecTpyBalucs NpoTAroM
POKY CIOCTEpPEKEHHS 3a IallleHTaMH, MOXYTh CBIAYMTH TIPO 3JaTHICTH BelMaHa3u ajibha
CIOBIJIBHIOBATH MTPOTPECYBAHHSI 3aXBOPIOBAHHS.

TaGmuus 1: PesynapTaTi KiiHiuHOrO M1a1e60-KOHTPOIb0BaHOro AoctipkeHHs thL AMAN-05 (mkepesto
naanx: thLAMAN-05)

JlikyBaHHs JlikyBaHHs Beamanasa
BeJIMaHA3010 ajbda iane6o nmporsarom 12 anbpa
npotsirom 12 micsitiB MicsiliB B NOPIiBHAHHI 3
(n=15) (n=10) njianedo
IManienTn Buxianumii Abco/10THA Buxignmnii AbcorotHa | CkopuroBaHa
dbakTuaHMi 3MiHA hakTHuHMi 3MiHa cepeaHs
NOKA3HUK, MOKA3HUKA B MOKA3HHK, MOKA3HUKA B pi3HHLS
cepeaHe NOpPiBHAHHI 3 cepeaHe NOpPiBHSAHHI 3
3HAYeHHS BHXIAHUM 3HAYeHHS BHXiTHUM
(CB) piBHeM, (CB) piBHeM,
cepeIHe cepeHe
3HAYEHHS 3HAYEHHHA
Konuenrpaunist ostirocaxapuiis y cupoBaTtui KpoBi (MKMO0JIb/J1)
Vi) 6.8 (1.2) -5.11 6.6 (1,9) -1.61 -3,50
[95 % HI] [-5.66; -4,56] [-2,28;-0,94] [-4,37; -2,62]
p-3HAYEHHS p <0.,001
< 18 pokis?® 7.3 (1,1) -5.2 (1.,5) 6.0 (2.4) -0,8 (1.7) -
> 18 pokis® 6.3 (1,1) -5.1 (1,0) 7.211.10) 2.4 (1.4)
3MSCT (xkpokmu/xB)
Vi 329411,2) 0.46 55.5(16,0) -2,16 2,62
[95 % MI] [-3.58; 4.50] [-7,12; 2,80] [-3.81;9.,05]
p-3HaYEHHs p=0,406
< 18 pokis® 56,2 (12,5) 3,5(10,0) 57.8 (12,6) -23(54) -
> 18 pokis® 50,0 (9.8) =1.9 (6,7) 53,2 (20,1) -2,5(6.2)




6MWT (metpn)

Vi) 459.6 (72,26) 3.74 465.7 (140.5) -3.61 7,33

[95 % MI] [-20.32; 27.80] [-33.10; 25,87] | [-30,76; 45.46]
p-3HA4YECHHS p=0,692
< 18 pokis®? 452.4 (63.9) 12,3 (43.2) 468.8 (79.5) 3.6 (43.0) -

> 18 pokis?® 465.9 (82.7) -2,5(50.4) 462,6 (195.1) -12.8 (41.,6)

OKEJI (% Bix NpOrHo30BaHOr0 MOKA3ZHHKA)

Vi) 81.67 (20.66) 8.20 90.44 (10,39) 2,30 5.91

[95 % HI] [1.79; 14.63] [-6.19; 10,79] | [-4.78;16.60]
p-3HAYCHHS p=0,278
<18 pokis® 69.7 (16.,8) 14,2 (8.7) 88.0 (10.9) 8.0 (4.2) -

> 18 pokis? 93,7 (17,7) 2.2 (7:2) 92.4 (10,8) -2,8 (15.5)

(D) s BCix mauieHTiB: MpeacTaBlIeHi CKOPUTOBAaHA CepeTHs 3MiHA Ta CKOPUTOBaHA CepelHs PI3HHULIS,
SIKi po3paxoBaHo 3a ctaTucTHYHOI0 MoaeLo ANCOVA.
(2)3a BikoM: Ipe/CTaBjIeHI HECKOPUTOBaHi cepeHi 3HaYeHHs Ta CB (ctangaprae BigxuieHHs).

JloBrotpuBany edexTHBHICTH 1 Oe3leKy 3acTOCYyBaHHS BelMaHasd aab(a JOCTIKYBaaM B
HEKOHTPOJIbOBAHOMY, BIIKPUTOMY KIiHI4HOMY nociijukeHHi 3 ¢a3u thLAMAN-10 3a yyactio 33
nauienTiB (19 xited i 14 mopociux BikoM B 6 10 35 poKiB Ha [OYATOK JIKyBaHHS), AKi paHile Opaau
Y4acTh y JOCIIDKEHHSX BeaMaHasy aboa. Llnaxom 06’ eananHs 3i6panux 6a3 1aHUX yCiX 10CITiIKEHb
BeJIMaHasH ajibga OyJ0 CTBOpeHO iHTerpoBaHy 6a3y naHuX. CTaTUCTHYHO 3HAYYIIli MOKPAIIEHHS PiBHIB
osirocaxapuiB y cupoBaTii kpoBi, nokazHukiB 3MSCT, ¢yHkuii serens, pisuis IgG y cuposariii Kposi
Ta 6aniB 3a EQ-5D-5L (€Bpornelcbkuii ONMUTYBAIBHUK IS OLIHKHA 5 OCHOBHUX aCMEKTIB IKOCTI KUTTS)
CIIOCTEpiranucs NPOTAroM JOCIIIKEHHs ax 10 OCTAHHBOro orusiny (Tabmuis 2). EQextn Benvanasu
asb(a Kpalle IposIB/ISUINCS B ITALli€HTIB BikoM 10 18 pokis.

Tabnuusg 2: 3minM MOKa3HUKIB KIIHIYHUX pPe3YJIbTATIB BiJ MOYATKy BHIPOOYBAHHS 0 OCTAHHBOTO
orsaay B pamkax gociigkenns thLAMAN-10 (pkepeno ganux: thLAMAN-10)

I[MapameTpu IMauienTn Buxigamii OcranHiii orasig, | p-3HAYEHHS
n =233 bakTHuHMI 3MIHA MOKA3HUKA [95 % Al]
MOKA3HHK, B MOPiBHAIHHI 3
cepeaHe BHXITHHM
3HAYEHHS piBHeM, Y%
(CB) (CB)
Konuenrpauin Vei 6.90 -62.8 < 0,001
oJlirocaxapuiiB y (2:.30) (33.61) [-74.7; -50.8]
CHpPOBATLI KPOBIi
MKMOJIb/J1)
3MSCT (xkpoku/xB) Vel 53,60 13,77 0,004
(12.53) (25.83) [4,609; 22,92]
6MWT (meTpn) Vei 466,6 7.1 0,071
(90,1) (22,0) [-0.7; 14.9]
DKEJI (% Bin VYei 84.9 10,5 0,011
NPOrHO30BAHOI0 (18.6) (20.9) [2,6; 18,5]
NOKA3HHUKA)

(93]



Jlani cBiguaTh Mpo Te, IO KOPUCHI €(peKTH BiJ JTIKyBaHHsS BEIMaHa30l0 ajib(a 3MEHINYIOTbCH 31
301JIBIIEHHSAM TSDKKOCTI 3aXBOPIOBAHHs Ta 3a HAsBHOCTI peCHipaTOpHUX iH(EKIiH, MoB s3aHuX i3
3aXBOPIOBAHHSIM.

PerpocnextuBHuii OararonapaMeTpuyHUii aHasli3 pecnoHaepiB (Iali€HTIB, IO BiAMOBIIM HA TEPaIito)
HIATBEPDKYE NepeBary TPUBAIIIIOTO JiKyBaHHS BeIMaHa3010 anbha y 87.9 % pecnoniepis Ha MOMEHT
OCTaHHBOI'O OIJIAAY, IPMHAHMHI 3a IBOMa OCHOBHHUMHU MOKa3HUKAMH (TaOIHIs 3).

Ta6auus 3: BararonapameTpuunuii anaiis pecriongepis: MCID'Y, wacTka pecrnoniepi 3a KiHIEBHMH
pe3yabTaTaMH Ta OCHOBHUMH IIOKa3HUKaMU e(heKTUBHOCTI JIiKyBaHHS (xepenio qanux: thLAMAN-05;
rhLAMAN-10)

YacTka pecrionaepin
JocaikeHHs JocaimkeHHs
OCHOBHU OKA3ZHUK | rhLAMAN-05 rhLAMAN-10
. Kpurepiii _ _
e()eKTHBHOCTI JIIKyBaHHS | n=25§ n =33
[Inanedo Jlam3sene Jlam3zene
- 12 micsiniB | 12 micsiiB OcranHniii orasij

DapmakoHaMiKa KqHueHTpauig 20.0 % 100 % 91.0 %

oJIirocaxapuain ] ]
(I?apma.Koz[nHaMiqﬂ'a Ko.ﬂuequauis.l 20,0 % 100 % 91,0 %
BiANOBiAbL HA TepamiK oJrirocaxapuiis
OdyHKIIOHATbHA aKTUBHICTE  [3MSCT 10,0 % 20,0 % 48.5 %

6MWT - 10,0% 20,0% 48.5 %
| DXKEJI (%) - 20,0% 33.3% 39.4 %
[Mokpamenus |
¢byHkmionaabHoi akTuBHOCTI KoMOiHOBaHI 30,0 % 60,0 % 72,7 %
Y BiIMOBiAbL HA Tepamilo )
SIKICTD KUTTH CHAQ-DI 20,0 % 20,0 % 42,2 %
s CHAQ-VAS 333 % 40,0 % 45,5 %
T0KPAMEHHS AKOCTE KHTTH |y 60 g 400% | 40,0 % 66,7 %

BiIMOBiIb HA Tepamio

3araibHa BianoBias Ha 3a Tppoma |
Tepaniro OCHOBHHMH | 0 13,3 % 45,5 %

MOKA3HUKAMU

3a qBoMa ‘

OCHOBHHMH 30,0 % 73,3 % 42,4 %

MOKA3ZHUKAMU

3a oqgHUM

OCHOBHHM 30,0 % 13,3 % 9,1 %

MOKA3HUKOM

He

crocrepirajocst

TMOKPAIIEHHA3A | 44 o, 0 3,0 %

YKOTHUM i3

OCHOBHHUX

MOKA3HHUKIB

(D MCID (minimal clinically important difference) — miHiMaIbHa KITiHIYHO BaXMBA pi3HHULIS.

iTH
Himu 0o 6 poxis
3actocyBaHHsi BeJMaHasM aidb(a JiTAM BiKOM 10 6 pPOKiB MiATBEPIKYEThCA JAHUMHU KIIHIYHOTO
nocaimkennus thLAMANOS.




3arajoM He OyJ10 mpobuieM 1010 Oe3MeKU 3acTOCYBaHHS BeIMaHa3u ajibda MeaiaTpuyHuM TallieHTam
BIKOM /10 6 POKiB 3 a/ib(ha-MaHO3U1030M. Y YOTHPBOX i3 5 MAIIEHTIB 1111 Yac JOC/IDKEHHS Y TBOPUIIHCS
aHTUTLIA JI0 BeJIMaHa3u aib(a, a y 3 mauieHTiB — HelTpati3ytoui/iHridytoui aHTUTiIa. JIBO€E MAIli€HTIB
(oOu/Ba 3 MOZUTUBHUMH aHTUTIIAMH JI0 BeJIMaHa3| aib(a) nepeHecu 3arajioM 12 iHy31iHHUX peakiiii
(infusion-related reactions (IRRs)), yci 3 skux OyJu KOHTPOJIBOBAHUMH Ta HE MPU3BOIWIH 0
NPUIIMHEHHS 10CI1KYBaHOoro JikyBaHHs. JIBi cynmyTHiX IRRs omiHtoBammces sk cepito3Hi Ta MUHYJTH B
JeHb BUHHUKHEHHS. 3a moTpeOu BUKOPHCTOBYBANACS MpeMequKallis mepen iHdyzier sK 3axim Juis
NOJAIBUION0 3HHUXKEHHs pH3MKiB, moB’s3aHux 3 [RRs. AHnami3 epeKkTHBHOCTI TpOIeMOHCTpYBaB
3HWKEHHS KOHIIEHTpauii CHpOBATKOBHX OJirocaxapuiB, mMigBUIIeHHS piBHIB [gG 1 mpumyctus
MOKPALLEHHS! BUTPUBAJIOCTI Ta COyXy y Naii€eHTa. BiACyTHICTh HAKOMMYEHHS BejMaHasu aibda B
pPIBHOB@XXHOMY CTaHi Ta pe3yJbTaTH Oe3meku/e(eKTUBHOCTI MiATBEP/KYIOTh, IO J03a | MI/Kr
NpUIHATHA A7 JiTel MOJOAIIOro BikKy (BiKOM 110 6 pokiB). JlocCii/DKeHHS CBIIYHMTH MPO MEpeBard
PaHHBOTO JIIKYyBaHHS BEJIMaHA30k0 aibda s JAiTel BIKOM 70 6 POKiB.

Himu eixom 6i0 6 00 17 pokie

JloLIbHICTB 3aCTOCYBAaHHS Be/IMaHa3! ajib(a TITsM BIKOM Bij 6 10 17 poKiB MiATBEPHKY€ETHCS TaHUMH
KJTIHIYHUX JIOCII/DKeHB 3a ydacTio neaiatpuyHux (19 i3 33 naiieHTiB, 3a1ydeHHX 10 MOLIYKOBUX Ta
OTOPHHUX JOCIIHKEHbB) 1 IOPOCTUX TMAIlIEHTIB.

Lleii nixapcekuii 3aci0 3apeecTpOBaHO Ha YMOBax 3acTOCYBaHHS 32 «BHHSTKOBHX oOcTaBuH». Lle
O3Ha4Yae, 10, BPaXOBYIOUH PiIKICHICTh 3aXBOPIOBAHHS, HEMOXKJIMBO OTPUMATH MMOBHY 1H(GOPMALIIIO IIPO
et Jikapcbkuii 3acio.

€BporneicbKe areHTCTBO 3 JIIKAPCHKUX 3aC00iB HIOPOKY po3riisaaTuMe Oy /Ib-sIKy HOBY iH(OpMAIlio, 1110
MOJK€e 3’SBUTHUCS, a BUPOOHUK Yy pa3i HEOOXiITHOCTI OHOBJIIOBATHME If0 IHCTPYKIIIO IS MEAMYHOIO
3aCTOCYBAHHS JIIKAPCHKOTO 3ac00y.

dapmakokiHeTHKA.

He Oyno BusiBieHO BiAMIHHOCTEH y (apMakOKIHETHII Ipernapary 3ajle)KHO BiJ CTaTi MaIi€HTIB i3
anb(a-MaHO3U030M.

AGcopbuis

Jlam3enie BBOJUTHCS IIISIXOM BHYTPIIIHBOBEHHOT iH(Y3il. [Ipu nocsrHeHHI piBHOBa)XHOT KOHIIEHTpALIil
micys IMOTHXKHEBOro iH(Y31HHOro BBe/IeHHS BelIMaHa3u anbda B 1031 | MI/KT cepeaHs MakCHMallbHa
KOHIIEHTpallisl Ipenapary B IJIa3Mi KpOBi cTaHOBHIA OJM3bKO 8 MKI/mi i jocsranacs 4yepes 1,8 rox
IiCJIs TOYaTKy BBEJICHHS, L0 Bi/IMOBIa€ CepeaHii TpUBaIOCTi iH(Y3il.

Posnoain

Sk 1 ouikyBayocs i OUIKIB TaKOro po3Mipy, 06°€M pO3MOAiTy B PIBHOBaXHOMY CTaHi OyB HM3bKHM
(0,27 n/Kr); 11€ CBiAYMTH PO Te, IO Npenapar po3MOAIIIEThCS TUIBKH B I1a3mi. [1nazmMoBuii KiipeHce
BeJIMaHa3u aibda (cepemHs MIBHAKICTH 6,7 MII/TON/KT) BijoOpaXkae LIBM/KE NOIJIMHAHHS BEIMaHA3H
asib(a KIIITHHAMH 32 JIOTIOMOT 00 MAHO3HHUX PEIENTOPIB.

Biotpancdopmaitis

VMoBipHO, muisx MeTaGos1i3My BeIMaHa3H anb(a MOAIGHMH 10 TAKOro B iHIIKX NPUPOJHUX OIJIKIB, SIKi
po3najaroThes Ha JIpiOHI MEeNTHAM, a TOTIM Ha aMiHOKHMCJIOTH.

BuBeneHHs

ITicns 3akiHyeHHst iHQY3il KOHIEHTpalis BelMaHasH aib(a B IUIa3Mi 3HIKyBajacs B J(BAa €TallH;
cepeHil mepio/] HalliBBUBEICHHS IIpeMapary CTaHOBUB 0J1M3bK0 30 roguH.

JIiHilHICTB/(HE)TiHIHHICTD

Benmanasa anbga npoaeMoHCTpyBana JIiHIHHUE (TOOTO mepumioro nopsiiky) (apMakoKiHEeTHUHHH
npodinb, Cmax (MakcHMMadbHa KOHIEHTpALis mperapary B ruiasmi kposi) ta AUC (mmoma mix
(papMaKoOKIHETHYHOIO KPHBOIO KOHIIEHTpAllisf-4ac) 30iIbIIyBaNiCcs IPONOPLIHHO 1031 JTiKapchKOro
3acoOy Bix 0,8 10 3,2 Mr/kr (o Bianosigae 25—100 oxuHULISAM/KT).

Oco01MBI I'PYIH NAIIEHTIB

Iopywenns 3 60Ky HUPOK ma nevinku

Benmanasa anbgpa — ne Oinok, Tomy nepeadavaeThes, M0 B XOAI MeTa0OMIUHUX TE€PeTBOPEHb BOHA
pO3MafaeTbesi Ha aMIHOKUCIIOTH. Binku 3 MoseKy IapHOK Macoro, mo nepesuinye 50 000 [la, Taki sk
BeIMaHasa anb(a, He BHBOIATHCS HHUPKaMH. TOMy BB@XKA€ThCs, LIO MEYiHKOBA Ta HHUPKOBA
HEIOCTATHICTh HE BIIMBAIOTH Ha (hapMaKOKiHETHKY BeJIMaHa3H anbga.




[layienmu 1imnv020 6iKy (nonao 635 poxis)

Ockinpku B €Bporii HeMae NalieHTIB i3 alb(a-MaHO3U1030M BiKOM Oisbiie 41 poKy, HE OYIKYETHCS, 110
el mpenapar 3acTOCOBYBATUMETHLCS 0C00aM JIITHBOTO BIKY.

Himu

dapmakokiHeTHUHI JaHi, OTPUMaHi BiJl MaIli€HTIB MeIiaTPHIHOI BIKOBOI TPYIH, MOBTOPIOIOTH JIaHi
J0pociiol nomnysiauii. 30kpeMa, BiACYTHICTb HAKONMYEHHS BeJIMaHa3d alb(da B piBHOBAXXHOMY CTaHi, a
TaKOX JIaHi m0/10 Oe3nekn/e)eKTUBHOCTI MiJITBEP/PKYIOTh, 10 j103a | MI/KI' € IPUHHSTHOIO TAKOXK IS
MaIieHTIB BIKOM JI0 6 POKIB.

Jlokniniuni oani 3 beznexu

Jlani 3araTbHONPUMHATHX JOKIIHIYHMX JOCIDKeHb (DapMakoIoriuHoi Oe3leKH, TOKCHYHOCTI
MOBTOPHMX /103, IOBEHUIPHOI TOKCHYHOCTI Ta TOKCHYHOIO BIUIUBY Ha PEHPOAYKTHBHY (YHKILIO i
PO3BUTOK I1JI0JIa HE BUSBUIIM OCOOJIMBOI HEOE3MEKH TIpenapaTy /sl JIKOJHHH.

KuiniuHi XapaKTepHCTHKH.

Ilokazanua.

Jlikapcekuii 3aci0 Jlamsene mnokasaHuii 10 3acTocyBaHHS SK (epMeHTO3amicHa Teparis Mpu
HEBPOJIOTYHO HEOOYMOBJIEHUX ITPOSIBAX 3aXBOPIOBAHHSI B MAIIIEHTIB i3 aJib()a-MaHO3UI030M JIEFKOTO Ta
MIOMIPHOTI'O CTYIIEHIB TSKKOCTI.

ITpomunoxazanua.
Tspkka anepriyHa peakuist Ha IiI04y peYOBUHY a00 Oyb-SIKY 3 JOMOMIDKHHX PEYOBHH, 3a3HAYCHHX B
po3aiii «Ckmamy.

Ocobnuei 3axo0u 6e3nexu.

ITpenapat Jlam3ene nepen 3acTOCyBaHHSM HEOOXiIHO BiTHOBUTH Ta MOXKHA BBOJUTH TLIBKH HUISXOM

BHYTPILIHBLOBEHHOI 1HQY3ii.

KoxeH ¢akoH npu3HauYeHUH TIIBKH U1 OJIHOPA30BOI0 BHKOPHCTAHHSI.

[HCTpYKIIT 11010 TPUTOTYBaHHS PO3YUHY Ta BBEJCHHS Mpenapary

Tinbku Mean4Hi NpaliBHUKU MArOTh IIPAaBO BiTHOBIIIOBATU Ta BBOJUTH Ipemnapar Jlamsese.

ITin yac npuroTyBaHHs pPO3YMHY MHOTPIOHO IOTPHUMYBATHCS BCiX TIpaBHMJI AaceNTHKH. Ilig dac

IPUTOTYyBaHHS PO3YHHY HE MOKHA BUKOPHCTOBYBATH TOJIKH 3 (DIIBTPOM.

1. KinbkicTe (akoHiB, HeOOXiAHY JUISl IPUTOTYBAHHS PO3UYKHY, OTPIOHO PO3paxyBaTH HAa OCHOBI
Macu Tilla KOHKPETHOro maiienta. PekoMenoBana m03a 1 MI/KI BU3HAYA€THCS 3a JOMOMOTOIO
Takoi ¢popmyiu:

- Maca rina nanienTa (kr) X go3a (MI/Kr) = 103a Hpemnapary Uit KOHKPETHOTO maiienTa (y
MT).

- Jlo3a nns manienra (y Mr) aimatbest Ha 10 mr/¢uakon (BMicT 01HOTO (1akoHa) = KiJdbKiCTh
¢naxonis, noTpibHa 1115 BiTHOBICHHS PO3YHHY. SIKIO pO3paxoBaHa KilbKiCThb (hIaKOHIB He
€ ILJIMM 9UCIIOM, 11 TOTPiIOHO 320KPYTIIUTH B OLIBIIY CTOPOHY.

- [Ipubnu3uo 3a 30 XBUIMH 10 BiTHOBIEHHS PO3YUHY HEOOXIiJHY KITBKICTH (IaKoHIB
MOTPIOHO JiCTaTH 3 XONOMMIbHUKA. [lepes BiIHOBIEHHSM po3uuHy (IAKOHH MOBHHHI
Harpitics 0 KiMHaTHOI TeMnepatyp# (Bix 15 1o 25 °C).

BMicT KOXHOTO (hi1aKOHA BITHOBIIOIOTH LLISIXOM MOBIIBHOTO BBEIEHHS 5 MJI BOJM JUTS iH €KIIiH

110 BHYTPILIHIA CTiHII KOHOTO (akoHa. OJUH MUIUTITP BiAHOBIEHOrO PO3YMHY MIiCTHTH 2 MT

BeJIMaHasu anbgpa. MoxxHa BBOIUTH TiNbKU TaKUH 00°€M PO3YHHY, IO MICTUTh PEKOMEHI0BAHY

J103y TMpernapary.

[Tpuxnan:

- Maca Tina nauienra (44 xr) x go3a (1 Mr/kr) = 103a npenapary /s KOHKPETHOTO MaIfie€HTa
(44 wmr).

- 44 mr pinumo Ha 10 mr/dnaxon = 4.4 (aakoHa, TOMy MOTPIOHO BIIHOBHTH BMICT
5 ¢nakoHiB.

- I3 3aranpHOro 00’€My BiJHOBIEHOIrO PO3UMHY MAL€HTY MOTPIGHO BBECTH TiAbKH 22 M (IO
BiAmoBinae 44 Mr npemnapary).



2. Tlopomok y ¢1akoHi HOTPIOHO BiTHOBIIOBATH IIISIXOM ITOBIILHOTO J01aBAHHS BOIM IS iH €KIIiH
BCeperHy (p1akoHa, IPU IbOMY HE MOXHA, 1100 Kparii BOAM MOTPAIUBUIH Oe3M0CepeIHbO Ha
niodinizoBanuit nopomok. [[oTpiOHO yHUKATH MIBUAKOTO BBEACHHS BOIM TS iH €KL 31 HIIpHLa
Ha MOPOILIOK, 00 MiHIMI3yBaTH MiHOYTBOPeHHs. DIaKOHHU 3 BITHOBJICHHUM IIpeHapaToM MOBHHHI
nocToATH Ha cToil npuban3Ho 5—-10 xBunuH. [licas mporo koxeH ¢akoH moTpiOHO 00EpeKHO
HAXWJIMTH Ta TOKPYTHTH mpoTtaroMm 15-20 cekyHa, mo0 MOKPAIIMTH PO3YHHEHHS MOPOIIKY.
DJlakoH HE MOXKHA NIEpeBepTaTH, 300BTYBaTU YU CTPYLIYBATH.

3. Tlicis npurotyBaHHs BiHOBJICHOTO PO3YHMHY MOTPIOHO HEralHO Bi3yajbHO OTJISHYTH HOro Ha
HasBHICTb TBEPAUX YACTOK 1 3MiHHU 3abapBiieHHs. Po3unH noBuHen OyTu mpo3opum. He moskHa
3aCTOCOBYBATH PO3YHH, SIKII0O B HbOMY € HENpO30pi YACTKH 200 SIKIIO PO3YHH 3MIiHUB
3a0apBJ/eHHs. 3 OIJIs/1y Ha CKJIAJ JIIKApChbKOTo 3ac00y BIAHOBJICHHUH PO3YHH 1HOII MOXKE MICTHTH
1eBHi O1JIKOBI YACTUHKH Y BUTJISII TOHKHX OLTMX HUTOK a00 HAMiBIPO30PHX BOJOKOH, IKi Oy 1y Th
BUAAIeH] QiIbTpoM mia 9ac iHQy3il (IUB. MyHKT 5).

4. BingunosneHuit po3unH HEOOXiTHO HAOMPATH 3 KOXKHOIO (hJIaKOHA MOBUIBHO W 0OEPEkKHO, 100 y
IIIIPHLL HE NOTpaIUisiia miHa. SIKmo po3paxoBaHHil 00°€M pO34HHY MEPEBHUINYE 00’ €M OIHOIO
IINPHIA, TO MOTPIOHO Bigpa3y MiATOTYBATH HEOOXIIHY KiAbKICTh LIMPHILB, 00 MOXHA OYyII0
IBU/IKO 3aMIHMUTH IIMPHUIL i1 9ac iH y3ii.

5.  BinHoBiIeHHH pO3uMH MOTPIOHO BBOJAMTH 3 BUKOPHCTAHHSM CHCTEMH JUls iH(DY3iH, ocHameHoi
IOMIIOI0 Ta (UIBTPOM 3 HU3BKHUM CTyNEHeM 3B’si3yBaHHs OiNKiB i giamerpoM mop 0,22 MKM.
3aranbHuil 00°eM iH(QY31i BH3HAYa€ThCs MAcCOIO Tija MallieHTa 1 [MOBUHEH OyTH BBEICHUM
moHaimenIe nporsarom 50 xBuauH. s namieHTiB 13 Macoro Tija MeHiue 18 Kr i U1 namieHTiB,
SIKAM 32 OJIMH pa3 BBOAWTLCSA MEHIIE 9 MJI BIJHOBJIEHOI'O PO3YUHY, IIBUAKICTE iHPY3ii MOTpiOHO
po3paxoByBaTH Tak, moO iHGQy3id TpuBaza > 50 XBHIMH. MakcumalibHa MBHAKICTE iHQY3il
CTaHOBHTB 25 MJ/rof (1uB. po3ain «Crocid 3acTocyBaHHs Ta 103u»). TpuBaticts iHdy3ii MoxHa
pO3paxyBaTH, BUKOPHUCTOBYIOYH HABEJCHY HHXKUE TAOIHIIO:

Maca T1ina | Jo3za | MakcumaabHa | MiHiMa/ibHA Maca Tina | loza | MakcumaabHa | MiHiMajibHa
nauieHTa (MJ) | IIBHAKICTB TpHBaJicTh nauieHTa (MJ1) | WIBHAKICTH TpHBaJicTh
(xr) iHdy3if iHdys3ii (xB) (kr) iHpy3ii ingys3ii (xB)
(ma/ron) (mu1/ron)
5 2.5 |3 50 53 26,5 | 25 64
6 3 3.6 50 54 27 23 65
by 3,5 [4.2 50 55 215 | d5 67
8 4 4.8 50 56 28 25 67
9 45 |54 50 57 28,5 | 25 68
10 3 6 50 58 29 23 70
11 5,5 6,6 50 59 295 | 25 71
12 6 1,2 50 60 30 24 72
13 6,5 |78 50 61 30,5 | 25 12
14 7 8.4 50 62 31 23 74
15 T3 |9 50 63 Jls | 2 76
16 8 9.6 50 64 32 g 23
¥ 85 (102 50 65 325 | 25 78
18 9 10,8 50 66 33 P 79
19 95 [114 50 67 33,5 | 25 80
20 10 12 50 68 34 bk 82
21 10,5 | 12,6 50 69 34,5 | 25 83
22 11 13,2 50 70 35 25 84
23 115 | 13.8 50 71 35.5 |25 85
24 12 14,4 50 72 36 25 86
25 12,5 | 15 50 73 363 | 25 88




26 13 15.6 50 74 37 25 89
27 13,5 [ 16,2 50 75 278 | &5 90
28 14 16.8 50 76 38 25 91
29 145 [ 174 50 77 38,5 |25 92
30 15 18 50 78 a9 25 94
31 15,5 | 18,6 50 13 395 | 25 95
32 16 19,2 50 80 40 25 96
33 16,5 | 19.8 50 81 40,5 |25 91
34 17 204 50 82 41 23 98
a5 175 | 21 50 83 41,5 | 25 100
36 18 21,6 50 84 42 25 101
37 18,5 | 22,2 50 85 42,5 |25 102
38 19 22,8 50 86 43 £ 103
39 19,5 1234 50 87 43,5 |25 104
40 20 24 50 88 44 25 106
41 20,5 | 24.6 50 89 44,5 | 25 107
42 2l 23 50 90 45 25 108
43 219 | 25 5 91 45,5 |25 109
44 22 25 K 92 46 25 110
45 22,5 | 25 54 93 46,5 | 25 112
46 23 23 39 94 47 25 113
47 23,5 | 23 56 95 47,5 |25 114
48 24 25 58 96 48 25 115
49 24,5 | 25 29 97 48,5 | 25 116
50 25 25 60 98 49 23 118
51 25,5 | 25 61 929 49,5 |25 119
52 26 25 62

6.  Komu ocTanHiii MNPl CTaHE MOPOXKHIM, HOro MOTPIOHO 3aMiHUTH IIIPUIOM 00 eMoM 20 M,
HAIlOBHEHUM PO3YHHOM XJI0puay Hatpiro 9 mr/mi (0,9 %) mns in’exuiit. [1lo6 namienT oTpuman
4acTHHY mpenapary Jlamsene, sika 3aluiIuiacs B CHUCTeMi 11 iHQY3iH, depes 10 cucTeMy
noTpiOHO BBecTH 10 MIT pO3YHHY XJIIOPHIY HATPIO.

Yrunizanis

bBynb-skuii HEBMKOpMCTaHMH JiKapchbKHH 3aci® 4M BifXOau MOTPIOHO YTHJIi3yBaTH BiANOBIHO 110

MICIIEBUX BHMOT.

B3aemooia 3 inwumu nikapcoKumu 3acooamu ma inwi 6uou 63aemooii
JlocnimkeHHs B3aeMOJIi 3 IHINMMHE JTiIKAPCHKAMH 3aCO0aMH HE TTPOBOIHITHCS.

Ocoodnueocmi 3acmocysanus.

IIpocTexyBaHicTh

JUist IOKpAIeHHs MOKIMBOCTI TIPOCTEXEHHs 6i0JI0TiUHKX JTiKapchKHX 3aco0iB Ha3Ba Ta HOMEp cepii
Ipenapary, 110 BBOAUTHCS, MAIOTh OYTH 4iTKO 3a(ikCOBaHi.

3arajibH1 MIpKYBaHHS [OJIO0 JIiKYBaHHS

OCKIJIBKH 3 4aCOM 3aXBOPIOBAHHS TOIIKOIKY€ OpraHH-MilleH] Bee Olblie, TO B pasi Mi3HEOTO MOYaTKy
JiKyBaHHs CKJIAJHIIIE BIIHOBUTH MOIIKO/DKEH] Opranu abo MOKPAIIMTH CTaH mariedTta. Sk i Bei inmi
(epmentoszamicui nmpenapartn, BenMaHasa anbha He NPOHMKAE 4yepes remMatoeHnedamidHuii 6ap’ep.
Jlikap noOBMHEH BpaxoByBaTW, IO 3acCTOCYBAaHHs BelMaHasd anb(pa He BIUIMBAE HA HEOOOPOTHI
YCKJIaZHCHHSI 3aXBOPIOBaHHs (Taki sk aedopmarlii ckernera, MHOXMHHHH JH30CTO3, HEBPOJIOTiYHi

IPOSIBH Ta MOPYIIEHHS! KOTHITUBHOT (DYHKIIIT). W

/4




l'inep4yT/IHBICTD

VY KJIIHIYHUX JOCIIKEHHSIX TOBIIOMIISIIOCS PO BUHUKHEHHS B MAIIEHTIB peakiiil Tinep4yTIMBOCTI.
[lin yac BBeneHHsI BenMaHaszd ajdbdpa Mae OyTH AOCTyHHA BIAMOBIAHA MEIUYHA Jomomora. SIKIo
PO3BHHETBCS TsDKKA ajepriuHa 4u aHa(UIaKTHYHA peakiis, PeKOMEHAYETbCS HEraiHO MPUIUHUTH
BBEJICHHS BeJIMaHa3u aib(da Ta JOTPHUMYBATHCS JIIOYMX CTAHIAPTIB HaJaHHS HEBIAKJIAIHOI MEIMYHOT
JOMOMOTH.

[ndy3iini peakuii (IRRs)

BBenenns BeiManasu asib(a Moxe npu3Bectd 10 po3BUTKy IRRs, Bkirouatoun anadinakroinni peakuii
(muB. posnin «Ilo6iuni peakmii»). IRRs, mo crmocrepiramucst B KIIHIYHEX JOCITIKEHHSAX BeIMaHa3d
asb(da, XxapaKkTepu3yBAIUCS IIBUIKMM BHHUKHEHHSM CHMIITOMIB 1 JIETKMM a00 MOMIPHUM CTyTIEHEM
TSKKOCTI.

JlixyBanns IRRs mae BiamoBizaTH TSXKKOCTI peakilii Ta BKIIFOYA€: 3MEHIICHHS IMIBHIKOCTI iH(Y3ii,
3aCTOCYBaHHs JIKapChbKUX 3aco0iB, TaKWUX sK AHTUTICTAMiHHI Tpernapard, Kapo3HMKYKOUl Ta/abo
KOPTHKOCTEpOinu, Ta/abo NMpUIHMHEHHS BBEICHHS BeIMaHa3u anb(da 3 MoJaJbIIMM IPOJIOBKEHHAM
Tepamii 31 301pIIeHO0 TpuBaticTiO iH(Y3ii. [lonepeHe BBeIeHHS aHTUTICTAMIHHKUX Ipenapartis i/abo
KOPTHUKOCTEPOIIiB MOKE 3ano0irTH BUHUKHEHHIO TOIATBIINAX PEaKIlii Y THX MaIllEHTIB, IKUM J0BEI0CS
IPOBOJUTH CHUMIITOMATHYHE JIKYBaHHS. Y KJIIHIYHUX JOCTDKEHHSX Mepel 1H(Y3isIMU BelIMaHa3u
anb(da OLIBIIOCTI MAlli€HTIB 3a3BUYall He BBOIMIIH JKOJIHI ITpenapaTH.

[Ipn mosiBI cUMOTOMIB aHT1IOHEBPOTHYHOTO HAOPSKY (HAOpsK si3uka abo ropsia), oOCTPyKIiii BEpXHIX
TUXaTbHUX NUIAXIB a0o0 rimoteH3ii mix 4ac iHdy3ii yu Bigpasy micis i1 3akiHyeHHsS HeOOXiIHO
3alli103pUTU aHa(LIaKTHYHY 200 aHa(ITaKTOIMHY peakiito. Y TaKOMYy BHIIAAKY HOTPIOHO MPOBOIUTH
BIANOBI/IHE JTIKyBaHHS AHTHTICTAMIHHAMH Ta KOPTUKOCTEPOINHHMH IpernaparaMd. Y HaWTIKIMX
BHUIA/IKaxX HEOOXITHO JOTPUMYBATHUCS JIFOUYHAX CTAHIAPTIB HAJaHHS HEBIAKIAAHOT MEAMYHOI JOIIOMOTH.
3rigHo 3 pileHHsM JliKaps, 1711 BuacHoro BusiBieHHs [IRRs 3a ctaHoM naitienTa moTpiGHo crioctepiratu
IPOTArOM OJIHI€l roAuHH a0 JToBIIE Tics 1HDY3ii.

IMYHOr€HHICTh

AHTHTIIa MOXYTh OYTH NpPHUYHMHOIO PO3BHUTKY IMOOIYHHMX peakiiil, MOB’s3aHUX 13 3aCTOCYBAHHIM
BenManasu anbda. [Ipy BunukneHH] TsOKKUX IRRS abo y pasi 3MeHIICHHS YM 3HUKHEHHS eeKTy Bij
JIKyBaHHs JJIs 0JaJ1bIIOr0 BUBYEHHS B3a€EMO3B SI3KIB IIUX MOJiH MOTPIOHO MEpEeBipUTH HASBHICTL Y
Nali€HTiB aHTUTLI 10 BelIMaHa3u anbda. Skio cran mamienta moripuryerbes mig yac ®3T, moTpiGHO
PO3IJISIHYTU BapiaHT NPUITUHEHHS JIIKYBaHHS.

Lle#t npemapar noTeHUIHHO MoOXe OYTH IMYHOT€HHHMM. Y TOIIYKOBHX Ta ONOPHUX KIHIYHUX
JOCIDKEHHSAX MM Yac JiKyBaHHs y 8 mamieHTiB i3 33 (24 %) BusiBisutucs antutina knacy IgG mo
BeJIMaHas3| ajibga.

Y neniaTpuYHOMY KJIIHIYHOMY JOCIHIDKEHHI 32 y4acTIO MAIi€HTIB BIKOM 10 6 poKiB y 4 i3 5 mamieHTiB
(80 %) BupoOminca aHtuTina Kiacy IgG mo BenmmaHasu ambda. Y 1bOMY JOCIIIKEHHI TecT Ha
IMYHOTEHHICTh IIPOBOIMIIN iHIIHM, GBI Yy TIHBHM METOJOM, TOMY Y4acTOTa YTBOPEHHS Y MAIli€HTIB
antuTin knacy IgG no Benmanasu anbéa Oyna BHINOKO, ale HE MOPIBHSIHHOK 3 JaHHMH IOIEPETHIX
JIOCITIKEHb.

He Gys10 BUsBIEHO YiTKOI KOpEsIii MiXk TUTpaMu aHTHTIN (piBeHb anTutil [gG 10 Benmanasy anbda)
Ta 3MEHUICHHAM eQEeKTUBHOCTI JiKyBaHHA a0 pO3BUTKOM aHadimakcii 4um iHIMX peakiiit
rinepyyTIHUBOCTI.

He Oymno noseneHo, 10 yTBOpPEHHsS AaHTHUTLI BIUIMBAE Ha KIIHIYHY e(eKTHBHICTH abo Oe3neKy
3aCTOCYBaHHS Mpernapary.

BwmicT Hatpio
Jlam3ene micTuTh MeHIIE 1 MMOJIB HaTpito (23 Mr) Ha 103y, TOOTO IPAKTUYHO BIILHUM BiJ HATPIIO.

3acmocysanna y nepioo eazimuocmi aoo 200y8anHa 2pyoor.

BariTHicTh

Hemae nanux mpo 3acTocyBaHHs BeIMaHa3H ajnb(a BariTHUM skiHKam. J[OC/TiIkeHHS Ha TBapHHAX HE

BKa3yIOTh Ha NpsMUH ab0 OIOCEpeIKOBAHMH WIKIIIMBHH BIUIMB Ha Mepebir BariTHOCTI, PO3BUTOK

emMOpioHa/mio/1a, mojoru abo MOCTHATANIBHUN PO3BUTOK (MB. iApo3in «JlokiniuHi 1aHi 3 Ge3mexny).

OcklIbKH BeIMaHa3a aib(a 3aCTOCOBY€EThCS TSl HOpMatisallii piBHS anb(pa-MaHO3UIa3H B MAIEHTIB iW
/
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anb(ha-MaHO3U030M, Mpenapar Jlam3ene He PEeKOMEHIOBAaHO TMPU3HAYATH BAriTHUM JKIHKAM, SIKIIO
TUIBKM KJIIHIYHUH CTaH KIHKA HE BUMarae JiKyBaHHs BeJIMaHa30i0 aabda.

['oagyBaHHs rpyJi0

Heginiomo, un ipoHKKae BeiMaHa3a ajib(ha abo 11 MeTaboIIiTH B TPY/IHE MOJIOKO JIFOAMHU. Pa3zoM 3 Tum,
BBA)KAETHCS, 1110 B JITEH, SKUX TOAYIOTh TPYJHUM MOJIOKOM, abcopOiis BeJMaHa3u aib(a 3 MOJIOKa €
MIHIMAJILHOIO, TOMY HE O4IKY€EThCS )KO/THUX HETaTUBHUX HACIIIKIB. JlaM3e/ie MOKHA 3aCTOCOBYBATH il
4ac roayBaHHs [Py AII0.

depruibHiCcTb

Hemae kiiHIYHMX TaHUX IPO BIJIMB BeMaHa3u aib(a Ha GepTUIbHICTE. Y TOCHIDKEHHSIX Mpenapary
Ha TBapHHAX He OYyJ10 BUSIBIEHO JO0Ka3iB MOPYIIEHHS (epPTUIBHOCTI.

30amuicmb énaueamu Ha WGUOKiCMb peaxuyii npu KepyeaHHi A6MOMPAHCHOPMOM A0O0 IHUIUMU
Mexanizmamu.

Bnnug npenapary Jlamzene Ha 3aTHICTh KEpyBaTH TPAHCIIOPTOM 1 MPAIFOBATH 3 IHIIIMMH MEXaHi3MaMu
BIJICYTHIH a00 He3HAYHHA.

Cnocio 3acmocyeanna ma 0o3u.

JlikyBaHHsI HEOOXIZHO 3/IHCHIOBATH MiJ HAIJISAOM JKaps, SKHM Ma€ JOCBiJ BEJICHHS MALI€HTIB 3
anpda-MaHO3UA030M ab0 3acToCcyBaHHS IHINUX BHIIB (epmeHTo3aMicHOi Tepamii (D3T) mnpu
Ti30COMaIBHUX XBOpoOax Hakonu4eHHs. BBonutu npenapar Jlam3ene moBrHeH MeIMYHUI MPaLliBHUK,
sxuit BmMie npoBoauti 3T i HagaBaTH HEBIAKIAIHY JOTTOMOTY.

Ilepionnuno noTpiOHO OLiHIOBATH €(EKTHBHICTH JIIKyBaHHS BeIMaHA30K aibda, a 3a BiACYyTHOCTI
OUYEBUHOT KOPUCTI — IIPUITHHSTH TEPaIiio.

Jlo3yBaHHs

PexomenioBana no3a npemnapary — 1 MI/KT MacH Tija MaIli€HTa, sKa BBOJAUTHLCS OJMH pa3 Ha THXKIEHbL
LIJISAXOM KOHTPOJBOBAHOI 3a HIBMJKICTIO BHYTPIIIHBOBEHHOI iHQY3il. [H(popmaliiio mpo MmBHIKICTE
1HGY311 quB. HIDKYe y migpo3aut «Crnocid 3acToCyBaHHSD.

Ocobausi epynu nayiecumis

Hupkoea ado nevinkosa nedocmammicmeo

[TarienTH 3 HUPKOBOIO a00 MEYIHKOBOIO HEIOCTATHICTIO HE MOTPEOYIOTH KOPUT'YBAHHS JO3H.
layienmu nimubo20 8iKy

Hemae nanux npo 3acTocyBaHHsI ITpenapary naiieHTam JiTHbOrO BiKy.

Jimu

He notpiOGHO KOpUryBaTu 403y IIPU 3aCTOCYBAHHI MTperapary AiTsaMm.

Crocib 3acTocyBaHHS

Tinbku 11 BHY TPIIIHBOBEHHOTO BBEACHHS Y BUTIISL iH(Y3iii.

InempyKkyii w000 8i0HO6IEHHA NIKAPCLKO20 3AC00Y heped 3acmoCySanHIM

BigHoBeHUH pO3YMH MOBMHEH OyTH Npo3opuM. He BHKOPHUCTOBYHTE PpO3UYHMH, SKIIO B HBOMY
CIIOCTEPIraroThCs HENPO30pi YAaCTHMHKH abo0 SIKIIO PO3YMH 3HeOapBieHud (muB. po3ain «Ocobmmsi
3aX0J1 O€3MEKN» ).

Binnosnenuii po3unn npenapary Jlamsene noTpiGHO BBOAMTH 3 BUKOPHCTAHHAM CHCTEMH JUIS iHOY3iil,
OCHAMIEHOT TIOMIIOKO Ta (IIETPOM 3 HU3BKHUM CTyIIEHeM 3B sI3yBaHHS OLIKIB i xiameTpom mop 0,22 MKM.
Tpusanicts iH(y3ii HeOOXiIHO PO3paXOBYBATH iHAMBILAYATBHO JUISl KOKHOTO MAIi€HTA, BPAXOBYIOUH,
1110 MaKCUMaJlbHa IIBUKICTB 1H(Y3ii, Ka Jae 3MOTY KOHTPOJIFOBATH BMICT OiJIKa, CTAHOBUTH 25 MII/TOI.
[apysis nosunua Tpusatk He MeHue S50 xpuamH. Jlikap Moxe BHOpaTH Ta NPU3HAYMTH MEHITY
IBUJIKICTh iHQY3ii, AKII0 e KIIHIYHO 0OIPYHTOBAHO, HAPUKIIA/, HA TI0YATKY JIIKyBaHHS a0o0 SKIIO B
naiienTa panime BuHHKaIU IRRs.

MeToan po3paxyHKy INBHIAKOCTI Ta TpHBAIOCTi iH(Y3il Ha OCHOBI MacW Tina mamieHTa OUB. y
po3aini «OcoOmuBI 3ax0aH Oe3IeKmn».

3 meror BuacHoro BusBieHHs IRRs 3a cranom mamienTa moTpiOHO cHocTepiraTé NIOHAMMEHIIe
IPOTArOM OJIHi€T FOIMHH TTC/A 3aKiHueHHs iHY3il — 3a1eXkHO Bi/ HOro KIiHIYHOro cTaHy Ta pilleHHs
nikaps. [lomanemmi iHcTpyKuii 1uB. y po3aini «Oco0auBOCTI 3aCTOCY BAHHS.

Inghysia 6 domawnix ymosax
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Posrnsanyti MoxaMBicTh BBeneHHs iHQY3iH mpenapary Jlamsene B JoMaliHiX yMOBaX MOMHA JUIst
NALI€HTIB, AKi 100pe iX nepeHocsTh. PileHHs mpo mepexia naiieHTta Ha iHQy3ii B JOMaIIHIX yMoBax
CJILA pUHMATH Micisl OLIHKKM 0COOUCTOro JiKaps Ta ioro pexomenariii. [lamienTam, y SKkux mijx 4ac
BBEJICHHS [perapaTry B JOMAalIHIX YMOBaX BHHHUKAKOTh peakiii, IMOB'si3aHi 3 1H(QY3IE0, BKIKOYAIOUU
peakuii rinep4yTaMBOCTI abo aHaiIakTH4HI peakuil, HeOOXiAHO HEraHO 3MEHIIHTH IMBHIKICTH
iHYy3ii a0o NpuNNHUTH npoiuec iHY3il, 3a1eKHO BI TSHKKOCTI PEaKIlil, Ta 3BEPHY THCS 10 MEJIHYHOIO
npauiBauka. Jlosa i MBUAKICTH 1HQY3IT B JOMAIIHIX YMOBAaxX MOBHHHI 3aJHIIATHCS TAKHMH X, K 1 B
YMOBaX JIIKapHi; 1X 03BOJICHO 3MIHIOBATH JIHIIIE ITi/] HATJISIOM MEJIWYHOIO MpaliBHUKA.

[Tlepen nowatkoM aomaunHix iHQY3ii 1gikap Ta/ado MeacecTpa MOBHHHI MPOBECTH BiAMOBIAHMI
IHCTPYKTaXK MarieHTa ta/abo ocodwu, sika 3iHCHIOE IOTTISIT 33 HUM.

Mimu.
[Tpodine Ge3neku 3acTocyBaHHS BeIMaHa3H aibga B KIIHIYHAX JOCIIHKEHHX, 1110 BKIKOYAIH AiTel i
HUTITKIB, OyB MOAIOHH# IO TAKOTO Y JOPOCIIUX MAIiEHTIB.

Ilepeoo3ysanna.

Hemae moBizomieHb Mpo Mepeao3yBaHHS BeIMaHa30i0 aibpa. MakCHMaIbHOI 103010 BEIMaHa3H
anbda B KIIHIYHUX JOCILKeHHIX Oy10 oHOpa3oBe BBeaeHHS 100 0auHUIB/KT (IPUOIH3HO 3,2 MI/KT).
ITin yac indy3ii uiel migBUINEHOI TO3M mHpenapary B OJHOTO MallieHTa CrocTepiramacs jerka Ta
KOPOTKOTPHBAJa (IIPOTAroM 5 rOAMH) JiuxoMaHka. Hisike JIiKyBaHHS HE IPOBOIHIOCS.

[ndopmaniro npo MeToaH JTiKyBaHHS NOOIYHHUX peakiiif 1uB. y po3ainax « OCOOIUBOCTI 3aCTOCY BAHHSA»
ta «IloGiuni peakiii».

Ilo6iuni peaxuit.

Pestome nipodisro Ge3nexku

HaiiyacTimumu moOIYHMMH PEAKIisIMH, IO CHOCTEpirajiucs MpU 3aCTOCYBaHHI Npemapary, OyJIH:
30imbmenHst Macu Ttina (15 %), IRRs (13 %), xiapest (10 %), ronosuuit 6ine (7 %), aprpanris (7 %),
nifBULIEHHS aneTuTy (5 %) i 611k y kiHiBKax (5 %).

Y GinbmocTi ni mobiuni peaknii He Oy cepitozanmu. IRRs BKitOYanu peaxuii rinepuyTiuBocTi y 3
namieHTiB 1 aHadinakroinHy peakuito B 1 mamiedra. Li peakuii xapakrepusyBanamcs JIerkuM ao
IIOMIPHHUM CTYIIEHEM TSKKOCTI.

VYeporo Oyn10 BUsBIIEHO 4 cepiio3Hi mobiuHi peakiii (B 1 marienTa — BTpara cBizoMocTi, B 1 marienTa —
roCTpa HUPKOBA HEJOCTATHICTH Ta Iie B | malieHTa — 03HOO Ta MiIBHIIEHHS TEMIIEpATypH Tina). Y Bcix
BHII/IKax Mali€HTH Oy Kaau 0e3 Oyab-sSIKHX yCKIaIHCHb.

[lepenik moOiyHMX peakitiii y hopmi Tabauii

[ToGiuni peakuii, mo BMHMKaIH B 38 MNAII€HTIB, AKi OTPMMYyBaIM BeiMaHasy aib(a B KIIHIYHHX
JIOCIIKEHHSX, HaBeleHi Hikue B Tabmuii 4. [ToGiuni peakuii kiacudikoBaHi 3a KJIacaMH CHCTEM
OpraHiB i 4YacTOTOIO IX BHHHKHEHHS 3rigHO 3 Bu3HaueHHsM MedDRA (MeanuHuii CIOBHHK
TEPMIHOJIOTIT 171 PeryasaTopHOi HisnbHOCTI). YacTora pO3BUTKY MOOIYHMX peakiliii BH3HAYAETHCS
TaKUM YHHOM: Jy3Ke yacTo (> 1/10), vacto (Bix > 1/100 no < 1/10), Hewacto (Big > 1/1000 mo < 1/100),
piako (Bix > 1/10 000 go < 1/1000), myxe piako (< 1/10 000) i HeBiTOMO (HEMOMJIHBO OIHHUTH 3a
HassBHUMU JIaHUMH ).

Tabmans  4: TloGiumi peakuii, MmO BHHAKAIM B KIHIYHHX JOCTIUKEHHAX Yy TNAII€HTIB 3
anb(a-MaHO3U1030M, SIKI OTPUMYBAJIH BelIMaHa3y aabha

Knac cucremu opranis ITobiuna peakuis Yacrora

Ingpexyii ma ineasir bakrepionociit Hesizomo
Ennokapaur Hesigomo
DypyHKYI Hesigomo
CradinokokoBa iHdeKIis Hesinomo

3 6oxy imynnoi cucmemu l'inepuyTiusicTs'! Yacto
Anadinakroinna peakiis'! YacTo
ITocunenns anetuty Yacto
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3 00Ky 00miHy peyosur ma | 3HUKEHHA all€TUTY Hegizomo
xapuysanns
Icuxiuni pozraou [IcuxoTH4Ha NOBE/IIHKA Yacto
[lopyuieHHs 3acMHaHHS Yacto
AxuTanis Hegigomo
Hetpumanns xaiy Hesijomo
lIcuxoTHynuii posian Hesizomo
HepBo3HicTh Hesinomo
Anaris'" Hesizomo
3 6oky Hepsosoi cucmemu Brpara cBinomocti'?) Yacrto
Tpemop Yacrto
CruTyTaHICTh CBIJIOMOCTI Yacrto
Cunkorne YacTto
["onoBHU# 61716 Yacto
3anaMopoYeHHs Yacto
ATakcis Hesiomo
[TaTosoris HEPBOBOI CHCTEMHU Hesimomo
CoHHBICTB Hesinomo
l'inotownis'" Hesinomo
3 60Ky opeanie 30py [lonpazuenHs oueit Yacto
Habpsik moBik Yacto
['imepemis oka Yacto
[TigBHIIIEHE CIIHO30BHIIJICHHS Hesigomo
3 boky opeanis ciyxy ma nabipunmy | I'myxota Hesizomo
3 6oky cepys Iliano3'! Yacto
bpanukapmis Yacrto
Henocraruicts aopranpHoro | Herimomo
KJlanaHa
[TigBuIeHe cepueOuTTs Hesinomo
Taxikapis Hesigomo
3 60Ky cyoun ['inoTeH3is Hesinomo
JlaMKiCTh CyTHH Hesinomo
Buigicts'" Hesinomo
3  ooky Ouxamwnoi  cucmemu, | HocoBa KpoBoTeya Yacto
opeawnie  2pyowoi  Kiimku — ma | Bijab y poToriaormi Heginomo
cepeoocminms HalpsiK II0TKH Hesinomo
CBucTsiue nuxaHHs Hesigomo
3 6ory  wnynkoeo-kuukosoeo | Jliapes [yxe gacto
mpaxmy Bmoauns'! Yacto
bijb y BepXHili YaCTHHI )HBOTA Yacto
Hynora'!) YacTo
binb y xkuBOTI Yacrto
Pedmokc-ractpur Yacto
OnuHodaris Hesinomo
3 6oky wkipu ma niowxkipnoi | Kponup’saka' Yacto
KAIMKOGUHU linepriapos'" YacTo
AHrioHaOpsK Heginomo
Eputema Hegigomo
Bucun Hesinomo

o,




WAsXI6

3 qINY KICMK0G0-M 130601 | ApTpajris Yacto

cucmemu ma cnoayunoi mkanunu | bigb y KiHIIBKax Yacto
CKyTICTb cyr100iB Yacto
Miaunris Yacro
bik y criuHi Yacto
Habpsik B JisisiHIL cyriio0iB Heaijtomo
ITiBUIIIEHHS Jokaliiol | Hesijgomo
TEMIEPaTypHu B AUISHILI CYTI00iB

3 6oxy mupox i ceuosusionux | [ocTpa HUpKOBa HeqOCTaTHiCTH' Yacro

3acaneui poziaou ma peaxyii ¢ | Jluxomanka'! Jlyxe gacto
Micyi 66e0enHs O3H06'" Yacto
bine y gingHui  BctaHosieHoro | Yacrto
KareTepa
Biguyrrs xkapy'! Yacto
Broma Yacto
3aranbHe He3aykaHHs'! Yacto
AcTeHis Hesizomo
Jlabopamopni oocnioxcenns 30i1bILIICHHS. MacH Tija Jy>xe yacto
Yurooxncenns,  ompyenns  ma | I'onoBHU# 611k MicKs IpoLeayp Yacrto
VCKIAOHEHHS npoyeoyp IHy3iliHi peakmii Hesizmomo

() Hait6ipIm ToUHi TepMiHH, 1110 CTOCYIOTBCS OmUcaHnX HiKde IRRs.
() Okpemi no6iyHi peakii, O OMHCYIOTHCS HIKYE.

Onuc okpeMux Mo6iYHUX peaKitii

Ingpy3inuni peaxyii

Y 13 % nauienris (5 i3 38 naiieHTiB), mo Opaan y4acTs y KIIHIYHHX JOCIIDKEHHSAX, CIIOCTEPIraIHcs

IRRs (y ToMy umcl rinepuyT/IMBICTb, iaHO3, Hy10Ta, OJIIOBaHHS, IMXOMaHKa, 03H00, BiAUyTTS XKapy,

3arajibHe He3/1y)KaHHs, KPOITUB HKa, aHa(1IaKToIIHa peaKilis Ta rinepriapo3). Yci BoHu Oy JIETKOro

abo MOMIPHOTO CTYNEHIB THXKKOCTI, Ta Oyno 3adikcoBaHo 2 cepito3ni moGiuHi peakuii (IUB. po3in

«®apmakoMHamika»). Yci nanientu, B skux BuHuKatH IRRs, noBHicTio Buayxanu. OuH namienT y

peecTpi anbdha-MaHO3U03y MaB CUMITTOMHM anarii, 6J1i10CTi Ta rinoToHii.

I'ocmpa nuprosa neoocmammicmeo

Y KIIHIYHHX JOCTII/KEHHSIX B OJHOTO MAllieHTa PO3BUHYJACs rOCTpAa HUPKOBA HENOCTATHICTb, KA

BB2)XA€ThCA MOTEHUIHHO MOB’S3aHOI0 3 JiKyBaHHAM. lle Oyna rocTpa HuMpKOBA HEIOCTATHICTBH

IIOMIPHOTO CTYTIEHS TSKKOCTI, 110 MPU3BEa 10 THMYACOBOTO IIPUIIMHEHHS 10C)Ii Ky BAHOTO JTiKy BaHHS
3 wmicauiB. bygo BiI3HaueHoO, 10 CyIyTHE IOBrOTPHBAJE

1 sIKa MOBHICTIO Oy/a yCyHeHa MpOTsAroM 3
JIKYBaHHS BHCOKHUMHM J03aMH i0ynpodeHy € MNOTeHUiHHEM (AKTOpOM pPH3MKY BHHHKHEHHS i€
OOIYHOT peaKiiii.
Bmpama ceioomocmi
B oznHoro nauienra cnoctepiranacs BTpaTa CBiIOMOCTI, OB 3aHa 3 J0CIIKYBaHUM JTiKyBaHHsM. Le
crajgocs 4epe3 8 OHIB micnsg ocTaHHBO iH(Y3ii Ta micns 14 wmicaumiB nikyBaHHS. 3B’S30K 3
JIOCIIJDKYBAHUM TIPENapaToM He MOXKHA OyJI0 BHUKJIFOUMTH, HE3BAKAIOUM HA TPUBATHH Mepiox Bix
OCTaHHBOT 1H(Y3ii 10 MOMEHTY BHHHKHEHHS moAil. [lauieHTka npuifinma 10 TAMH TPOTArOM AEKUIBKOX
CeKyHJ 1 OyJja N0CTaBeHa 10 JiKapHi, 1e OTpHUMala po3vuH Harpio xjaopuay 9 mr/mi (0,.9%) mis
iH(y3ii, a noTiM Oyna BUNUCaHa Mic/s 6-TOIMHHOTO CIIOCTEPesKeHHs. [lalieHTKa TpoIoBXKMIa yIacTh
y JOCIIKeHH] Oe3 3MIHH pPiBHS IT03H.
[Ipo iHWIi BMNAIKK BTPATH CBIZOMOCTI, IIOB’S3aHi 3 MPHUIOMOM Hpenapary, He IMOBiIOMISIOCH Hi B
KJIIHIYHHX, Hi B KOMEPIIHHUX yMOBaXx.

it
Himu gikom 0o 6 poxie




Beboro 5 mamieHTiB 3 anbga-MaHO3MI030M Yy Bill 10 6 pOKIB OTpUMYBaIM BelMaHasy ajibda B
KJIiHIYHOMY nociimpkeHHi. [Ipodines 6e3nexu OyB moaiOHUM 10 TOTO, 11O CIIOCTEPIiraBcs y MomnepeHix
JOCITIDKEHHSX, 3 OJJTHAKOBOIO YaCTOTO, THITOM 1 TSDKKICTIO ITOOIYHUX €(EKTIB.

Mimu eikom 6i0 6 0o 17 poxis

[Ipodine Ge3neku BenMaHa3u aib(a B KIIHIYHUX JTOCTIKEHHSIX, 10 BKJIOYATH JTiTeH 1 Mi/UTITKIB, OYB
NoAiIOHUH 10 TAKOTO y TOPOCIUX MAIi€HTIB. [3 yCiX naiieHTiB i3 alib(ha-MaHO3HI030M, SIKi OTPUMYBAITH
BeJIMaHa3y ajibda B KIHIYHUX JoCHDKeHHAX, 58 % (19 13 33) Ha nouatky BUNpOOYyBaHb Majld BiK Bil
6 10 17 poxkis.

[ToBiIOMJIEHHS MIPO MiI03PIOBAHI MOOIYHI peaKiii

Bax;11BO NOBILAOMIISITH PO Ti103PIOBaHI MOOIYHI peakiii micis peecTpaitii Jikapcbkoro 3aco0y. Lle mae
3MOr'y HOCTIHHO KOHTPOJIIOBATH CHIBBIJHOIIEHHS KOPUCTBH/PU3UK 3aCTOCYBAaHHS JIIKAPCHKOTO 3aco0y.
MenuynuM Ta ¢apMaleBTHYHHM TpalliBHUKaM, a TaKoX MallieHTaM abo IXHIM 3aKOHHHM
IpeACTaBHUKAM CJILJl MOBIIOMJISTH 1IPO yCi BUIAIKHU IiI03PIOBAHUX MOOIYHUX peakiliii Ta BiACYTHOCTI
e(eKTUBHOCTI JIKapchKOro 3acody uepe3 ABTOMAaTH30BaHy iH(GOpMaIliiiHy cucTeMy 3 apMaKoHArJIsIy
3a mocuiaaHHsAM: https://aist.dec.gov.ua.

TepMin npuaaTHOCTI.

3 pokw.

Bignoienuii po3und Juid iHy3ii

XimiyHa Ta (i3HuHa CTabIIbHICTH y Mpolieci BUKOPHCTAHHS Oysa MPOJAEMOHCTPOBaHA yIPOaOBK 24
roJauH npu temmneparypi 2—8 °C.

3 MiKp0O0610JI0Ti4HOT TOUKH 30Dy JIIKapChKHii 3aci0 MOTPIOHO BUKOPHCTATH HEraiHo. SIKIIO npenapar He
OyB BUKOPUCTAHUH HEraifHO, CTPOKHU Ta YMOBH 30epiraHHs rnepe/i BAKOPUCTAHHSAM € BiAIOBIJAIBHICTIO
KOPHCTyBaya 1 3a3BH4ail He MOXKYTh [I€PEBUIILYBaTH 24 TOIUH Ipu Temmeparypi Bix 2 1o 8 °C.

YMoBH 30epiraHus.
30epiratu Ta TpaHCHIOPTYBaTH Mpu Temreparypi 2—8 °C.
30epiraTi B OpUriHaJbHIH yIaKOBII IS 3aXHUCTY BiJl CBIT/Ia Y HEAOCTYITHOMY IS JiTel MicI.

Ynakoska.
ITo 10 Mr y ¢nakoHni; o 1 ¢gakoHy B KapTOHHIN KOPOOIIi.

Kareropis Biamycky.
3a peuenTom.

BupoOuuk.
K’e3i @apmaneytuni C.i.A. / Chiesi Farmaceutici S.p.A.

MicnesnaxoakeHHsl BHPOOHHMKA Ta aJipeca Micusi MPOBAKEHHs 0ro i IbHOCTI.
Bia Can Jleonapno 96, 43122, Ilapwma, Itanis / Via San Leonardo 96 - 43122, Parma, Italy.

3asiBHHK.
K’e31 ®apmac’torikens 'M6X / Chiesi Pharmaceuticals GmbH.

Micue3Haxo/keHHs 3asiBHHKA.
By 'on3araracce 16/16, 1010 Binens, ABctpist / Gonzagagasse 16/16, 1010 Wien, Austria.

JaTa ocraHHBOTO nepemﬁny./oz' o€ O(O/Opf &




