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IHCTPYKIIA
IS MEIHOTO 32CTOCYBAHH JIIKAPCHKOTO 3aco0y

MITJIYCTAT JI®APMA
(Miglustat Dipharma)

Cknao:

Oiloya peyosuna: MiriycTar;

1 xarcymna mictuts Mirmyctary 100 Mr;

DONOMINCHI pevosuHy; MarHito cTeapar; 060IOHKA KaICyJIU: XEIAaTHH, THTaHY miokcun (E 171);
YOpHMIIO JUIA APYKY Ha OGOJIOHIT KAIICYIIH: 3ai1i3a OKCHJ Y0PHUH (E 171), xaniio TifpOKCHIL (E
101), menax, IpOIiTEHTIIKOIb (E 1520).

Jlikapeska dopma. Kancym TBEPII.

Ocroeni izuxo-ximiuni e1acmusocmi: HEmpo30pi KarcyiH 6110ro KOIbopy, posmipom 4, 3
MapKyBaHHAM YOPHOTO KOJIBOPY «DPH02» Ha Kpuimedli Kamncymd Ta «100» Ha Xopmyci
KATICYITH, IO MICTHTH OLTHH a6o Maiike OLIAH MOPOINOK. ’

dapMaKoTepaneBTHIHA IpyHa. IIpemapaTy, IO BIUMBAIOTE Ha CHCTEMY TpaBleHHA Ta
Merabonism. PisHi Ipemapard, IO BIUIMBAIOTE HA CHCTCMY TpaBieHHA Ta MeTaboTi3M.

Mirnycrar.
Kox ATX A16A X06.

DapmaKonoziumi g1acmugocmi.
DapmakoOuHamixa.

Xpopoba [Nome 1 Tuny

Xpopoba Tomre — cmafkoBe MOPYMICHHA 0oOMiHy pEYOBHH, CIPHIMHCHE HE3JATHICTIO
pO3IMEILTIOBATH IFOKO3WIILEPaMifl, MO MPHU3BOIHTE [0 HAKOMHICHHA BOro Marepiamy y
izocoMax Ta Tommpewiit marosnorii. Mirmycrat € iHTIGITOPOM TIIOKO3HIIEPaMiICHHTA3H —
bepMeHTy, BiJNOBINANBHOTO 34 nepimit erarm CHHTE3Y Gumsmmocti rmikomimigiB. In vilro
TTEOKO3MIIIIepaMi/ICHHTa3a IPUTHIYIYETBCA MILJIYCTaTOM 3 ICso 20-37 ™. Kpim ToTO,
CKCIIEpHMEHTABHO i1 Vilro 6yio IPOAEMOHCTPOBAHO iHriGylouy Aif0 Ha HEM30COMATBHY
rnikosunmepamizasy. Iarioyoda Jis Ha DIOKO3HIICPaMiZICHHTA3Y dopmye oOTpyHTYBAHHS JULA
Teparii 3MEHILICHHS BMICTY cybcTpary Ipu XBOpoOi [ome.

OcHOBHE JOCIIJIKEHHS 3aCTOCYBaHHA MITIyCTaTy TPOBOIHIOCH Y namienTiB, AKi He MormH abo
He Gaxamw oTpumyBatH 3T (bepmenTO3aMICHA tepanis). [IpHIMEA BIIMOBH Bin ©3T
BKJIFOYQJIH TArap BHYTPLIIHBOBCHHHX iF(y3iit Ta TPyIHOLIL BEHO3HOIO JOCTYITY. 28 mani€eHTiB i3
xsopoboro 'ome 1-ro THITY JIETKOTO Ta CepeHBOr0 CTYICH TsKKOCTI OyTH BKTIOYEHI B Ie
HeropipHsUIbHE 12-MicadHe ocyipKeHns, 1 22 marieHTd Horo 3aBepuIiia. Yepes 12 wmicalis
CIIOCTEPIranocs cepe/iHe 3MEHIICHHA 06’emy medinku Ha 12,1% Ta cepeiHe 3MEHILIEHHS 00" eEMY
cenesimin Ha 19,0%. Croctepiranocs CepeliHe 3GLIBIIeH S KOHIIEHTPAIil remornobiny ua 0,26
/i Ta cepeiHE 301IBINCHHS Kinprocti TpombouuTie Ha 8,29 X 10°/;1. TloTim 18 rmaiieHTiB
TPOIOBIKYBATH OTPUMYBATH MirTycTaT 3a JMOJATKOBHM POSLIHPEHAM IIPOTOKOIOM JIKYBAHHA.
Koripigna KopHCTh Oyna OMIHEHA 9epes 24 ta 36 wmicamis y 13 mamientis. Ilicia 3 poKiB
Ge3mepepBHOrO JIIKyBaHH MITJTyCTATOM CEPEJHE 3MCHMICHHA 06'eMy OprafiB Ie4iHKH Ta
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cenesinxu cxano 17,5% ta 29,6% signosixHo. Cepenne 3G S KUTBKOCTI TpoMOOIHTIB Ta
KOHTIEHTpAL(] reMOrJI00iHy CTaHOBHIIO 222 x 10%/;1 Ta 0,95 r/an BiATOBIAHO.

V napyromy BIIKPHTOMY KOHTPOJIEOBAHOMY focipkeHH] 36 TAIieHTiB, axi orpumysam ©3T
IPOTATOM SIK MiHIMYM 2 pokiB, Oymu paHgoMi30BaHi Ha TPH TPYIH NiKyBaHHA: MPOIOBKEHHI
JiKyBaHHS IMIrJEOIEPas’0lo, iMirmonepasa y MOEIHAHHI 3 mirmycrarom abo nepexiyi Ha
mirsycrar. Lle pamnomizoBane OpiBHAIBHE JOCTIJUKEHHs TPOBOJIHIIOCH IIPOTATOM 6-MICSIHOTO
epioy 3 MONANBIIAM MPOJOBXEHHAM Tepanii Ha 18 MicsuiB, TPOTArOM AKOTO BCI TMAIiEHTH
OTPHMYBATH MOHOTEPAITIIO mirnycratom. Y mepui 6 MiCAIiB y IAI[€HTIB, TEPEBEACHHEX Ha
mirmycrar, 00’eM MEHiHKH Ta cesle3iHKH, @ TAKOXK piBeHb TeMOrIoGiny He amiEmMCs. Y AEIKUX
HAIEHTIB CIIOCTEpIranocs 3HIKCHHA KiTeKOCTI TpPOMOOIMTIB Ta T BUIIIEHHS AKTHBHOCTI
xitorpiosunasn. Ile Bkasye Ha T¢, MO MOHOTEpAIlsl MirjycraToM HE MOKE 3abe3neunTH
O/IHAKOBOTO KOHTPOTIO AKTUBHOCTI 3aXBOPIOBAHSL ¥ peix marieHTiB. 29 TAMieHTiB NOTOIHIACH
HA TIOJAUTBIIE [POIOBKECHHAM Tepartil. [TopiBHsHO 3 BHMIpaMH Hepe3s 6 MicamiB, KOHTPOIb
3aXBOPIOBAHHS HE 3MIHHBCS 4€pe3 18 Ta 24 Mmicsii MOHOTEpATIil MIrTTyCTaTOM (20 Ta 6 mauieHTIB
BiAMOBIAHO). Y HKOMHOIO MAi€HTa HE CTIOCTEPIragocs IBUIKOTO noripiments xBopoou I'ome 1-
ro THITY Iic/s Hepexoiy Ha MOHOTEPATIIO MIrTyCTaTOM.

V maBeleHHX BHINE BOX JOCITIPKEHHIX BHKOPHCTOBYBaIACA saranbHa jgobosa mo3a 300 mr
MirycraTy, pO3/jleHa Ha TpH npuifomu. JlofaTkoBe JOCHTi/DKEHHSL MOHOTepartii dyno
mposezieHo y 18 MAienTiB i3 3aranbHOI0 JOOOBOO 03010 150 Mr, 1 pe3y/ibTaTdH BKa3yiOTk HA
amyKeHHs eheKTHBHOCTI IOPIBHIHO i3 3aranpHEOI0 060800 7103010 300 M.

V BigkpuTe IBOpiYHE HEIOPIBHSJIBHE nocIipkeHHs 0yI0 BKIIOYCHO 42 maiieHTH 3 XBOPOOOHO
Tome 1 Tumy, sSIKi OTpUMYBAJIH ®3T mpoTATOM SK MiHIMYM 3 POKiB Ta Bi/NOBIANH KpUATEPLIM
CTAGUTLHOTO 3aXBOPIOBAHHS MPOTATOM K mimiMym 2 poxkis. llarieHTH Gymi TepeBe/ieHi Ha
MOHOTEpAIIIO MIlJIyCTaToM ¥ no3i 100 Mr Tpuyl HA JCHb. 06’eM medinkd (OCHOBHHH MapameTp
epeKTHBHOCTI) HE 3MiHIOBABCH Bijl BUXiJHOTO PIBHS 0 KiHISL TiKyBAHHI. V mmecTH TAIIEHTIB
NiKyBaHHA MIITyCTaTOM Gyno TepeqdacHO TPUIHHEHO Hepes MOTeHIiffHe ITOTipIIeHHA
3aXBOPIOBAHHSA, SK BU3HATCHO ¥ nocikerni. 13 TallienTiB TpHIHHIIN HMiKyBaHHA Yepe3
noGiuni peakirii. HepemuKe CEPE/HE SHIDKEHH remornodiny [-0,95 r/mn (95% I: -1,38, -0,53)]
i xiyskocti TpomGoumTis [-44,1 x 10°/ (95% ML -57.6, -30,7)] cmocrepiranocs Mix BUXiTHAM
piBHeM Ta piBHEM Ha Kigemnp gociimkerns. [[Bannarsk OXMH HamieAT 3aBepliuB 24-MicaqHE
NiKyBaHHS MIITyCTaTOM. 3 uupx 18 mnamieHTiB HA [TOYATKOBOMY eranmi Oymm B Mexax
BCTAHOBJICHNX TEPATEBTHIHHX Iineil Moo 006’ €My TIeUiHKH Ta CEeNe3iHKH, pipHsA reMOTOOIHY Ta
KiTbKOCTi TpoMGOLHTIB, a 16 [aI[EHTIB 3AIHAIMAIICS B MEKaX YCIX IMX TEParCBTHHHIX e Ha
24 micsub.

Kicrkopi mpossu xBopoGu I'omie l-ro Tumy oOmjHIOBaymcsS B 3 BiIKpATHX KIIHIMHAX
JOCTIKEHHSX Y MAIIEHTIB, SKi OTPHMYBAIIH mirmycrar y xo3i 100 mr TpuYi Ha AeHb /10 2 POKIB
(n = 72). B ob'emmanomy AHATI3i HEKOHTPONBOBAHHUX JAHUX Z-TIOKa3HUKH MiHepambHOl
minpEOCTI KiCTKOBOI TKAHHHH B HOTCPEKOBOMY Bimin xpebra Ta MMM CTErHOBOI KICTKH
AGinprIcs G Hik Ha 0,1 omurHI MOPIiBHSAHO 3 BUXIIHAM pisaem y 27 (57%) 1a 28 (65%)
[MAIICHTIB 13 MO3OBKHIMH BAMipaMH IIUTBHOCTI KiCTKOBOI TKAHHHHM. 3a Iepiofl JIKyBaHHSI HE
Gyno BUNAIKIB KICTKOBOTO KpH3Y, aBaCKyJAPHOTO HEKPO3Y 4H IIEPEITOMY -

Xpopoba Himana-ITixa Ty C

Xsopo6a Himana-Ilika THIy C — nayxe piakicHe, He3MIiHHO MpOTpecyiode 1 3pemToio
cMepTenbHe HEHpOAereHepaTHBHE 3aXBOPIOBAHHSA, IO XapaKTepu3y€eThCA DOPYIICHHAM
BHYTPIIHBOK/I THHHOTO TPaHCTIOPTY nimigis. Hespouorigri MPOsBH BBAKAIOTHCA BTOPUHHUMHA
[0 BiJHOIICHHIO [0 AHOMAIBHOrO HAKOMAICHHA rrikochinromimigip y HEHpOHAIBHHX Ta
CTiaTbHAX KIITHHAX.

Jlani, mo MATBEPIKYIOTH Gesneky Ta eHeKTHBHICTE 3aCTOCYBAHIA Mirnycraty npa XBopoOi
Himanma-Ilika tamy C, Oyma oTpuMaHi BHACIIJOK IPOCHCKTHBHOIO BiIKpUTOTO KIIHIYHOIO
HOCHiKEHHS Ta PETPOCTIEKTHBHOTO nocikerHs. Y KiIiHigHe JOCTIDKEHHS Gyiio BKIOUEHO 29
JOPOCTHX Ta HEITOBHOMITHIX Mal(i€HTIB MPOTATOM 12-MicsHHOTO KOHTPONBOBAHOIO MEpioxy,
IiCIIs YOro MPOBOIIIACS PO3IIIPEHA Teparis B CepeHbOMY 3aralbHOIO TpuBanicTio Bin 3,9 1m0
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5,6 pokis. Kpim Toro, 12 HAIHEHTIB QATAYOTO BiKy Oy BKIIIOUEH] [0 HEKOHTPOJIbOBAHOTO

JIOCIIDKEHHS 3arabHOI0 CEPEIHBOI0 TPHBAIICTIO iz 3,1 poky 1o 4,4 poxy. Cepen 41 Marienra,
BKIOGCHHX B JOCHIDKeHHs, 14 TAarieHTiB OTPHMYBAIH mirmycrar moHax 3 pokd. Y
nocTipKkeHHs OyI0 BKIIIOUCHO cepiro BUIAMKIB 3 66 MALIEHTIB, AKi OTPHMYBAH MIrjlycTaT rnosa
KTHIMHIME JIOCTIUKEHHMH IPOTArOM CEpeHbOI tpuBanocTi 1,5 poxy. OGujBi rpyms JaHHX
BKITIOUANM miTell, MUNTKIB Ta AOpOCIHX namienTis Bikom Bix 1 mo 43 pokiB. 3BHUaiiHa /1032
MirTycTary JUid JOPOCIHX namienTie cragopma 200 Mr Ha o0y i 6yra CKopuroBana BiIITOB1AHO
70 TUTOMI] OBEPXHi TiNa y JiTeH.

3araqoM HaHi TOKA3yioTh, IO JIKYBAaHHS MIrTycTaToM MOXe 3MEHIIWTH MpOrpecyBaHHA
KITHIYHO 3HAYYIMX HEBPOJIOTTIHIX CHMIITOMIB y TIALIi€HTIB i3 XBOpoGOIO Himana-ITika Tamy C.
Heo6XiHO PEeryJsipHO OLIHIOBaTH KOPHCTE Bil JKyBaHHA MINIYyCTaToOM IIOZO HEBPOJIOTTIHHX
NpoABiB y MHAieHTiB i3 XBOPOOOIO Himanma-Tlika oy C (Hampuxiag, KoxHI 6 MiCAIIB).
EdexTHBHICTD TIPOJIOBKEHHA Tepallii MirlycTaToM CIIijl TOBTOPHO OIIHUTH IMOHAUMEHIIE JCPeE3
1 pix (mue. posain «OcobruBOCTI 3aCTOCYBaHHIA).

dapmaxoxinemuxa.

®apMaKoKiHeTHYHI TNapaMeTph MirTycTary OLIHIOBATH OpH 3aCTOCYyBaHHI y 3M0POBHX
0GPOBOBIIB, ¥ HEBEIUKOI KinmbKocTi marienTis i3 xsopoboro T'ome Tumy 1, y [alieHTiB 13
xBopoboro @abpi, BlI-indikopanmx HAIienHTiB, @ TAKOXK y MOPOCIHX, MiMHTKIB 1 jiTed 13
xsopoGoro Himana-ITika Tumy C abo xBopo6oro I'omme Tuiry 3.

KineTHgHi mapamMeTpy MIriycTary 3HaXOMAThes Y MPAMO POIOPIiiiHIi 3aMeKHOCTI Bif IO3H Ta
He 3anesKaTh Bi wacy. MakcuMasbHa KOHIEHTpALlis B Ia3Mi JocsTaeThes MpHOIM3HO uepes 2
FOMWHM IicIIA 3acTOCyBaHHA. AGCOJIOTHA 6ioOCTyIHICTh He BU3HAYeHa. ONHOYACHMIA TIPHHOM
Kl 3HIDKY€ TIBHIKICTH ab6copbuii (Cpax 3HIKYETBCSA HA 36 %, a tmax — HA 2 TOJHHN), ae HE M€
CTATHCTHYHO 3HAYYIIOTO BILUIHBY HA CTYIIHB a6eop6uii mirmycrary (AUC 3MEHIIYETHCA Ha 14
%).

Buaumuit 06caT posmnoainy MiriycTaTy CTaHOBHTDH 83 1. Mirmycrar He 3B'SI3yeThCd i3 OLIKAMHU
miasMp. Mirgycrar BHBOJMTECS [EPEBAKHO HUPKaMH, IPHEOMY BHLUICHHS HE3MiHEHO1
PEUOBUHM 3 CEUCIO CTAHOBHUTH 70-80 % mosu. Teopermunuii kniperc (CL/F) cranoBuTh 230+£39
sur/xs. Cepetriii mepion HAiBBUBEICHHS CTAHOBHTE 6-7 roJuH.

I[Ticiast ogHOPA30BOrO BBEICHHS MO _mirnyerary B 103i 100 Mr 370poBHM 00POBOIBIAM, 83%
MiueHOi pedoBMHM OylIO BHSBJEHO y cedi Ta 12% — y dexanisx. [leski merabomitn Oy
BUSBJIEHI B ceui Ta ¢dekamisx. HalOinbnl mOmMupeHEM MeTaboiToM ¥ cedi GyB TIFOKYPOHIZ
MirnycTary, o CTaHOBMB 5% HO3H. Kinmesuil mepio; HamiBBHBEIEHHS MIYEHOI PECIOBHHHA Yy
asMi crapoBms 150 TOIHMH, MO BKa3ye HAa HASRPHICTh OJIHOTO 260 KiTbKOX MeTabOoMITIB i3 J1yKe
TPUBAIUM IIEPiOIOM HAILIBPO3MIATY. MeTabo7IiT, SKUii Iie 3yMOBHB, He i/[eBTH(ikoBaHuH, alle BiH
MO>Ke HAKOMMYYBATHCS T IOCATaTH KOHUEHTpaIlii, IO NEPeBUIIyIOTh KOHIIEHTpAI] MiTIycTary
B PiBHOB&)XHOMY CTaHi.

dapmaKkokiHeTHKa MIrjycTary aHANOTIYHA y JAOPOCIHX MAIIEHTIB i3 XBOPOOOIO ["omie 1 Tumy T2
namienTis i3 xpopoboro Himana-TTika THITY C y mopiBHSHHI 31 3T0POBHMHU JOOPOBOJIBIIIMIL.
Jitu.

dapMakoKiHETHYHI JIaHi BHBYAIN Y niTei 3 xBopoboto [owme 3 THITY, BIKOM BiJ 3 10 15 pokis, Ta
MatienTiB 13 XBOpoboI0 Himana-Ilika Tuny C, Bikom Bix 5 10 16 poxiB. [lozyBaHHs JIs JiTelt:
200 Mr Tpudi Ha AeHb 3 HONPaBKOIO Ha ILIOILY MOBEPXHi Tija IPU3BENO /IO 3HAYCHD Cisx 1
AUCr, axi npubIH3HO BABiYI MepeBHITYBalH 3HAUCHH, JMOCSTHYTI TicCA 3aCTOCYBaHHS N03M
100 mr Tpu4i Ha 100y y MALIEHTIB i3 xBopo6oro Iome Tumy 1, mo BifmOBifa€E 10303aIEKHIN
mimiitEif papmakokiseTnui Mirycrary. Y piBHOBKHOMY cTaHi KOHIEHTpAllisl MIrIycTary y
CITMHHOMO3KOBIH PiIMHI y IIECTH TAIIEHTIB i3 xpopoboro I'ome 3 THIy cTaHOBHIA 31,4-67,2%
BiJ KOHIIEHTpAILil y MIa3Mi.

OGMerKeH] AaHi [MOJ0 3aCTOCYBAHHS MAllieHTaM i3 xopotoro ®adpi Ta MOPYIICHHAM byHKLil
Hirpok mokasamy, mo CL/F 3HmXyeThed i3 amenmennaM QyHKIii HEpok. Xo09a KiIBKIiCTh
HALIEHTIB 3 JIETKOI Ta IIOMIPHOIO HHPKOBOIO HeocTaTHICTIO Oynna Iy HEBETMKOIO, JlaH1
CBiMATh PO MPHOIU3HE 3HUKEHHS CL/F ua 40% ta 60% BimmosiaHo MpH JETKiil Ta noMipHiii
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HHPKOBIH HeJOCTATHOCTI ([MB. PO3JII «Croci6 3acTocyBaHHS Ta IO3HN). Hani momo
3aCTOCYBAHHS IPH TKKIi HUPKOBiil HEJOCTATHOCTI oBGMeIKeHi BOMA MAIIEHTAME 3 KIIPEHCOM
Kpearuniny B Aiamasoni 18-29 MUT/XB | HE MOXKYTh eKCTPArloMIOBATHCS HIDKYC 32 MeH Jiana3oH.
[li ngami nepenbavyaroTh 3HIKCHHL CL/F npunaiimui Ha 70% y HAIi€HTIB 3 TOKKOIO HUPKOBOIO
HEJIOCTATHICTIO.
Ha ocHOBI HasBHMX JaHHX He OyIO 3a3HAYCHO CYTTEBHX B3aEMO3B’ S3KIB UM TEHICHIH MiX
(papMaKOKiHETHIHHMY TapamMeTpamu MiraycTary Ta AeMorpadidHIMMI sminpaMu (Bik, IMT,
craTh abo paca).
dapMaKoKiHeTHUH] JaHi Ji HAIEHTIB 3 HOpyMeHEaM GYHKIL MediHKH a60 y JrOfiel IIOXUIIOTO
Biky (> 70 pokiB) BiICyTHI.
Joxniniusi gani 3 Ge3nexu
OcHoBHUMH e(heKTaMy, 3aralbHAMHA AJL1 BCiX BEJIB TBapyH, O/ BTpaTa Bard Ta Jiapes, a IpH
BBEJEHH] OiNbII BHCOKMX J03 — YUIKODKCHHA cII30B01 OOOJIOHKH IUIYHKOBO-KHIIKOBOTO
Tpakty (eposii Ta pupasku). [logamsrmmmu epeKTamu, 10 CIoCTepiraloThesd y TBAapHH IPH
— sacTeecyBaHHI J03, 0 IPU3BOMATL IO piBHIB BILUIMBY JIKapChKOTO 3aco0y, OMHM3BKHX [0
KJHIYHOTO PiBHSA BIUIMBY ab0 THX, IO IOMIpHO TIEPEBHIIYIOTE HOTo, OYIH: IMIHH B JIM(OITHAX
opragax y BCiX OCIIDKCHHX BHJ(B TBapHH, 3MiHU DIiBHIB TpamcaMinas, BaKyoOIi3arlis
; [METOBMIHOI 37030 Ta IIIUIYHKOBOI 3a/03H, Karapaxta, gedpomaris Ta 3MiHH MiOKapaa y
' mypis. Lli pe3yabTaTi BBXKATUC BIOPHHHAMU 1O BiTHOIIEHHIO 0 BUCHAKEHHSA OPTaHi3My.
BpeneHHs MIrJIycTaTy camipiM Ta caMKam mypis ninii Crper-Jlyoni mepopalbHO Hepes 30HA
nporsrom 2 pokis y posax 30, 60 Ta 180 Mr/Kr/aeHp MPH3BOAMIO 0 30iNbIICHHS 9ACTOTH
PO3BUTKY Tinmepruiasii iHTepCTHIIATEHAX KIITHH A€I0K (KITHH Jlejinira) i aXeHOMH Yy CaMIliB
LIypiB TIPH 3aCTOCYBAHHI BCIX BHJIB J103. CrcreMawii BIUTHB TPH BBEIEHH] HaitHmKI0l Ho3u 6yB
HEOKUAM ab0 HOPIBHAHHHAM 3 TakKuM, MO crocTepiranocs y jmonel (Ha ocroBi AUCy) 1pH
3aCTOCYBaHHI PEKOMEHIOBAHOI MO3W AT JIOMMHH. Jlo3a, sixa HE BHKIHKAE PO3BHTOK edexTis,
IO CIOCTEpiraloThes, He Oya BCTaHOBICHA, i BIUIMB JTKapChKOro 3aco0y He 3alekas BiT J103H.

3GiIbIIeHHS YACTOTH BUHUKHEHHS IyXIHH Yy CaMIIB Ta CamOK mypiB y Oyab-sKOMY iHIIOMY
oprani, mwo Gymo 6 moB’a3ane i3 3acTOCYBAaHHSAM JIKApCHKOTO 3aco0y, He CHOCTEPIramocd.
JToCHi/KEHHs. MeXaHisMy Aii BHSBUIM A mypiB crierugigHimii MEXaHi3M, SKHH BBAKACTHCH
MaIO3HAYYIIMM JJIS JIFOHHH.

BpeneHHS MITIyCcTaTy caMIsIM Ta caMKaM vumeit Bugy CD1 mepopanbHO 9epe3 30H[ y M03aX
210, 420 Ta 840/500 MI/KI/NeHb (SHMKEHHA HO3H HEPE3 niBPOKy) HPOTAroM 2 POKIB IPU3BOAKIIO
70 36inbINEHHS YACTOTH PO3BHTKY 3allaibHHX Td rimeprIacTHYHAX YPaKeHb Yy TOBCTOMY
KHIMedHAKy B 060X crateil TBapuH. J03H CTAHOBHIM it mepepmmyBamu y 8, 16 12 33/19 pasis
MAaKCUMAJIbHY PEKOMEHIOBAHY J103Y IS JIOMAHHA (200 Mr Tpudi Ha JIeHb), 1 Oyn¥ po3paxoBaHi

.

SK CIiBBiIHOIIEHHS MI/KI/ICHB 3 ypaxXyBaHHAM [ONpPaBKH Ha BIIMIHHOCTI Y BUBEICHHI 3 KAJIOM.
KapuuHOMHA TOBCTO! KHIIKH {HOJi BUHHKAIN MPU 3aCTOCYBaHHI yCIX piBHIB 703 31 CTATHCTHIHO
JHauHuM 30iMBIIEHHSAM Y TIpymi, fKa OTpHMYyBajad Bucoxi go3m. MokHa BHUKIIIOUHATH
pelieBaHTHICTh IHX pe3yJIbTaTiB AL JIFOJUHH. 36ibIIeHHES 9ACTOTH PO3BATKY IyXJIHHH B
JOJHOMY iHIIOMY Opras, Imo 6ymo 6 mop’smaHe i3 3aCTOCYBaHHS JIKapchKOro 3acoly, HE
crocTepiramocs.

IIpu 3acToCyBaHHI MITIyCTaTy HE 6yJI0 BCTAHOBIIEHO OyAb-AKHX HOTEeHIIHHIX MyTareHHHX abo
KITacTOTeHHUX eeKTiB IIPH IPOBEEHH] cTaHJapTHOI cepil TecTiB Ha T€HOTOKCHYIHICTE.
JlocItipker s TOKCHYHOCT] TPH HaraTopa3oBoMy BBE/ICHHI /103 IMypaM MOKa3aIH JiereHepario
Ta arpodiro HACIHHEBHX KapaTBIiB. THII JOCIiPKEHHs BHABIIN 3MIHH y MOKa3HHKAX CHCPMH
(KOHLEHTpAIlisl, PYXIIBICTh i mopdomnorisa CHEpMaTO30i/iB), 10 BIAMOBIAAIOTH 3HIKSHHIO
deprmnsrocti. I1i edexTy BHHHKAIA TPH BBeeHi 03, Uil AKkuX Oymo BpaxoBaHO ILIOILY
moBepxHi Tina, MOMIGHUX O HamicHTiB, ate BOHH Oynu 0OOPOTHAMH. Mirmnycrar 3HIKYBaB
BUOKHBAHHS eMOpioHa/Iiofa y MYypiB Ta xpoymkiB. IToBIIOMIIIOCS HPO TpHUBaIi IOJIOTH,
3GiIbIICHHES BANAAKIB MOCTIMIIIAHTAIIHHOL 3aruberi mroda Ta 30UIHIIEHHS YaCTOTH PO3BHTKY
CYIMHHHX aHOMAIm# y kpomnukis. LI epexTa MOXYyTH 6yTH JaCTKOBO MOB’S3aHI i3 TOKCHYIHUM

BITHBOM HA MATEPUHCHKHH OPTaHizM.




3MiHE JraKTamii CIOCTEepiranmes y caMoK IypiB mij 9ac 1-pigHOro JOCTI/DKESHHIL. MexaHi13M
1BOT0 €deKTy HEBITOMU.

Kniniuni XapaKTepUCTHKH.

IlokasanHA.

Jlixapcekuii 3aci6 MirycTar Iliapma moKazaHmuit JUIs HepOPATBHOTO 3aCTOCYBAHHA ¥ JOPOCIHX
HamienTiB 3 xBopoGoto 'ome 1 THITy, IETKOro Ta CEPEIHBOTO CTyIEeHs TSDKKOCTI.

Jlikapenpkuit 3aci6 Mirmycrat [lipapma MOxHA 3aCTOCOBYBaTH JIUINE JJIA JIiKyBaHHS HAIli€HTIB,
JKUM HE DiIXOMUTh (GepMeHTo3aMiCHa Tepartis (muB. po3ninm «OcobIMBOCTI 3aCTOCYBaHHA» Ta
«DapMaKoJIOTi4H] BIACTHBOCTI. dapmakoquHAMIKaY).

Jlikapchkuit  3aci6  Miraycrar Jigapma TOKa3saHWH UL NKyBaHHSA IPOrPECyIOHHX
HEBPOJIOTIUHUX MPOSBIB ¥ OPOCIUX Ta mitedi 3 xBopoGoro Himana-Tlika Tamny C (auB. po3IiIH
«OCOBIIBOCTI 3acTOCYBaHAD) Ta «DapMaKoIoridHi BIACTABOCTL. DapMaKoIUHAMIKAY).

Hpomunoxasanhi.
[imepdyTIMBicTh 0 JIiF0Y0I PEIOBUHA a60 1o 6yab-AKoi 3 TOIOMDKHUX PEIOBHH JKapchKOIo

3aco0y.

B3aemodia 3 iHuiumu NiKapCbKUMU 3ac06amu ma iHuii euou 63aEMO0il.

O6MerxeHl JaHi [03BOJAIOTH MPHIIYCTHTH, IO OJHOYACHE 3aCTOCYBAHHS Mirmaycrary Ta
depMenTO3aMICHOI Tepalil iMironepason y MAIU€HTIB 13 xpopoboro ['ome 1 Tumy Moxe
OpHU3BECTH JIO 3HIKCHHA BIUTMBY Mirnycrary (B TapaieIbHOMY MOCHIPKEHHI 32 YyJacTi
HEBEJMKHX TPyl CHOCTEepiranocs MpHOIM3HE 3HIDKCHHA Coax Ha 22% Ta AUC Ha 14%). [lane
JOCTi[KEHHST TaKOX II0Ka3alo, IO MIrIycTaT He Mae a6o Mae OOMEXeHHH BIIMB Ha

(bapMaKOKiHETHKY IMIFTIOLEPA3H.

Ocobnugocmi 3acmocy6antA.

Tpemop
[Tpudmuzao 37% NAIieHTIB ¥ KIHIYHEEX XOCIIDKEHHSX i3 xBopoGoto 'ome 1 tumy Ta 58%

HAmieHTiE y KIIHIYHAX MOCTIDKCHHAX 13 xBopoboto Himara-Ilika tamy C TOBIIOMILUIM TIPO
TpeMop IIiJ] Jac JiKyBaHHL. Ipu xBopo6i [omre 1 TUIty He# TpeMop OHCYBaBCA K IIOCHJICHUMA
isiomoriuamii Tpemop pyk. Tpemop 3a3BUYai pPO3BHBABCA MNPOTATOM HEPIIOro MiCAIS
NiKyBaHHS Ta y 6ararboX BHIAJKax IMPOXOJHUB HEPeE3 1—3 micsii IpK DPONOBXEHHI JIKyBaBHI.
3a3pHUAl, 3HIKEHHS JO3U IPOTATOM ACKLIBKOX NHIB MOXE€ 3MEHIIUTH IPOSBH TPEMOPY, alle
iHoIi MOXe 3HaNOOUTHC TPUNHHCHHA Tepartii.
Posnamn 3 60Ky IUIYHKOBO-KAIIKOBOIQ TPAKTY
Posnamu 3 60Ky IUIyHKOBO-KHIIKOBOTO TPAKTy, B OCHOBHOMY miapes, crocTepiramucs y OLmbIl
Hik 80% marienTin a60 Ha IOYaTKy JIKyBaHHS a0o IepiofMYHO TIi/| Jac TiKyBaHH: (IB. pO3ILI
«ITo6iuni peaxiii»). MexaHisM, IMBHAIE 32 BCE, MoMrac B iHriOyBaHHI KHITKOBHX
IHWcaxapuias, TaKdX sK caxaposa-i3omMainbrasa, ¥ I[IyHKOBO-KHIIKOBOMY ~TPaKTi, IO
IPU3BOJUTL [0 3HIKCHHSI BCMOKTYBAaHHA XapHOBHUX nEcaxapumis. Y KIHIYHIA IIPAKTHAIIL
cHocTepiranocs, Mo po3iaau 3 60Ky MUTYHKOBO-KHIIKOBOIO TpaKTy, BUKIMKAHI MILTyCTaTOM,
BiAMOBiZamM Ha IBJUBITyaJIbHY mozudixarito AieTH (HAPHKIAJ, 3HIKCHHS CIOXHBAHAA
caxapo3H, JIaKTO3H Ta IHIIMX BYITIEBOIIB), Ha 33CTOCYBAHHS MIITyCTary MiX IpHOMaMH iXI
Ta/ab0 Ha IPOTHiapeiHi JiKapchKi 3aco0u, Taki sK Jomepamin. JleAKuM IMallieHTam MOXe
3HANOOUTHACS THMYAcOBE 3HIDKCHHS JO3H. [lamienTis i3 XpOHiuHOK Aiapeero abo IHIIMMH
criftkamu posmagamu IIKT, sxi He BIATIOBI/AIOTh HA TakKi BTPYYaHHA, CIiX 00CTEXUTH
BiTOBIAHO [0 KIiHIYHOI MPAKTUKH. 3aCTOCYBaHHS MiITlycTaTy He OINHIOBaNOCA Y [AI[EHTIB 3
TSDKKMMM  [IUTYHKOBO-KHIIKOBHMM — 32aXBOPIOBaHHAMH B aHaMHe3i, BKJFOYAIOUM 3alajbHI
3aXBOPIOBAHHS KUIIKIBHUKA.

BrnuB Ha cIiepMaToreHes
Crifi BUKOPHMCTOBYBATH HailHI METONH KOHTpalemii Imij 4Yac 3acTOCYBaHHA TKapCchKOIO
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3acoby Mirmycrar [lipapma Ta HPOTATOM 3 MicsmiB Imicasd TPUIMHEHHS 3aCTOCYBAaHHA
[Tarfi€HTaMH 4oJsoBiuoi crati. Y pasi IaHyBaHHs BAriTHOCTI, CJIil IPUIIMHATH 3aCTOCYBAHHA
nikapesKkoro 3acoby MiriycTar Jlidapma Ta BHKOPHCTOBYBATH gaiifai MeTOaM KOHTparenii
MPOTATOM HacTyIMHHX 3 MicsIiB Iepel] cupobol0 3aBariTHITH (muB. po3zimu «3acTOCYBaHHA y
mepion BariTHOCTi a60 TOXYBaHH: PYAMIO» Ta «DapMaKoyoTidHi BIaCTHBOCTI. Joxninivxi gaui
3 Gesmexu»). JlOCTiDKeHHs Ha MIypax IOKasaid, o Mirmycrar HEraTHBHO BIUIMBAc Ha
CIlepMaTOreHe3 Ta MapamMeTpH CIEpMH, a TaKkoXK sHmKkye  (epTHIbHICTE  (IMB. po3aiau
«3acTocyBaHHS y HEPIOA pariTHocTl a0 royBaHHs IPyO» Ta «DapMaKooTiuHi BIIACTHBOCTI.
JoxniHiHi nani 3 6e3meKn»).
OcobaHBi rpyIy NAaIieHTIB
Uepes o6MeXeHHH JIOCBI 3aCTOCYBAHH MirIIycTaT, MalieHraM 3 HEPKOBOIO ab0 Me4iHKOBOIO
HEQOCTATHICTIO CILA 3aCTOCOBYBATH itoro 3 obepexHicTio. IcHye TicHUI B3a€MO3B’SI30K MIX
QyHKIE0 HEPOK Ta KIPEHCOM Mirjiycrary, a CTYIiHb BIUIHBY Mirymycrary IOMITHO
3GUIBIIyeThCS Y  TAlieHTiB 3 TOKKOI0  HMPKOBOIO HEOCTATHICTIO  (MMB.  PO3JALI
«@apmakokinerukay). Ha pmamuit 9ac HEJOCTATHBO KJIIHIYHOrO JIOCBily 3acTOCYBaHHT
MIraycTary TaKuM rmamiesTaM, Ho0 HaaaTH Oy mb-sIKi peKoMeH/allii 100 JO3YBaHH:. He
PEKOMEH/YETBCS 3aCTOCOBYBATH nixapebkuit 3aci6 Mirmycrar l:[ig)apMa MAIiEHTaM 3 TSKKOIO
HHPKOBOIO HEJIOCTATHICTIO (xripenc kpeaTudiny < 30 m/xs/1,73 M°).
Xnopoba [ome 1 Ty
He mnpoBommnocsa IPAMHX JNOCTI/UKEHL  IOPIBHSHHA — 3aCTOCYBaHHS Mmirnycrary —Ta
dbepmenTo3amicHOi Tepamii (®3T) y marieHTiB i3 XBOpoOOO Tome 1 Tumy, AKki paHime He
oTpUMyBanu JiKyBaHHS. HesBaxarodu Ha L, HEMAE HKONHUX JOKa3iB TOro, IO 3aCTOCYBaHHA
Miruycrary Mae IiepeBary B eexTuBHOCTI UM Oe3leli Iepen ®3T. 3T € craHAapTHOIO
Teparieio ld HalieHTiB, sKi TOTpeOYIOTh JIKYBAaHHA XBOPOOH Come 1 Tumy (mmB. poO3Ail
«DapMakoIUHAMIKAY). EdexTrBHicTs Ta 6e3meka 3aCTOCYBaHH MirTycTaTy He OIHIOBAIHCA Y
AIEHTIB i3 THXKO0 PopMoro XBopobu ['ome.
PeKOMEH/YEThCA DPETYIIPHAN MOHITOPHHT piBBs BiTaMiHy Bz 4Uepe3 BHCOKY IOIIMPEHICTH
gedimuty BiTaMiHy Bio y narienTiB i3 xpopo6oro I'ome 1 Taiy.
[MoBimoMysIOCS TPO BHIAAKH PO3BUTKY mepudeprunol HeHpomatil y [AIiEHTIB, SKI
OTPHMYBAIH JIKyBaHHs MITIyCTaTOM, i3 cymyTHiME 3aXBOpIOBaHHAMH 260 0e3 HUX, TAKUMH SK
medinut Biramigy Bjz Ta MOHOKJIOHAJIBHA rammanaris. Ilepubepudna Helponaris, MabyTh,
yacTilme 3yCTpidacThCs y MAII€HTIB 13 xBopoGoro [ome 1 THITy HOPIBHAHO i3 3araJibHOK
[OMy/ANI€I0 NAIieHTiB. YciM panieHtaM ciIifl mpodiTe OasoBe Ta IOBTOPHE HEBPOJIOTIUHE
o0OcTeXeHHS.
VY mamienTie i3 xsopo6oio ['ome 1 THITy PEKOMEHIYETHCA KOHTPOIIIOBATH DIBCHb KUJTBKOCTL
tpoMbonuTiB. IlomipHE 3HIKEHHS KiTTBKOCTI TPOMGOMUTIB, IO HE IIOB’S3aHE i3 KpoBOTEUEIO,
criocTepiranocs y MallieHTis i3 xBopo6oro [ore 1 Ty, SKi OyIH nepeseneni 3 ®3T Ha Tepariio
MITIyCTaTOM.
Xsopoba Himara-Tlika tany C
KopucTs Bif iKyBaHHS MIrTyCTaTOM HeBPOJIOTIYHUX HPOSABIB Y HarienTiB i3 xpopoboro Himana-
[lika Tumy C cnig ONIHIOBaTH Ha peryJsipHifl OCHOBI, HAaNPHKIAN KOXHI 6 MicAIiB.
TIpooBIKEHHS Tepallil CiIiJ| IEPEerJITHYTH K MiHIMYM depe3 1 pik JikyBaBHS MIFJIyCTaTOM.
VY jleskax DAIlieHTiB i3 XBOPOOOIO Himana-Ilika tumy C, SKi OTpHMyBalnd MIrJIycTaT,
cIIOCTEPITAIOCS JIErKe 3HDKECHHSA KimbxocTi TpOMBOIMTIB, MO HE MOB’I3aHe i3 3 KpoBoTEUEO. Y
40—50% mamienTiB, ki Opamd ydacTh y KIIHITHOMY JOCTi/UKEHH], MOYaTKOBA KiNBKICTE
TpoMOONHUTIB Oyna HIDKIC HWKHBOI MexXi HOpMH. TakuM TAllieHTaM PEKOMEHAYEThCA
KOHTPOJIIOBATH KiJIbKICTH TPOMOOLHUTIB.

iTH
TloBiqoMJIAIOCS TIPO BHIMIAIKH 3HIDKCHHA TOKA3HHUKIB POCTY y ACAKHX HiTeH i3 XBOPOOOIO
Himanna-Tlika tuny C Ha paHHi# ¢asi TiKyBaHHA MiIJTycTaroM, KOJH MOYATKOBE 3HIDKCHHA
Habopy Baru MOXe COPHIMHATH a60 CYIPOBOKYBATHCS 3HIDKCHHIM TeMIiB pocTy. Y AiTeH mix
gac Tepamii JIKapChbKUM sacobom Mirmycrar Jlibapma cnmijf KOHTPOJIOBATH IOKASHUK pocCTy.
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CniBBiHOIIEHHS KOPHCTH-DU3HK CIiJl TIOBTOPHO OIUHIOBATH HA IHMBITyalbHIA OCHOBI1 I
HPAKHATTS PIIEHHS PO IPOJOBKEHHS Teparii.

3acmocysanus y nepiod eazimnocmi abo 200y6aHHA 2pyooro.

BariTHicTb

Jlagi IMOJO 3acTOCYBAaHHA MIITIyCTaTy y mepion BaritHocTi obMexeHi. JocmikeHHs Ha
TBapUHAX MOKa3alH TOKCHYHICTH LA MaTepi Ta eMOpiOHA/IUIOAA, BKIIOYAIOYH 3HIKCHHA
BIDKMBAHHS eMOpioHa/miona (JuB. po3min «{oxkmiHidH nami 3 6esnexuy). [loTeHIIAHUA PH3UK
JUISL TEOJVHY HeBimoMuid. MirmycTaT He CITiZT 3aCTOCOBYBATH IIif dac BAriTHOCTI, OCKUIBKH BiH
IIPOHUKAE Yepe3 IIACHTY.

["otyBaHHs IPYIUTO
Hepigomo, 4d BHALIAETBCA MILTyCTar i3 TPYXHHM MOJIOKOM. Jlixapcpkuit 3aci6 Mirmycrat

Tidbapma He Ci1iJ] 3aCTOCOBYBATH I/ JaC TOAYBAaHHA IPYARO.

depTHIILHICTE
Jlocmi/pKkeHHsT Ha IMypax IIOKasald, 1o MirJycTar HEraTHBHO BIUIMBAaE Ha IIapameTpu

criepMaro30igiB (PyXJIHBICTE Ta MOpP(GOIIOTiI0), THM CaMHUM 3HIKYIOUM (EepTHIBHICTE (IMB.
posinu «Oco6IMBOCTI 3aCTOCYBaHHA» Ta «JToxiniuHi faHi 3 6e30EKu»).

KoHTpallelis y Y0I0BiKiB Ta KIHOK

IMpoTusaniiaHi 3aX0AM CIif 3aCTOCOBYBATH JIHKaM peTpoIyKTUBHOro BiKy. YomoBikam cIig
BHKOPUCTOBYBAaTH HaJilHI METOMH KOHTpAIENii i 9ac 3aCTOCYBAHHA JIKAPCHKOIO 3acoby
Mirnycrar Jlibapma Ta mpoTsarom 3 MiCSAIiB TiC/s IPUIMHEHHS 3aCTOCYBaHHA. (JIMB. PO3ALTH
«OCOBIMBOCTI 3aCTOCYBAHHAY Ta «JlOKIiHIuHi JaHi 3 Ge3neKn).

30amuicms GNAUSAMY HA WEUOKICMb peakyii npu KepysanHi asmompaHCnopmom abo iHWUMU
MEXAHIZMAMU.

Jlixapcekuit 3aci6 Mirmycrar [lipapma Mae HE3HAUHWH BIUIMB Ha 3/aTHICTH KepyBaTH
TPaHCIIOPTHAMHK 3ac00aM¥l Ta NPAIfOBATH 3 MexanizMamu. [ToBigoMIsIoCd PO 3alIaMOPOYECHHES
AK [IpO TOINMpEHY MOGIUHy peakuifo, TOMY fAIliEHTaM, y SKUX paHIlle TPamysIHcs BHIIAIKHA
3aIlaMOpOYEHHsI, HE CIIil KepyBaTH aBTOTPaHCIIOPTOM aGo IpaIfoBaTy 3 IHIMMMY MEXaHI3MaMH.

Cnocib6 3acmocysanta ma 003u.
Tepamito JnikapcbkuM 3acobom Mirmycrar Jlibapma Mae MOpH3HAYATH JiKap, SKMA Mae
BiXmoBimHMIA HOCBiA JTiKyBanHS xBopoGH [ome a6o XBOPOOH Himana-ITika temy C.

EOS YBaHHS5

Hozveanns 1ikapcbko2o 3acoby npu xgopobi oute 1 muny
Llopocni
PekxoMeHIOBaHA CTAPTOBA 1032 JUIA JIKYBaHHI JOPOCIHX mamnieHTiB i3 xBopoboro I'ome 1 Tuiry

craroBuTh 100 Mr 3 pasu Ha 700y.
JlesikiM TallieHTaM Hepe3 Jiapeio MoXe 3HAMOGUTHCS TUMYACOBE 3HIKEHHA no3d fo 100 mr

1 a6o 2 pasu Ha 100y.

Tosysanus nikapcbko2o 3acody npu xeopobi Himana-ITika muny C

Iopocni

PeKOMEHIOBAHA 1034 UL JIKYBaHHS JOPOCIMX MAIl€HTIB i3 xBopo6oro Himana-Ilika tamy C
cranoButh 200 Mr 3 pasu Ha J100y.

Jimu

PexoMeHIOBaHA f03a JUIA mitedl BikoM Bim 12 pokis i3 xBopob6oro Himana-Tlika tumy C

cranoBuTh 200 Mr 3 pasy Ha 100y.
Pe>xiM 03yBaHHA TiTSM BikoM 10 12 POKIB CIIIA KOPHTYBATH 3aJIEKHO BiJI IJIOIII IIOBEPXHI Tila,

AK TOKa3ago y Tabmumi 1.

Tabmuanus 1

ITnoma noBepxHi Tijia (’_M“}') PexoMeHI0BaHA 1034
> 1,25 200 mr 3 pasu Ha 100y

A%




> (0,88 -1,25 200 mr 2 paszn Ha 100y

>(,73 -> 0,88 100 mr 3 pasu Ha Jo0y

- >0,47-0.73 100 mr 2 pasu Ha 100y
<0,47 100 mr 1 pas ra 500y

JleaKuM TIAL{i€HTaM Yepe3 Aiapero MOXe 3HAJ0OUTHCS TUMYACOBE 3HIKEHHS JIO3H.

KopycTh Bil 3aCTOCYBAHHS MIIIycTaTy Ml narienTa CIif PeryIspHO OLIHIOBATH (UB. pO3IiI
«OcoBIMBOCTI 3aCTOCYBAHH).

Ocobnugi 2pynu nayicHmie

[TanieHTH JITHEOTO BIKY

JTocBiz 3aCTOCYBAHHS MITIyCTaTy Hali€HTaM BixoM crapmre 70 pokiB BiICyTHIM.

HupkoBa HEIOCTATHICTE

dapMakOKiHETHYH] J[aHi BKa3yIOTh Ha TiIBAIIEHy CHCTEMHY JiI0 MirjycTaTy y HauieHTiB i3
HIPKOBOIO HEOCTATHICTIO. VY HAli€eHTIE 31 CKOPHTOBAHUM KIIPEHCOM KpeaTHHiHY 50-
70 Mi/x®/1,73 M* BBEICHHS JIKApCHKOTO 3aco0y CIi MOYHHATH 3 I03H 100 mr 2 pa3u Ha 100y
Juist manienTis i3 xsBopoboro [ome 1 THIy; Ta 3 TO3M 200 Mr 2 pazu Ha 100y (3 HOUPABKOK Ha
IJIONLY TOBEPXHi Tifa y MAIieHTiB BIKOM JO 12 pokie) mamieHTaM i3 XBOpoOOIO Himana-ITixa
Ty C.

V mamieHTiB i3 CKOPHIOBAaHHM KIIPEHCOM kpeatuniny 30-50 mn/xs/1,73 M® 3aCTOCYBaHHS
nikapcekoro 3acofy Cli NOYMHATH 3 A03H 100 mr 1 pas Ba 106y Ui JIKyBAHHS NAli€HTIB i3
xpopoboto ['ome 1 Ty Ta 3 A03H 100 mr 2 pasu Ha 100y (3 MOIIPABKOIO HA ILIOMTY [IOBEPXHI
Tina y manientis Bikom o 12 pokiB) Ui JNiKyBaHHS [AIieHTiB i3 XBOpoOOIO Himana-Ilixa THITY
C. 3acrocyBaHHS IIKapchKOro 3acody y [AIi€HTiB 3 TSHKKOIO HHPKOBOIO HEJOCTATHICTIO
(xmiperc kpearusiny <30 Mir/xB/1,73 M°) He PEKOMEHIYETHCS (THB. PO3JLITH «OcobmmBocTi
3acTOCYBaHHA» Ta «DapMaKOKIHETHKAY).

[TeuinKOBa HEOCTATHICTD

3acTOCYBAHHS MITJIyCTaTy HE OLIHIOBAIM Y HAILEHTIB i3 HopyIeHHsM GYHKIIT TeTiHKHA.

Croci6 3acTocyBaHHs

Jlixapcekuit 3aci6 Mirmyctar Jidpapma 3aCTOCOBYETECS NEPOPATHHO.

Jlikapcekuit 3aci6 Mirmycrar Jidpapma MOXKHA npuitMaTH He3a/leXHO BLI IPAHOMY i

imu.
EdexTuBHICTS 3aCTOCYBaHHA mirnycrary aitse Bikom Bix 0 o 17 pokis i3 xBopoboro ['omre
1 Tuny He BcTaHOBIeHA. Jlani BifCyTHI.
JlocBi/ 3aCTOCYBAHHS MITTyCTaTy MITSIM i3 xBopoboro Himana-Ilixa Timy C sikom 10 4 POKiB
o6MeKeHIH. PexuM I03yBaHHS IITSM i3 XBOpoGOIO Himama-TTixa Tamy C Bikom Big 4 /10 12
POKIB CIiJl KOPHIYBAaTH 3aJIEKHO Bill IUIONi ITOBEPXHi TiJiA.

Ilepeoosysanna.

CuMnToMu

TocTpUX CHMITOMIB IEPEO3yBaHHS HE BHABICHO. [lig "ac KTHIYHEX XOCTiIKEHh MITIyCTaT
3actocoByBamy BIJI-IO3MTHBHMM TAll€HTAaM B N032X JO 3000 mMr Ha mo0y IIPOTAroM INECTH
wicsmis. [To6iuui peakiii, IO CIHOCTEPIralucs, BRIl rpaHyJIOLHUTONEHIIO, 3aITaMOPOTCHHS 1
napecresiro. Jlefikonenis Ta HelfTponeHis TAKOXK CIIOCTePiramics B aHasoTidHiil rpymi MallieHTIB,
sxi orpumysami 800 Mr/noby abo BHIILY 103y

JlikyBaHHd

V BHnaiKy Iepeno3yBaHHs peKOMEH/I0BaHa 3araibHa i ITpAMYIOYa Teparlis.

Ho6iuni peaxyil.

Saraneauil npodins He3nexn

[lix dYac KIHIYHEX OCHKEHB 3aCTOCYBAHHA Mirmycraty, HaHJacTilIFMH MoOIIHUMHA
peakIiiaMu, TIpo gKi TIOBimOMIISIIOCH, OyIIH Jiapes, METeOpu3M, 6116 y JKHBOTI, BTpata Bard Ta




Tpemop (IMB. PO3ALI «OcobmaBocTi 3acTocyBabHsAy). HaHOLIBII IIOIIMPEHOO CepHO3HOIO
MOOIYHOK PpEeakIielo, 3apeecTPOBAHOIO minm wac 3acTOCYBaHHS MIrIycTatry y KJTIHITHUX
JoCipKeHHsAX, Oyna nepupepudna Heitponaris (JMB. PO3ALI «OcoBIMBOCTI 3aCTOCYBAHHSY).

V 11 KTiHIYHEX JOCTIDKEHHAX 3a PI3HAMH TOKa3aHHsAMH 247 DAiEHTIB OTPHMYBAIH JIKYBaHHS
mirmycratom y mo3ax Big 50 0 200 mr 3 pasu Ha 00y, y CEpeiHROMY MpOTATOM 2,1 poky. 3
ux nanienTie y 132 Gyna xsopoba lomre 1-ro Tumy, a y 40 — xsopoba Himana-ITika tamy C.
TTo6iuni peakiii, Sk mpaBuio, GyJM Bij JETKOTO IO CEPEHBOrO CTYTIEHs TSDKKOCT] Ta BHHHKaIH
3 0JIHAKOBOIO YAaCTOTOIO /U1l PI3HUX MOKa3aHb i mo3yBaHb.

Ta6auuauii mepesik oOIYHIX peaKiiii

TTo6iuni peakmii 3a pe3ynbTaTaMu KIHIYHEAX JOCTIDKEHb Ta CIOHTaHHHX OBiIOMJIEHB, - IK1
pruHEKaIM y >1% DauienTis, HaBencHI B taGmmmi 2 Huwkde. loGiumi peakuii posmosineHi 3a
KJIacaMM CHCTEM OpragiB i 4acToOTOIO (IyXe 4acro: = 1/10, wacto: sim > 1/100 mo < 1/10,
HegacTo: Bix > 1/1000 o < 1/100; pimko: Bix > 1/10 000 po < 1/1000; myxe pinko: < 1/10 000).
V ko>KHil rpymi gacToTd MoGiuRi peakiii IpeACTaBIeH] B MOPAAKY 3MEHINCHHS CepHo3HOCTI.

Tabmans 2
3 boky Kposi ma NimpamuiHol cucmemu
Yacto TpoMOOLUTOIEHIS
3 6oky 0bminy peyogun, memabonismy
Iy>xe yacTo Brpara Bary, 3HIKEHHS alleTATY
3 boxy ncuxixu ’
Yacto Tlenpecis, 6e3COHHS, 3HIKECHH mibimo
3 6oxy Hepsogoi cucmemu
JlyxKe 9acTo Tpemop
Yacto Ilepudepuana  HeHpomaris, aTaxcif, amHe3id,

TIapecTesis, rimecTesis, FOJIOBHIM 6116, 3aIIaMOPOYEHHS
3 6oKY WAYHKOBO-KUUAKOBO20 MPAKNTY
Hyaxe wacTo liapest, MeTeopH3M, OLIB ¥ AHBOTI
Yacro Hypmora, OmoBaHHs, 37yTTs/MCKOMGOPT Y  KMBOT,
3aI10p, AUCIIEICiS
3 boxy onopHo-pyx060i cucmemu ma CRONIYYHOT MKAHUHU

YacTto M's30Bi criazmu, M'g30Ba CIaOKIiCTh

3azanvui poznadu ma peaxyii y micyi 66€0€HHA

YacTto Broma, acTeHis1, 03HO00 1 He31yKaHHA

JlabopamopHi noKa3HUKU

YacTto BimxumenHs BiI HODMH  IOKa3HHKIB HEpBOBOI
IPOBILIHOCTI

Omxc OKpeMAxX Mo0IYHIX peakIii

Brpara Baru Oyna 3apeeCcTpoBaHa y 55% marienTis. HaifyacTime Ie#l IPOsB CHOCTEPIraBcs y
nepiod Mix 6 i 12 MicsmsaMu Tepaii.

3acTocyBaHHs MIrTyCTaTy OCIIPKYBANoCs 3a MOKa3aHHAMM, KOJIM TEBHi IposBH (IO AKI
noBiZoMIUIOCS AK Tpo HoOiuHI peakiii), Taki SK HEBpOJIOTidUHI Ta HeHponcUxXOIOTivH1
CHMIITOMI/O3HAKA, KOTHITHBHA JUCQYHKINA Ta TpOMOOIUTONEHIS, TaKOX MOL/IH 6yt
06yMOBJIEHI OCHOBHUMH 3aXBOPIOBAHHAMH.

TTosidomnenusa npo nido3pioeani nodOIuNi pearyii.

[loBimoMieHHs Tpo MOGIuHI peakmii MCd peecTpartii JTiKapchKOTO 3ac00y Mae BaKIHBC
sHageHHs. Lle [ae 3MOTy IPOBOJMTH MOHITOPHHL CHIBBiJIHOIICHHS KOPHCTH/PH3UK IIPH
3aCTOCYBaHHI I[BOTO JIKAapCHKOTO zacoby. MenuunuM Ta (QapMareBTHYHAM IpaliBHAKaM, a
TaKkoXX TIarmieHTaM abo iX 3aKOHHHUM IPEICTaBHHUKAM CIIiH MOBIOMIIATH TIPO yCl BHIAJKH
[1i/103pIOBAHUX IOGIYHAX peakmii Ta BiZCYyTHOCTI €(EeKTHBHOCTI JIKapchKOIo 3acoby dyepes
ABToMaTH30BaHy  iHGopMamidHy  CHCTEMY 3 (apmakoHarmsamy 32  IOCHIAHHAM:

https://aisf.dec.gov.ua.

,(b




A¢

Tepmin npudamuocmi. 5 poKiB.

Vmosu 36epirapns. He motpebye creniaibHIX TEMIEPATYPHUX YMOB 36epiraHss.
36epiraTi y HENOCTYIHOMY [UIst Ted MicIi.

Ynaxoska.
84 xamcyau B yMaKoBIfi: mo 21 Kamcyni y 6rictepi, mo 4 GiicTepy iHTErpOBaHUX y KapTOHHHH

KOHBEPT.
Kareropis Bimnycky. 3a pelienToM.

Bupo0HuK.
Jommens ®apmageyrii C.p.1./Doppel Farmaceutici S.r.1.

MicIe3Haxo/pKeHHsl BHPOGHUKA T2 ajipeca Micls NPOBa/LKeHHA HOro NisILHOCTI.
Bia Boxrypso 48, 20089, Kyinro me Crammi —Po33ano (Minan), Itanis / Via Volturno 48,

20089, Quinto de’ Stampi — Rozzano (Milano), Italy.

3agBHHUK.
Amsmena ®@apmackiotikanc Al / Almeda Pharmaceuticals AG.

MiciesHaxoaKeHHsI 3asiBHHKA.
Hammmrpacce, 19, CH-6300, Iyr, [I[Beitriapis/ Dammstrasse 19, CH-6300, ZUG, Switzerland.

I[aTa OCTAHHLOI'O NePEerasaay.



