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V1.2 EneMeHTH pe3ioMe 103 FPOMAaAChKOCTI
VI1.2.1. Ornga enmigeMiontorii 3aXBOPIOBAHHA

Cnanxosa THposuueMis Tuny 1 (['T-1) € piakum reHeTHUHHM 3aXBOPHOBAHHAM, HA AKE CTPAKIAE
MeH 33 900 nauieHTiB B cBiTi. Lliew XBopo6oio ypaxeno mernr 3a 1 na 100 000 HOBOHAPOKCHHX.
I'eseruunuit nedext y miTel, HAPOIKEHUX 13 LIMM 3aXBOPIOBAHHAM, MPH3BOAUTE 0 HE3AaTHOCTI
PO3ILEIIEHHA dMIHOKHCIOTH THPO3HHY, PE3yNBTATOM YOI € HAKOIMYEHHS TOKCHYHHMX MOOIMHIX
IpoAyKTiB. MeTabomiTH yUIKOIKYIOTE TKAHHHH NEYiHKH Ta HHPOK, HACTIKOM Y0To € MediHKORa
HEIOCTATHICT Ta CHHIpoM (MaHKOHI i3 MOCHIAYIOMHM IOM’AKIIEHHAM KiCTOK B pPaHHBEOMY BilIi.
3rozoM 1E IOpYIEHHS MOXKe CIPHTHHUTH PO3BHTOK PaKy HEUiHKH.

V1.2.2 Pe3ioMe pe3yabTariB JlikyBaHHA

EdekTusnicts 3acrocysanna npemapary Opdaine B 38’s3ky i3 [T-1 Oyna npoaeMOHCTpOBaHa
Ofpa3y MiCls INOYaTKY HOTO BHKOPHCTAHHA B KIiHIMHOMY fAocHiipkeHHi B 1991 poui. Jlo
BIpOBaLkeHHs npenapary Opdasun ¢papMakonoriuia Tepamis B 3B’A3Ky i3 IHM 3aXBOPIOBaHHAM
Oyna BincyTtns. JlikyBaHHS noJsrano nuine B O6GMEXCHHI CHOXKHMBAHHA 3 DKEIO (beHINananiny Ta
THPO3HHY, HACMiIKH 3aXBOPIOBAHHSA 3aJIEXaIH BiJl BiKY MIOJHHH HA 9ac NOSBH NEPIKUX CHMITOMIB.
JanumMu MDKHApOJHOTO ONMUTYBaHHSA {(van Spronsen ta CIIiBaBT. 1994) 6yno mponemoHcTpoBaHoO,
1o fimie 29% miTelt 3anMIIATMCh XHBHMH MICIA ABOX POKIB Y BHIIAKY PO3BHTKY T'OCTPOI HUPKOBOT
HEJIOCTATHOCTI y Billi 70 nBOX MicsuiB (roctpa ¢opma). JUIs mamieHTiB, Y AKHX TpPOSBH
33XBOPIOBAHH CIIOCTEPITAINCh Y Bl Bil JBOX N0 IIECTH MicAuiR (migroctpa opma) MOKa3HHKH
JBOPIYHOI BKHBAHOCTI OY/IM BHINHMH, Ta CTAHOBHIH 74%. ITpuarnamu cMepti 6yiu, nepeBaxHo,
Me4iHKOBA HeJOCTAaTHICTL (67%), pak neuinku 917%) ta PECIipaToOpHa HEAOCTATHICTh BHACIIIOK
He#pouoriuroro ymkomkenus (10%). Jina nauieHtis, y AKMX IposBH 3aXBOPIOBAHHA I0ABUIIACE Y
Bini micns 12 micaAuis (xpoHiuea ¢Gopma) IPOrHO3 € HinbI CHPUITIHBUM, 96% TakuX HAMEHTIB
3aTMIIANHCD JKMBHMU Yepe3 [Ba POKH. MeHIe 3 THM, JOBrOTPHBANA BHXXKHRAHICTD € HAI3RHMYARHO
PLIKOIO.

Opanut € €IHHUM He XipypriyeuM BUAOM JIKYBAaHHS HasBHMM Hapasi Ans namienTia 3 ['T-1. Aas
HALIEHTIB, AKi OTPHMYIOTh OPQENHH, TyKe BHKIHBO JOTPHMYBATHCh JUE€TH 3 HH3LKMM BMICTOM
dbeninananiny Ta THPO3HHY, IS IOTEPEKEHHS T ABHILCHHA PiBHSA THPO3HHY B CHPOBATIIi KPORi Ta
nocniayoqaux npobiem 3 Goky oucit.

VI1.2.3 Hesizomi nani moao edexTrpHOCTI JiKyBaHHSA

Bik yciX nauieHTIB, BKJIIOYEHHX [0 KIIHIYHHX Aocnikenb, OyB MeHWHM 3a 18 pokis. Y
nocnimkenri NTBC mani mozo pacoBoi Ta eTHiumoi npuHanexsocti He peecTpyBaH, OTHKE,
BIACYTHI JIaHi A5 JEMOHCTPALi] PisHHII eeKTHBHOCTI Ta Ge3MeK| IS [aLieHTiB PI3HOI ETHIYHOI
Ta PacoBOI IPHHANEKHOCTI.
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Opdanun
[L1an ynpaBliHHEA pU3HKaMH, peaakmid 5.1

VI1.2.4. Pe3roMe npo.iem Gesmexu

Baxnubi igenTrdiKoBanl pH3HKH

Pusux

1lfo Bizomo 3ano6ixkui 3axoan

Bucoxuii piBeHb
AMiHOKHCIIOTH THPO3HHY

Ocxineku Opdamuy ivribye posman
aMIHOKHCIIOTH THPO3HHY, PpiBEHb
THPO3HRY B KPOBI 3pOCTATHME.

YciM manieHTaM i AOTPUMYBATHCL
JICTH 3 HH3LKHM BMICTOM THpO3MHY.
Heobximuuif perynspuuii koHTpoIb
BMICTY THPO3HHY.

IMopywrenns 3 Goky ouei,

IlinBumennit piBeRb aMiHOKHCIOTH|YCiM NALEHTaM CITi JOTPUMYBATHC

3yMOBJICHI BHCOKMM THPO3HHY MOXE MPU3BECTH JO|Ji€TH 3 HU3BKHM BMICTOM TUPO3HHY.
BMiCTOM aMIHOKHCIIOTH|yTBOPSHHS KPHMCTaNiB THPO3HHY B{HeoOXimHMii perymapHHH KOHTpONb
THPO3HHY ouax. HasBHa indopmanisa cBiT4NTH BMICTY THPO3MHY.
npo Te, mo ue npopymeHHs e¢|llampentam  cnim 3BaxkaTH  Ha
3BOPOTHHM, #AKE€ 3HHKa€ MICIA|[CHMIITOMH 3 OOKy ouYel, Takmx, fK
3HHMEHHS PIBHA THPO3MHY. cBepOix abo NouepBOHIMHA OYeH.
3HHKCHHA KIIBKOCTI(3HIDKEHHS KiNbKOCTI  meitkonutis|Heo6xinmuii peryaspHuii

JIEHKOLIMTIB

IOTEHIIHHO  30iMbInye
IHpeKUifHIX 3aXBOPIOBAHD.

PM3HK|MOHITOPHHI PiBHS JIEHKOLMTIB.

Baxousi moTeHIIHHI pH3MKH

Puzuk

Illo Bigzomo (y Tomy umenai o6rpyHTYBaHHS, 90MY BBAKAETHCH
HOTEHLiHHHM PH3HKOM)

Bincythicte eQekTHBHOCTI

Bincyrnicts  edexrtuBHOCTI nDpemapaty Opdaise  po3rIALal0TH, SK
BAXUIMBHE NOTCHUIMHMH DPU3HMK, OCKIIBKM L€ MOXE NPH3BECTH [0
CEpAO3HUX HACTIIKIB, BIIKYHO i3 PakoM MEYiHKH, LIO € MOTEHIHHHO0
[IPHYMHOIO IETATLHOTO HACIIAKY.

Ilopyniennss po3BATKY 7Ta
KOTHITHBHI pO37a1H

Hani, naBeneHi B IHAMBiAyanbHMX MOBIIOMIEHHSX T4 CTAarTAX B
TITEPATYPHHUX JUKEPENAX, CBIAMATH MPO Te, MO BHCOKHI piBeHb THPO3UHY
MOXKC NpPU3BECTH 1O MOPYLIEHb DO3IBHTKY T4 KOTHITMBHMX PpO3JaiB,
BKJIIOYHO 13 CHHAPOMOM AebiluTy yBard, MOPYIUEHHAM 34aTHOCTI 10
HABYAHHA TAa 3aTPHMKOK> PO3YMOBOTO PO3BHTKY. MeHIle 3 THM, AaHi €
0OMEXeHUMH, BIACYTHIH BHCHOBOK LIOZO PO Mpenapary Opdanun 1a
MiABHIUEHOTO PiBHA THPO3HHY Y PO3BUTKY UHMX CHMIITOMIB, OTKE, Hapasi
ug npobaema knackhikoBana, K BAXJUIMBUH MOTEHIIHHHUI PU3HK,

TokcHuHHHA BIUIUB HA mIig

[aHi wWono TOKCHYHOrO BIIMBY HA MAIA Y BHNAAKY OPHAOMY KIHKOK
npenapaty OpdaguH B nepiox BariTHOCTI € ayke OGMEXEHHMH,
3MACHIOIOTE NOJAIBIIMA NOCTIHHMEA 30ip NAHHX 3 METOK TOYHIMIOro
BH3HAYEHH: LBOTO [IOTEHLIHHOTO PHU3KKY.

3acTOCYBaHHA JKIHKAMM B
Nepioa ronyBaHHA [PYIUIIO

Uu nortpamnse HiTU3MHOH B TIpydHE MOJOKO IIOJMHM, HEBiIOMO. B
AOCNIKEHHSX HA TBapHHAaX OylH NpojeMOHCTpoBaHi  HeGaxaHi
MOCTHATANbHI €EKTH BHACAIAOK OTPMMAHHA HHTH3MHOHY 3 MOJIOKOM.
Omxe. MarepsM, sAKi npuiiMaroTs HITH3HHOH, He ciin TOOYBAaTH IPYLIIO,

OCKiNIbKM PH3HK JUI3 HEMOBIIATH BHIITIOUEHHM GYTH He MOxe (auB. po3mini
4.3 1a 5.3).

_ i BIANOBIBAE OPHUTTHANTY
O3 «DAPMATE g

7630 JTeci Ykpaitku 7.8 oQi
‘ , 0ic 2
n U1133, m.Knig, VKpa]'Ha(D

77

ka 593 145




Cobi

Bincyrns indopmarria

"
Opdannn
IInan ynpapninns pusukams, pegakuis 5.1

Puank

o sigomo (y Tomy umcai OGTPYHTYBAHHS, “OMy BBAKACThCA
MOTEHUIHHHUM PH3IHKOM)

Bzaemonis 3 peuoBHHaMH,
31ATHHMH aKTHBYBATH a6o0
TIPUTHIYYBATH i30()epMEHTH
CYP3A4

Y HocaifKeHHAX Ha KIITHHAX MEYiHKH IOAHEH 6YII0 NPOIEMOHCTPOBAHO,
o MetabomivHe npenapaty OpdaaiH 4acTKoBO BiIOYBAETLCA 33 Y4aCTIO
i3opepmentie neuinkn CYP3A4. Lle o3Hauae HagBHICTh PHIUKY TOTO, IO
TiKapchki 3acobM, AKki BluMBaloTe Ha i3odepmeTH CYP3A4, 3jarwi
BILIAHYTH 1 Ha NEpeTBOpeHHA npemapary OpdaaMH B Opranizmi.
MoxausicTs  B3aeMoail  knacupikoBano, fK B&XJIHBY  BIICYTHIO
in(opMmauiio, OCKITLKR JOCTIDKSHHA JliKapehKol B3aeMOIii He POBOIMIH,
HasBHI JIMIIe OOMeXeHi JaHi, OTPMMaHi VA TAUIcHTIB, AKi NMpUAManH
Opdanun.

3actocyBaHHs B Tepanii
TALIEHTIB [TOXHIOTO BiKy

Koaen maniesT moxmnoro BIKy (mauicHTH BikoM mowan 65 POKIB) He
orpuMyBap OpdairH, OCKIIEKH € dy)e Malo DAIi€HTIE TOXKIOTO BIKY 3
I'T-1, i yciMm muM 6yno mpoBeneHO TpPaHCILIAHTALIK NEYiHKH, WO i
sabesneumno im BmxutH Ge: npemapaty Opdaams. Hapasi =e
ineaTudikoBani crneunQiuHi pH3MKH, acolyioBami i3 3aCTOCYBaHHAM
npenapaty Opdianus B Tepanil naLieHTiB OXMIOTO BiKy.

3acTOCYBaHHA B 1Epiof
BaTiTHOCTI

Hapasi 3actocyranmns npenapatry Opdamun B nepion BariTHOCTI He
pexoMenyiosane. Jlani moso 3acTocyBanns npenapaty Opdaanu B nepion
BATITHOCTI Hapasi € mie Ayxe OOMEKEHHMH, 3iHCHIOIT MoaanbIIuii
NOCTiiHMi 36ip MaHMX 3 METOK TOYRIMIOro BH3HAYECHHS, YH ACOIIHOBAHI
Oyxp-siki PH3HMKH i3 3aCTOCYBaHHAM HpenapaTy Opdamnn B mnepion

BariTHOCTI y BUnaakax abcomorrol HeoGXinHoCT.

VL.2.5 Pe3rome 3axoniB 3 minimizanii pusukis ais koxmnoi npobJiemMn Ge3nexn

Honarkosi 3axoau 3 MiHiMi3alii pU3HKIB, aconiifoBanux i3 3aCTOCYBaHHAM Mmpenapaty Opdanuy, He

ineHTHdIKOBaH].
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Opdramuu

[Inan ynpaBmiHHs pusukaMu, pegakuis 5.1
V1.2.6. 3anuianoeani aocnivkenns, Bkasani y niuani nicaspeccrpaniiinoi pospo6ku

[lepenix nocmimxens, nepeabaueHAX IUIAHOM IIiC/1A peecTpallilinoi po3poGku

Jocaigxenns/saxig Merta JlocaiKyBaHa Craryc JaTa Hajanusa
(BKJIIOYAIOYH HOMEp npobnema NPOMIKHHX i
AOCTITKEHHSA) Oesnexu/eeKTHBHOCTI 3AKJII0YHOr0
3BiTIB
JocnimxkeH s
Sobi. NTBC-005: ; .
; G 36LIBIIEHNM piBEHL
He IHTEpBeHIifiHe
. THPO3KMHY, Ilopymienus 3
A0OpOBLILHE 6ok oprad 30
Jocnimkenus PASS y ~oprady PY L
. o . acoriioBaui 13 ITpomixHi 3BiTH
He inTepBenmiline micns ; .
o TIMIEPTUPOZHHEMIEID, B PO3b
peecTpatlifine . : )
. BincyThicTs 3alJIaHOBaHi Ha
JOCHITKEHHA Oesnexu : .
i Hocmimkenns |edekTuBHOCTI, PO3BHTOK 2015, 2016,
(PASS) nmns  ouiHkm “ ;
" AOBroTpHBajol (paky neviHKH, Possurok|[ipogoskyernca (2017, 2018,
JOBroTpHBanoi  Oesmexu : \ .
Oezmexn 1HmHX 3I08KICHUX 2019 pik.
3aCTOCYBAHHA TIpeTlapary : L
: . HOBOYTBOpEHb, PO3BHTOK DinaneHui 3BIT
Opdagnn B 3B'43KYy i3 : : :
KOTHITHBHHX  pO3JIaiiB, JOCTUTKEHHA —

riIEPTHPO3HHEMIEIO THITY
I (I'T-1) y nauienTis, ki
OTPHMYIOTb  CTaHJIAPTHY
KITIHIYHY J0IIOMOTY.
Kareropisa 3.

3acTocyBaHHS B Tepamii
KIHOK B nepioxn
BAriTHOCTI Ta roAyBaHHA
Ipyano.

kBiTens 2020,

Kozue 3 BuLIE3a3HAYEHHX XOCIIUKEHE HE € YMOBOIO OTPHMaHHS peECTPaliHHOTO ITOCBIAYEHHA.

VI1.2.7. 3gegena Tab.auus 3Mik X0 IIaHy ynpapiinHsg pH3HKaAMH

T'onoBHi 3MiHK, BHeceHi 10 naHy ynpaBIiHHA pH3nKaMu

Bax;iHg] 3MiHH 110 NIaHY YIPaBIiHHA PU3NKaMK He BHOCHII.

81133,
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