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No Ha Ne BIJI

BucHoBok
YIIOBHOBAKEHOT'0 OPraHy 3 JIepsKaBHOI ONIHKY MeJUYHUX TeXHOJIOTIH 3a
CKOpPO4YeHOI0 npoueayporo: inrioirop Cl-ecrepasu JIloAMHN

leporcasna oyinka meOuyHUX MexHoI02Il 3a CKOPOUEHOI0 NPOYeOdypPoIO 3a 36EPHEHHAM
MO3 Vkpainu nposederna yno8HOBANCEHUM OP2AHOM 3 OEPHCABHOI OYIHKU MEOUUHUX
MexXHO02IU 8I0N08IOHO 00 eumoe 11opsa0Ky nposedeHHss 0epHCABHOT OYIHKU MEOUUHUX
mexHono2il, 3ameepoxceHo2o nocmanosor Kabinemy Minicmpie Yxkpainu 6i0
23.12.2020 Nel300 ma cknadacmovcs 3 auanizy MNOPIBHANbHOL eghekmusHocmi
(pe3yrbmamusHocmi), 6eznexu ma 6Nau8y Ha 010xicem JiKapcobKo2o 3ac00y HA OCHO8I
oanux 3 eiOKpumux oOdcepen iHgopmayii. Bucnosok ynoemosasicenozo opeamy 3
0epHcasHoi  OYIHKU MeOUYHUX MEXHONO02I 3a CKOPOYEeHOW Npoyedypor Mae
pekomenoayitnuu xapakmep. lIpedocmaeneni 0ami y UCHOBKY € aKmyanbHUMU CIAHOM
Ha damy tio2o ni020moeKu.

1. Indopmanis mnpo aaTy nNpoBedeHHSI JAePKABHOI OIIHKH MeIUYHUX
TEXHOJIOTiil 32 CKOPO4YEHOK NPOLEAYPOI0 3asiIBJICHOI0 JIKAPChKOro 3acoly:
26.09.2022.

Jleporcasna oyinka meduunux mexnonoeitu (oani - OMT) 3a ckopoueHoo
npoyedypoio aikapcokozo 3acody ineioimop Cl-ecmepaszu nt00uHU 34 NOKA3AHHAM
JIKYB8AHHA | NPOoPiiakmuka Hanaoieé aH2ioHe8pOMuUYHO20 HAOPSIKY Y 00pocaux i oimel
31 CNAOKOBUM AH2IOHEBPOMUUHUM HAOpAKom Oyaa nposedeHa 3a 38epreHHAM MO3
Vikpainu na euxonamns nionywkmy 3 nyukmy 4 nocmanosu Kabinemy Minicmpis
Vipainu 6io 23.12.2020 Ne 1300, a makooc nionynkmy 5 nynkmy 8 (mucm MO3
Vipainu 6io 09.06.2022 Ne 25-01/12931/2-22 ma 6io 20.06.2022 Ne25-01/13739/2-22)
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ma nionyukmy 7 nyukmy 8 Ilopsaoky nposeOenHs 0epica8HOi OYIHKU MeOUUHUX
mexHo02il, 3ameepodxiceHo2o nocmanosoo Kabinemy Minicmpie Yxpainu 6i0

23.12.2020 Ne 1300 (nucm MO3 Vkpainu 6io 26.07.2022 Ne 25-01/16746/2-22 ma 6i0
08.08.2022 Ne25-01/17921/2-22).

2. Ingopmanis npo 3asiBJIEHHH JiKapcbKUM 3aci0

1) naiiMenyBaHHsl (mpi3Bulle, iM’f, M0 0aTbKOBI) 3asiBHHUKA Ta Ha3Ba
BHPOOHHUKA JIIKAPCHKOIO0 3aC00Yy:

Cranom Ha 08.09.2022 p. B JlepKaBHOMY peeCTpi IKapChKHX 3ac00iB!

JIBa peeCTpalliiHi MOCBITUCHHS:

CIHPAM3/CINRYZE, HOpOLIOK Ta PO3YMHHHUK JUIA PO3UMHY JUIsl iH'€KIiil 10
500 MO y d¢nakoni, peectpamiitne nocBiguenHs UA/17989/01/01 tepmin aii 3
17.03.2020 o 01.04.2023;

Bupobuuk bakctep AI, Ascrtpis; Canksin iarsocrtik biBi, Hinepnanmu;
HiEiaEn  Cammait Yetin (Himepmanmm) biBi  /3irgpin  Xamensn I'mo6X (|
Hinepnannu/Himeuunna; Cankpin Ilnasma Ilponmakc biBi , Hinepmanau; Ilaiiep
[nrepuemnn Jlalicensin biBi , Hinepnanau.

CIHPAM3, nopoImok Ta po3uMHHKK JUI PO3YMHY I iH'ekii mo 500 MO, mo 2
(d1aKkoHU 3 MOPOLIKOM, 2 (DJIAKOHU 3 PO3ZUMHHHUKOM, 2 MPHUCTPOI AJisi MEPEHECEHHS 3
¢biapTpoM, 2 ogHOpa3oBl mmmpuuu o6'emom 10 mu, 2 HaAOOpU AJiA BEHEMYHKIIT 1 2
3aXMCHUX KWJIMMKa y  KapTOHHIM  KOpoOLl, peecTpaliiiHe MOCBIAYEHHS
UA/18748/01/01 tepmin aii 3 11.05.2021 go 11.05.2026;

Bupobuuk bakcrep Al', ABctpis; 3irdpin Xamensn ['MO0X, Himeuunna.

3asBuuk - [llaitep Cepsices, benbris.

2) ToproBeJibHa Ha3Ba JIKapCbKOro 3ac00y:

CIHPAUW3/CINRYZE

3) Mi’kHapOAHA HENMATEHTOBAHA HA3Ba 200 CHHOHIMiYHe HallMeHYBaHHA:

Cl-inhibitor, plasma derived

4) ckyajx JiKapchbKOro 3aco0y (air04i Ta JONMOMIKHI pe4OBUHM):

oiroua peuosuna: C1 inhibitor (human); 1 ¢pnakon 3 nopomkom mictuts 500 MO
iarioitopa C1 (roguHu), 10 MICas BIJHOBICHHS BiAnoBigae KoHueHtpamii 100
MO/mit; 3aranbHuid BMICT OlJIKa y BIAHOBIIEHOMY PO3UYMHI CTaHOBUTH 15 £ 5 mr/mi;
OONOMIDICHI peyosuHy TPUHATPIIO LUTpAT, AUTIApAT, HaTpito xyuopuna; L-BamiH; L-
ananif; L-TpeoHin; caxaposa; 1 (pyiakoH 3 pO3UMHHUKOM MICTUTh BOAM JJIs 1H  €KLIHN 5
M.

5) popma BumycKy:

MOPOIIOK Ta POIYMHHUK ISl PO3UUHY IS 1H €KITIH.

6) cnocid 3acTocyBaHHs JiKapCcbKOro 3aco0y:

"http://www.drlz.com.ua/ibp/ddsite.nsf/all/shlist?opendocument&atscode=BO6ACO1
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Jlopocani.
Jlixysanus nanadie an2ioHe8poOmu4Ho20 HaOpsKy
e 1000 MO CIHPA3 npu nepmiux 03HAaKax MOYATKy HAMALy aHTiOHEBPOTHUIHOTO

HaOPSKY.

e Jlpyry nozy 1000 MO wmoxHa BBOJIWTH, SIKIIO Mall€HT HE BiJpearyBaB
aJIeKBaTHO uepe3 60 XBUIIHH.
e [lamienTaMm 3 TOpTaHHUMU HamajaMu abo y pasi 3aTPUMKHU MOYATKY JIIKyBaHHS

Jpyry 03y MOKHA BBOJUTH paHille, HiX yepe3 60 XBUIIKH.

Pymunna npogpinaxmuxa nanaoie anzcione8pomuyHo2o HabpsKy

PexomenmoBana mnouaTrkoBa J03a JUIsi PYTUHHOI NPOQUIAKTUKU HaraiB
AHTiIOHEBPOTHYHOr0 HaOpsKy cranoButh 1000 MO CIHPAM3 koxHi 3 a6o 4 mwi;
1HTepBaJI JO3yBaHHSI MOYKHA KOPUTYBATH BIJIMOBIIHO 0 1HAUBIIyaIbHO1 peakii. Cif
CUCTEMATUYHO TEPEryisaiaThd HEOOXIMHICTh PETYSAPHOiI MPOQITaKTUKH TMpernapaToM
CIHPAIA3.

IIpoginakmuxa nanadie aH2ioHeBPOMUYUHO20 HAOPAKY neped NpO8edeHHAM
npoyeoypu

1000 MO mnpenapary CIHPA3 mporsrom 24 TromuH mepex MeINdHOIO,
CTOMATOJIOTTYHOIO a00 XipypPridHO0 MPOIIEAYPOIO.

Himu eikom 6i0 12 pokie: nns JNIKyBaHHSA, PYTUHHOI NPOMUIAKTHKU 1
npo(IaKTUKY Tepe]] TPOBEACHHIM NPOLEAypU Y MIJUTITKIB BiKoM Bif 12 10 17 pokiB
71032 TaKa XK, sIK 1 4711 JOPOCIHX.

Himu gixom 6i0 2 0o 11 poxis

JlikyBaHHs HamajiB [IpodinakTuka HamaiB
AQHT10HEBPOTUYHOI'O HAOPSAKY | aHTIOHEBPOTHMYHOTO HAOPSKY
nepes NpoOBEICHHIM

MPOIIe Iy PH

Pytunna npodinaktrka
HaraJ(iB aHT10HEBPOTHUIHOTO
HaOpsKy

Jlimu gixom 6i0 2 0o 11 poxis,
maca miaa aKkux > 25 ke:

Jlimu eixom 6i0 2 0o 11 poxis, | Himu eikom 6i0 6 0o 11 pokis:

maca ming SAKux

PexomenmoBana  ITo9aTKOBa
1000 MO mnpenapary Cinpaiiz | > 25 ke: J103a JUTS PYTHUHHOL
npu MEPIINX O3HaKax podiIaKTUKH HanajaiB

MMOo4YaTKy rocTporo Hamamay.

Hpyry no3y 1000 MO moxna
BBOJIUTH, SKIIO TMAIli€HT HE
BiJIpearyBaB aJIeKBaTHO 4Yepe3
60 XBUIIUH.

Jimu sixom 6i0 2 0o 11 poxis,

1000 MO mnpenapaty Cinpaii3
npoTaroM 24 roauH mepen
MEJIUYHOK0, CTOMATOJIOTIYHO0
abo XipypriuyHoo
MIPOLIEYPOIO.

Jlimu eikom 6i0 2 0o 11 poxis,
maca ming SAKux

Mmaca mina axux 10-25 ke:

500 MO mnpenapary Cinpaii3
npu 1050111704 O3HAKax

10-25 ka:

500 MO mpenapary CiHpaii3

AQHT1OHEBPOTUYHOTO HAOPSAKY
craHoBuTh 500 MO nipenapary
Cinpaiiz xoxHi 3 abo 4 naHi.
InTepBan no3yBaHHS 1 1103y

MOJKHA KOPHUTYBaTH
BIJITOBIZHO JI0
iHaUBiAyanpHOI peakmii. Crixa
CHUCTEMATHYHO  TIeperJIsaIaTH
HEOOXIHICTh peryssipHoOi
npoiTaKTUKK ~ TIpemnapaToM
Cinpaits.
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[I0YaTKy I'OCTPOrO HaIauy. npotsroM 24 roauH THepen
MEINYHOI0, CTOMATOJIOTYHOIO
HApyry nosy 500 MO moxHa | a6o Xipypriunoro

BBOAUTH, AKIIO HaI_IieHT HC POLEAYPOIO.
BiJpearyBaB ajJ€KBaTHO dYepe3
60 xBUIMH.

7) inpopMaiisi PO HAABHICTH JePKABHOI peecTpauil JiKapcbKOro 3acody B
Ykpaini:

CIHPAW3/CINRYZE, peecrpauiiine nocimuenns UA/17989/01/01 tepmin mii 3
17.03.2020 mo 01.04.2023 ta UA/18748/01/01 Tepmin mii 3 11.05.2021 no 11.05.2026.

8) dapmaxosioriuna aisa  Jgikapcbkoro 3aco0y Ta KoOJ 32 aHATOMO-
TepaneBTHYHO-XIMIYHOI0 KiIacu(ikanicro:

Jlikapchki 3aco0M, 110 3aCTOCOBYIOTHCS MPHU CIIAJKOBOMY aHT1IOHEBPOTUYHOMY
HaOpsky. [uri6iTop Cl, orpumanuii 3 mnazmu. Kox ATX BO6A CO1.

9) noka3aHHs 10 MEeJUYHOI0 3aCTOCYBaHHS, 32 IKUM I0/1aBaJiacs 3asBa:

HepxxaBua OMT mnpoBoaunace 3a CKOPOYEHOIO MPOLEAYPOIO 3a 3BEPHEHHSIM
MO3 Vkpainu, 1mo He nepeadaqano mojgaHHs 3asBu. Y JTucTi 3BepHeHHi MO3 (et
Big 09.06.2022 Ne 25-01/12931/2-22 ta nuct Bix 20.06.2022 Ne 25-01/13739/2-22)
BKa3aHe MOKa3aHHs O MEIUYHOT0 3aCTOCYBaHHS: JIKYBAaHHS 1 IpOo(]1IaKTHKa HaIa/iB
AQHT1OHEBPOTUYHOTO HAOPSIKY y JOPOCIMX 1 JITeH 31 CHaAKOBUM aHT1OHEBPOTUYHUM
HAOPSAKOM.

10) moxka3aHHs 10 MEAUYHOI'0 32CTOCYBAHHS BiAIIOBIAHO 10 iHCTPYKUIl st
MEIUYHOr0 3aCTOCYBaHHA, 3arBepaxeHoi MO3, 3a HasiBHOCTI JepKaBHOIL
peecTpauii JikapcbKOro 3acody B YKpaiHi:

JlixyBanHs 1 mnpodilakTHKa HamnaaiB aHTIOHEBPOTHMYHOTO HAaOpsKy mepen
MPOBEJICHHSIM TPONEAYpP y MOPOCTuX 1 JiTei (BIKOM BiJ 2 POKIB) 31 CHAIKOBUM
aHT10HEBpOTUYHUM HabpsikoMm (mami - CAH).

PyTunna npodinakTika HamajiB aHTOHEBPOTUYHOTO HAOPSAKY Y JOPOCIUX Ta
niTedt (BIKOM Big 6 POKIB) 3 BaXKUMH 1 PEIUANBYIOYMMHU HAmMaJaMH CIIaJKOBOTO
anrioneBpotudHoro HaOpsky (CAH), axi He mepeHocsaTh a00 HETOCTATHRO 3aXUINEHI
nepopabHUM TPOMUIAKTHYHUM JIIKYBaHHSIM, a00 y TMAIli€HTIB, SIKI HEaJeKBaTHO
pearyroTh Ha MOBTOPHE HEBIJKIIAIHE JTIKYBaHHS.

11) indopmanisa nNpo HASIBHICTb NMOKA3aHb A0 MEIMYHOI0 3aCTOCYBAHHS
JIKapcbKOro 3aco0y /Uisi BUKOPUCTAHHS MiJ 4ac HAJAAHHA MeJIMYHOI JONOMOIH
NPH CTAHAX, 0 3a3HAYEHi y NPiOPUTETHUX HANMPSAMAX PO3BUTKY c(hepu OXOPOHU
310POB’si:

Hedinut iaridiTopa Cl-ectepasu (panime 3a MKX-10 e 0yB kox D84.1), mo
BUKJIMKA€E CHAJKOBUN AHTIOHEBPOTHMYHUN HAOPSK, BXOIUTH O MEPEIIKY PiIKICHUX
(ophanHUX) 3aXBOPIOBaHb, 3aTBEpKeHOr0 HakazoM MO3 Ykpainu Bix 27.10.2014 Ne
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778, 3apeectpoBanoro B MinictepcTsi rocTuilii Yipainu 13 nuctomana 2014 p. 3a Ne
1439/26216.

Ha yac npoBenenns excneptusu JI3 iHridiTop Cl-ectepasu TH0JUHU BKIOYEHU N
1o HomeHnknatypu JikapchKux 3aco0iB 3a HanmpsaMoM “MeaukaMeHTH JJis TPOMajisiH,
XBOpUX Ha MEPBUHHI (BPOKEH1) IMYHOAECPIUUTH, IO 3aTBEPAKEHA MOCTAHOBOIO
KaOinery MinictpiB Ykpainu Big 07 Oepe3ns 2022 poky Ne216 «/leski nutaHHs
3aKyIBJI JIIKAPCHKUX 3aC001B, MEIMYHUX BUPOOIB Ta TOMOMIKHUX 3aCO0IB 10 HUXY.

3. BHCHOBOK YNOBHOBAa:KE€HOI0 OPraHy LIOAO Pe3yJbTATIB NOPiBHAJBHOI
epexTUBHOCTI (pPe3yJbTATHBHOCTI), Oe3nexkH, e(QeKTUBHOCTI BHUTPAT Ha
JiKapcbKuii 3aci0 Ta aHaJi3y BIVIMBY HA MOKA3HUKHU OI0IKETY

1) n1aHi 010 MPIOPUTETHOCTI 3aXBOPIOBAHHS (CTAHY)

CnanxoBuii anrioneBporuunuid HaOpsik (CAH) (Hereditary angioedema, HAE) -
IIe PpiAKICHE TEHETHMYHE 3aXBOPIOBAHHS, SKE XapaKTePU3YEThCS TPAH3UTOPHOIO
CYAMHHOIO  PEaKI€0  [IMOOKUX  JACPMAIbHUX/MIIIIKIPHUX  TKaHUH abo
CIM30BUX/MIACIN30BUX TKAaHUH 13 JIOKAJIBHUM  TMIJBUILCHHSIM MPOHUKHOCTI
KPOBOHOCHHX CYJIMH, ITI0 PU3BOJIUTH 0 HAOPSAKY TKaHHUH.

CAH tumis 1 Ta 2 € piAKICHUM ayTOCOMHO-/IOMIHAaHTHUM 3aXBOPIOBAHHSM, SIKE 32
ominkamu Bpaxae 1 13 50 000 oci6. CAH tumiB 1 Ta 2 BUKIMKAETHCA YEpe3 MYTAIlilo B
redi SERPINGI, skuit koxaye inriditop Cl-ectepasu cucremu komiiemeHty (Cl-
INH). Ha manuit momenT Bimomo noHaa 700 pizaux BapiantiB SERPINGI, no's3anux
3 CAH tumis 1 Ta 2. [Tpubnuzao y 20-25 % mnarieHTiB 32 BHHUKHEHHS 3aXBOPIOBAHHS
BignoBigae mytamiss SERPINGI1 de novo. Jlepinutr (CAH tum 1) abo auchyHKIis
(CAH tunm 2) CI1-INH mpu3BoguTh 10 HaJAMIPHOTO BHUPOOJICHHS OpaguKiHIHY Ta
aKTUBallll peuentopiB OpaaukiHiHy B2, 1o miaBHILye NPOHUKHICTh CYAUH 1
OPU3BOJUTH /10 HANaiB aHIIOHEBPOTUYHOIO HAOPSKY.

CAH tunis 1 Ta 2 ciij1 3ami103puTH, SKIIO B aHAMHE31 MaIl€HTa € PeIUAUBY YN
HaOPSK MIKIpH (KIHIIIBOK, 00JIMYYS Ta CTATEBUX OPraHiB), IITYHKOBO-KHUIIIKOB1 HaMau
(Oouroui criazmu B )KMBOTI) Ta/ab0 HaOpsik roprani. JlogaTkosa mijgo3pa Ha CAH tumin
1 Ta 2 MOCHITIOETHCS, KOJIM TAIIEHT MOBIAOMIISIE TIPO Oyb-sKe a0 BCe 3 HABEJICHOTO
HUKYE:

ciMeliHUI aHaMHe3 (X04a BiH MOke He OyTh y 25% mallie€HTiB),

MOsIBa CUMIITOMIB Y JTUTUHCTBO/MITIITKOBUH BIK,

nepioAn4Hi Ta 60J1CHI a0JIOMiIHAJIBHI CUMITTOMH,

MosiBa HAOPSIKY BEPXHIX JAUXAJbHUX MIISAXIB,

BIICYTHICTh pe€akilii Ha aHTUTICTaMiHHI TpemapaTtd, TIIOKOKOPTHUKOIIH,
omaiizymab abo ajpeHais,

HasIBHICTh MPOAPOMATIBHUX 03HAK 200 CUMIITOMIB Iiepes HaOpsikamMu Ta

BIJICYTHICTh ITyXHUPIB.
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3a MmikHapomHor Kkiaacuikamiero xBopod BOO3 MKX-11? cnagkosuii
anrioneBpotuyHuii HaOpsik (CAH) (Hereditary angioedema, HAE) mae xon 4A00.14.

3a iudopmariiero 0a3um JaHWUX PIAKICHUX 3aXBOPIOBaHb aMEPUKAHCHKOI
HEeKOMepIiiHOo1 opranizamii “HaiioHanbHa oprasizauis 3 piJIKICHUX 3aXBOPIOBAHb~
(National Organization for Rare Disorders, NORD)* CAH (HEA) - ne pinkicue
3aXBOPIOBAHHS, SIKE OJJHAKOBO YACTO BPaXKa€ YOJIOBIKIB 1 K1HOK. CUMITOMHU 3a3BUYail
NOYMHAIOTHCS B paHHBOMY IUTUHCTBI. [Tpubausno ogun 13 50 000 qo 150 000 ocid y
BCHOMY CBITI CTpaXKAa€ BiJl I[bOTO 3aXBOPIOBAHHS.

3a gaHWUMU TOPTAy PIAKICHUX 3aXBOPIOBaHb Ta Op(aHHUX MIpernaparib
(Orphanet) 3a komom 91378 CAH (Hereditary angioedema)* mommpenicts (Prevalence)
moske omiHtoBatucs sk 1/100 000. ITpu mbomy wactota CAH tumy 1 cknamgae 85% Bcix
BunaakiB CAH, vactrora CAH Tuny 2 BianosigHo 15% (sik cepen 4OMOBIKIB Tak 1 cepe
KIHOK).

3a nanumu HanioHanabHOrO MPOTOKOJIY A1arHOCTUKU Ta JIIKYBaHHS CIAaJKOBOTO
AHT1OHEBPOTUYHOTO HAOPSAKY KUIBKICTh XBOpUX y DpaHIli OLIHIOETCA MPUOINU3HO B
1500 Bumaakis®.

B CIIIA po3paxynkoBa nomupenicte CAH tumy I Ta Il ctanoButs 1 Ha 50 000,
10 CBimquuTh npo Te, mo B Cnonyuenux [Iratax Amepuku € npubnusao 6000 xsopux®.

3a manumu myOikamii’ 3 mocuIaHHSAM Ha BUCHOBOK KJIiHIYHOTO ekcrniepta (Opinia
eksperta - Profesor Krystyny Obtutowicz, kierownika Zaktadu Alergologii Klinicznej 1
Srodowiskowej Collegium Medicum Uniwersytetu Jagiellonskiego w Krakowie)
kutbkicTh XxBopux Ha CAH y 2011 poui y Ilonbuii omiHtoBanacs y 236 oci6 (xitew 1
nopocnux). OmHak Jaeski jpkepena (MpUOIU3HI 3HAYEHHs, pO3paxOBaHI Ha OCHOBI
JOCTYITHUX €M1JIEMIOJIOTIYHUX JHKEepel) BKazyloTh, 110 y [lonbii Moke MpoKuBaTH
HaBiTh 800-4000 mrozeit 3 1ier0 xBopoOoto, ane yuie 150 ocobam Oysi0 PaBUIIHLHO
miargoctoBaHo CAH.

3a ganuMu ykpaincekux (axisuis® mommpenicts CAH y momymnsmii cTaHOBUTE
1:50 000, TobTo B YKpaiHi KUIBKICTh TaKWX MAIlIEHTIB y TEpepaxyHKy Ha 42 MIH
HaceJIeHHsI Mae cTaHOBUTU NpuOian3Ho 840 oci6. PeanbHa KUTBKICTh YCTaHOBJICHUX
niarno3ie. CAH He mnepeBuIlye MiBCOTHI. TpuBajiia 3aTpuUMKa 31 BCTAHOBJICHHSIM
J1arHO3y CYIPOBOIKYETHCS MPO0IeMOI0 Hee)EKTUBHOTO JIIKYBAHHS HAIaJliB 1 MOXKE
CIPUYMHHUTH PO3BUTOK HEOE3NMEYHUX 3aroCTPEHb, IO 3YMOBIIOE CYTTEBE 3HIDKEHHS
SIKOCT1 KHUTTS MAIIEHTIB.

2 https://icd.who.int/browse 1 1/I-m/en#/http://id.who.int/icd/entity/795969334

3 https://rarediseases.org/rare-diseases/hereditary-angioedema/

* https://www.orpha.net/consor/cgi-

bin/Disease_Search.php?Ing=EN&data_id=12136&Disease Disease Search diseaseGroup=91378&Disease Disease Search diseaseType=ORPHA
&Disease(s)/group%200f%20diseases=Hereditary-angioedema&title=Hereditary%20angioedema&search=Disease_Search_Simple

5 https://www.snfmi.org/sites/default/files/uploads/PNDS-IBG.pdf

© https://www jaci-inpractice.org/article/S2213-2198(20)30878-3/fulltext#secsectitle0025

7 https://journals.viamedica.pl/advances_in_respiratory medicine/article/view/27510/31969

% https://health-ua.com/article/64072-dagnostika-spadkovogo-angonevrotichnogo-nabryaku--v-ukran-skladnij-shlyah-p
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https://journals.viamedica.pl/advances_in_respiratory_medicine/article/view/27510/31969
https://health-ua.com/article/64072-dagnostika-spadkovogo-angonevrotichnogo-nabryaku--v-ukran-skladnij-shlyah-p
https://health-ua.com/article/64072-dagnostika-spadkovogo-angonevrotichnogo-nabryaku--v-ukran-skladnij-shlyah-p
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Bianoinno no ganux, Haganux y aogaatky 1o jmcta MO3 Big 09.06.2022 Ne25-
01/12931/2-22, cranom Ha 2022 pik KUIBKICTh TAIlIEHTIB 31 CIAJKOBUM
AHT10HEBPOTUYHUM HAOpSKOM B YKpaiHi ckiiaziae 65 oci6 (56 nopociux mari€eHTiB 1 9
JUTeH).

B Vkpaini Konueniiss po3BUTKY CHCTEMH HAJaHHS MEIWYHOI JOMOMOIH
namieHTaM, Kl CTpa)KJIaroTh Ha piaKicHI (opdaHHil) 3axBoproBaHHsA, Ha 2021-2026
POKH, 3aTBepakeHa po3nopskeHHsM Kadinety MinictpiB Ykpainu Bix 28.04.2021 Ne
377-p°, Ta Mae Ha M€Ti 3MEHINEHHS CMEPTHOCTI Bim piakicHux (opdaHHMX)
3aXBOPIOBaHb, IMIJIBUIICHHS SKOCT1 JKUTTS MAI€HTIB, K1 CTPa)XJalOTh HA PIAKICHI
(opdhanHi) 3aXBOPIOBaHHS, IIJIIXOM 3a0€3IICUCHHS CIPABEIMBOTO Ta PIBHOTO IOCTYIY
710 SIKICHOI MEIMYHOT JJOTIOMOT'M TaKUM TaIlleHTaM, 30KpeMa J10 AKICHUX, €(heKTUBHUX
Ta O€3MEeYHUX JIKAPChKUX 3aco0iB IS JKyBaHHA piAKICHUX (opdaHHUX)
3aXBOPIOBAaHb, 0 MEIWYHUX BHUPOOIB Ta MPOAYKTIB CIEIIaJbHOTO JIIKYyBaJIbHOTO
XapuyBaHHs, @ TAKOXX IMICUXOJIOTTYHOTO CYIIPOBOTY.

2) fma”Hi mWOAO0 JOCTOBIPHOCTI PpPe3yJbTATIB MNOPIBHAJVIBHOI KJIIHIYHOL
epekTMBHOCTI Ta Oe3mekM  3asBJEHOr0 JIIKaAapchbKOro 3acody. Omnuc
(mpeacraB/ieHHs) 3a3HAYEHHUX Pe3yJIbTATIB

3 METO aHalli3y JlaHUX II0JI0 peKOMEHJAIlli 10 3acTocyBaHHs 1HTI0iTOpY Cl-
€cTepa3u JIOJWHU IS JIKYBaHHS Ta MNPOQIIAKTUKM HaMajiB aHT1OHEBPOTHYHOIO
HaOpsky y gpopociux 1 mited 13 CAH mpoBeneHO NOIIYK TPETUHHUX JIKEpeI
iHopMarlii 1moa0 JOKA30BUX JaHUX Yy Tally3eBUX CTaHAapTax y cdepl OXOpOHHU
3I0pOB ' YKpaiHH, Ha caiTax MI>KHAPOIHUX MPO(UIBHUX OpraHizailii, y 6azax JjaHux
PubMed, The Cochrane Library database, Trip Database.

B pe3ynbTaTi mpoBeIeHOro NMOIIyKY 3HaiIeHO HACTYIHY 1H(OpMAaIliio:

Jlo BazoBoro nepeJiiky ocHOBHHX JikapchbKux 3aco0is BOO3' iuricitop C1-
€CcTepasu JIOAUHU HE BKIIOUYCHUM.

I'any3eBi cTanAapTH y CHCTEMi OXOPOHH 310POB 1 YKpPaiHU:

1. B Peectpi MenuKO-TEXHOJOTTYHUX JOKYMEHTIB 31 CTaHAapTHU3allii MEeIUYHOI
pornomoru'! Vuidikopanuii kiuinidyamii nporokoa BiacyTHil, Hassai CraHmapt
MeIU4YHOI 10noMoru «/liarHocTrka Ta JiKyBaHHS NEPBUHHHUX iMyHOAe(piuUTIB»
ta KiinHiyHa HacTaHoBa, 3acHOBaHa Ha Jaoka3ax «IlepsunHi imyHomedinuTm»,
3arBepmkeni Hakazom MO3 Vkpainu Big 31.12.2021 Ne 29522 B gaxkux 3a3HaueHui
CAH sk oauH 3 NPOBIIHUX CUMIOTOMIB MEPBUHHOTO IMYHOJEMINUTY (IU3PETryIIsiii
iMyHHOI cuctemu, a came aedinutr Cl-iHriditopa ectepasu). Cxema JiKyBaHHS HE
3a3HayueHa.

? https://zakon.rada.gov.ua/laws/show/377-2021-%D1%80#Text

10 https://www.who.int/publications/i/item/WHO-MHP-HPS-EML-2021.02
' https://www.dec.gov.ua/cat mtd/galuzevi-standarti-ta-klinichni-nastanovi/
12 https://www.dec.gov.ua/mtd/imunodefyczyty/
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Ha naty mpoBeneHHs ekcriepTU3H BIAMOBIIHO 10 Hakazy MiHICTepCTBa OXOPOHU
3nopoB’s Ykpainu Bix 11 cepmas 2022 poky Ne 1447 3atBepmkenuii [lepconanbHuit
CKJIaJ, MYJbTUIMCUUIUIIHAPHOI poO0YOi rpynu 3 pO3pOOKM rany3eBUX CTaHIAPTIB
MEIUYHOT JOTIOMOTH 3a TeMOot0 «CrnaKOBUM aHT1OHEBPOTHUUHUI Ha6p;n<».13

2. Ypunnui Bunyck [ep:xaBHoro d¢opmyasipa JikapcbKHX 3ac00iB
3aTBepKennii Hakazom MO3 Ykpainu Bix 13.06.2022 Ne 1011" - inri6itop C1-
€CTepasu JIOAUHU HE BKIIOUYECHUM.

MikHapoaHi KJiHiYHI HACTAHOBH TAa HACTAHOBM HAaYKOBHX TOBAPHUCTB
IHIIUX KpaiH:

1. KepiBHunrBo MixxnHapoaHoi AJieprojioriuynoi Opranizanii y cniBnpami i3
€BponeiicbK0I0 akaaeMicl0 aj1eproJiorii Ta KJIIHIYHOI IMYHOJIOTII 11010 BeleHHS
cnaakoBoi anrioenemu (World Allergy Organization and European Academy of
Allergy and Clinical Immunology WAO/EAACI guideline for the management of
hereditary angioedema) neperysnyra Ta aganroBana Bepcis 20211

JIikyeannsa nanaodie anzioneepomuuno2o HAOPAKy «Ha eumozy» (on-demand).

Hamanu aHrioHeBpoTHYHOrO HAOPAKY BEPXHIX AUXATBHUX MUISXIB MOXYTh
npu3Bectd 10 acdikcii. AOmOMIHANBHI Hamaad HaOpsKy OOM0Yl 1 BHCHAKIIUBI.
[Tepudepuyni Hamaau aHTIOHEBPOTUYHOTO HAOPSKY, Taki K HAOpSKH pyK abo Hir,
PU3BOISTH 0 MOPYIICHHS X QPYHKITII.

+ PekoMeHI0BaHO BCi Hamaju JIKyBaTH y PEXHUMI «Ha BUMOTy» (98% 3200a,
pisenwv dokazosocmi D).
+« PekoMeHI0BaHO JIiIKyBaTH Oy/b-IKWUH Hamaa 3 ypaKEHHAM a00 3 MOTCHI[IHHUM
ypaKeHHSIM BEPXHIX IuxadbHUX NUIIXiB (/00% 3200a, pisenv doxazosocmi C).
« PexoMeHnmoBaHo JikyBatu Hamaaw sikomora panime (100% 3roma, piBeHb
JI0OKa30BOCTI B).
« Jlna CAH Ttuni 1 Ta 2 ikaribanT, ekamwtanTuy 1 inrioiTop Cl-ectepasu J0uHA

JUTSl B/B 3aCTOCYBaHHSI € PEKOMEHIOBAaHUMH METOJIaMH BUOOPY JIIKyBaHHS «HA
BUMOTY» (96% 3200a, pieenb 0okazosocmi A).

7
%

PexomenioBano posrisgaTtd  iHTyOamiro abo XIipypridHe BTpyYaHHsS Ha
TUXaTbHUX NUIBIXaX Ha PaHHIX CTaigX MNPOrPEeCYrdoro HaOpsSKy BEPXHIX
nuxanbHUX MUIXiB (100% 3200a, pieensv doxazosocmi D).
* Bci mamiertn moBuHHI MaTH npu cobi JI3 «Ha BUMOTY» ISl JIKyBaHHSA
noHaiiMeHIe 18ox HanamiB (100% 32o0a, pisens dokazoeocmi D).
Kopomkocmpokosea npoginakmuka Hanaoie aHiOHEEPOMUUHO20 HAOPAKY
(short-term prophylaxis, STP)

13 https://moz.gov.ua/article/ministry-mandates/nakaz-moz-ukraini-vid-11082022--1447-pro-vnesennja-zmin-do-punktu- 1 --nakazu--ministerstva-
ohoroni-zdorov%e2%80%99ja-ukraini-vid-18-serpnja-2020-roku--1908

' https://www.dec.gov.ua/materials/chinnij-vipusk-derzhavnogo-formulyara-likarskih-zasobiv/

'S https://www.worldallergyorganizationjournal.org/action/showPdf?pii=S1939-4551%2822%2900003-5
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Mera - MiHIMI3aIs PHU3UKY PO3BUTKY aHTIOHEBPOTUYHOTO HAOPSAKY MpHU
CUTYaIIisIX, IPU SKUX ICHYE MIIBUIICHUNA PU3UK HAMIady.

% PeKOMEHIOBAHO KOPOTKOCTPOKOBY TMPOQITAKTHKY TeEpel  MEIAIHHMH,
XipypriyauMu ab0 CTOMATOJIOTIYHUMHU TPOLICIypaMH, a TaKOX IPH BIUIMBI
IHIITKX TOJTIH, III0 BUKJIUKAIOTh HAIla/l aHT10HEBPOTUYHOTO HAOPSKY (94% 3200u,
pisens doxazosocmi C).

+ Ileprma niHisg KOPOTKOYACHOT MPOQITAKTHKY - TuTazMoBHi iHTi0ITOp Cl-ecTepasu
JUTsl BHYTPIITHROBEHHOTO BBeIeHHS (B/B) (91% 3200a, pisens dokazosocmi C).

¢ 3amporoHOBaHO PO3TISHYTH MOXJIHUBICTh MPOQITAKTUKU Tepes] KOHTAKTOM i3
cnenupIYHUMH 1715 TTall€HTa CUTYallIMHU, 1110 BUKJIMKAIOTh aHT1OHEBPOTUYHHIMA
HaOpsKk (90% 3200u, pisens 0okazosocmi D).

Pymunna (0oszocmpokosa) npoginaxmuxa (long-term prophylaxis, LTP)
Hanaoie aH2ioHeePOMUUHO20 HADPAKY.

Merta - MOCSTHEHHS MMOBHOTO KOHTPOJIO HAJl 3aXBOPIOBAHHSIM Ta HOpMai3ailis
KUTTS TAIlIEHTIB, SKAW Hapa3l MOXHA JOCATTH JIMIIE IIUISXOM TPHBAJIOTO
npo(UIaKTUYHOTO  JIIKYBaHHs, AK€  TaK0X  HAa3WBalOTh  JIOBTOCTPOKOBOIO
npo(UIaKTUKOI, TOOTO pyTUHHUM mpudomoMm JI3, dAKi 3MEHUIYIOTH TATap
3aXBOPIOBAHHS IUISIXOM 3alI00ITaHHS HaIla1aM.

+« Tlepma miHiE AOBrOCTPOKOBOI MPOQiTaKTUKK - B/B mia3moBuil iHriditop Cl-
ecrepasu (87% 3200a, pisenv 0okazosocmi A).

CxBaneHl MpU3HAYEHHs PI3HATHCS B YCbOMY CBITI. Jl03yBaHHS CIijl 3aCTOCOBYBaTH
JIBIUl Ha TWIKJEHb 3QJIEKHO BiJ TMEpIOy HamiBpo3Maay riazMoBoro iHriditopy Cl-
ectepasu. JlIs JOCATHEHHS ONTHMaIBbHOI e€()EKTUBHOCTI MOXE 3HAI0OUTHCS
KOpUTYBaHHS J03u Ta/abo 4acroru. HenasHi TOCIiKeHHS ' MOKa3ylTh, IO
HIITKIpHE BBEJEHHS I1a3MoBoro0 1HT10iTOpy Cl-ecTepasu ABiUl HA THXKACHB y /1031 60
MO/kr macu Tina 3a0e3Meunsio IyKe XOpolli Ta 10303a1eKHl TPoPUIaKTUUHI eheKTH
110,10 3ano6irands BuHuKkHeHHO Hamna B CAH. [TiqmkipHuii mIax MOXKe 3a0e31eUnTH
OUIbII 3pyYHE BBEACHHS, a TaKOX MIATPUMYBATH TOKPAIICHY pPIBHOBAXHY
KOHIIeHTpalito iHribiTopy Cl-ecTepasu MIOIUWHU Yy TUIa3Mi MOPIBHSAHO 13 B/B IUISAXOM
BBeneHHs 1HTIOITOpy Cl-ecTepasu IIOAWHM, MO JO3BOJISE Kpaile KOHTPOJIIOBATH
CUMIITOMH.

« Ilepma niHisS JOBroCTpOKOBOI MpodinakTuku- Jananenymad (lanadelumab)
(89% 3200a, pieenv 0oxazosocmi A).

« ITlepma JiHisS JOBrocTpoKoBoi mpodimakTuku - 6eporpaiicrar (berotralstat) (87%
32004, pigeHb 00Ka3080cmi A).

HacranoBa pexomenaye Oyap-skuii 13 Tppox JI3 mepmoi miHil s
JIOBrOCTPOKOBOTO MpodiiakTiHuHOro JikyBaHHs namieHnTis 3 CAH tunis 1 ta 2, T00TO

16 https://www.nejm.org/doi/full/10.1056/NEJMoal 613627
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wiazmoBuid  1Hr10ITOp Cl-ecrepasu, nanagenymad 1 OepoTpajicTaT, Ha OCHOBI
pPe3yJIbTaTIB PaHAOMI30BaHUX KOHTPOJBOBAHUX JIOCTIKEHb.

AnpTEepHATHBHI BapiaHTH Ul JOBIOCTPOKOBOI MPO(MIIIAKTHKHU, 32 B1JACYTHOCTI
Bcix Tprox JI3 mepmoi miHii, BrIouyawTh «off-label» 3acrocyBanHs B/B
pekoMmbinanTHOTO 1Hr101TOpY Cl-ecTepasu.

% 3acTocoByBaTH aHIPOTCHM JIMIIE B SKOCTI MpemapariB APyroi JiHil mpH
JTOBrocTpokoBoi npodinakruili (8§9% 3200a, pisenv doxazosocmi C).

AHTHU(]IOpUHOMITHKY, TaKl K TPAaHEKCAMOBA KUCJIOTA, HE PEKOMEHIYIOThCS IS
TpuBaioi npodinakTuku. [Jani mpo ixHi0 ePeKTUBHICTh 3HAYHOIO MIPOIO BIACYTHI, aje
JesiKl  MAIlleHTH MOXYTh BBaXKaTW iX KOPUCHUMHU. BOHHM, B OCHOBHOMY,
BUKOPHCTOBYIOTHCSI B pa3l HEAOCTYITHOCTI BapiaHTIB MPO(ITAKTUYHOIO JIIKyBaHHS
nepiioi JIiHII Ta MPOTUIIOKa3aHb JO 3aCTOCYBaHHSA aHjaporeHiB. [Ipodinb Oe3neku
aHTUGIOpUHOMITUKIB  Xxopormuil. HalvactimmM 1o0iyHUM epeKToM € po3iaj
IIUTYHKOBO-KUIITKOBOTO TpakTy. [IpoTumnokazaHHs/3amo0ixHI 3aX0AW BKIIOYAIOThH
HasBHICTH TPOMOOQ 11T 200 MiABUIIEHUI TPOMOOTHYHHM PU3UK 200 TOCTpHUil TPOMOO3,
HaIpUKiIaa, TpPoMOO3 IIMOOKUX BEH 1 eMOouis JiereHeBoi aprepii. BukoprucroByBaHi
703U TPAHEKCAMOBOi KUCIOTH KoiuBaroThes Bl 30 g0 50 mr/kr macu Tina Ha A00y,
pPO3/1JIEHUX Ha JB1 a00 TPpH J03H, 10 MAaKCUMAalIbHOI 103U 6 T Ha 100y. JlocniisKeHHs
JO3yBaHHS Ta TMOPIBHAHHA 3 IHIIUMU MNOPOPUIAKTUYHUMHU MpernaparaMu He
TIPOBO/IUITUCH.

Beoenna CAH munie 1 ma 2 y dimeii.

Hedexr rena (mytariss SERPING1) mpu CAH tuniB 1 Ta 2 BXKe NPUCYTHIN MTpU
HApOJKEHHI, allé CHMITOMH € PIIKICHUMHU Y HOBOHAPOKEHHX 1 HeMOBIAT. [lepmri
Hamajgl MOXXYTh BUHUKHYTH B Oyab-sIKOMY BIiIll, ajJi¢ 3a3BHYall TMOYMHAIOTHCS B
JTUTUHCTBI a00 MIJJIITKOBOMY Billi. Y MOJOBUHU BCixX nanieHTiB 3 CAH nepini Hanaau
BUHUKAIOTh Yy Billl 10 12 pokiB, a y 90% — no 23 pokiB. Cepesa maii€HTIiB 40JI0BIYOT
crati 3 CAH y 50% 1 90% nepun Hamagu BUHUKaOTh y Bill a0 13 1 25 pokiB
BIJIMOBIAHO. BUIBIIICTh HAMAIIB MPOSBISIOTHCS aHT1OHEBPOTUYHUM HAOPSKOM IIKIpH.
Hanagn abmomiHanbHOT JTOKami3alii 4acTo MOXKYTh 3aJUIIATUCS HEPO3IMi3HAHUMH Y
niteit. [Ipu aHT1OHEBPOTUYHOMY HAOPSIKYy BEPXHIX AUXAJIbHUX MUISAXIB y JITEH MOXe
MIBUKO HAcCTaTH acQikcisi, ’IMOBIPHO, Yepe3 Majuil JiaMeTp AUXaIbHUX MUIAXiB. Yum
paHiiie 3’ IBUJINCA CUMIITOMHU, TUM Bakuuil nonaneinuii nepedbir CAH tunis 1 Ta 2.
KpaiioBa eputema sk mpopoMaabHUN 03HAKa YaCTillIe 3yCTPIYAEThCS B MEIIaTPUIHIMI
nomyJsii Ta 3ycTpiyaerbest B 42—58 % Bumaskis.

% Jlns CAH tumis 1 ta 2 inribitop Cl-ectepa3u B/B 3acTocyBaHHs a00 iKaTiOaHT
€ PEeKOMEHJIOBAaHUMH METOJIaMU BUOOPY JIIKYBaHHS «HA BUMOTY» Yy JiTel 10 12
pokiB (94% 3200a, pisenb doxazoeocmi A).

% Sk iy nopocnux, peKOMEHAOBAHO PO3TISHYTH KOPOTKOCTPOKOBY MPO(IIAKTHKY
nepes MEIUYHUMH, XIpypriyHUMH a00 CTOMATOJOTIYHUMM IpoLEeTypaMu, a
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TaKOXX TPH BIUIMBI 1HIIMX TOJiM, 110 BUKJIMKAIOTh HaNaJ aHT1OHEBPOTHYHOI'O
HaOpsKy. [lepmia niHist KOPOTKOYACHOT MTPOQITAKTUKH - B/B TIIa3MOBUI 1HT101TOD
Cl-ecrepasu.

+ Ilepmia diHIsS AOBrOCTPOKOBOI MPOQUIAKTUKH - B/B mia3moBuil iHridirop Cl-

CCTCpas3u.

« Sxmo mnasmoBwit iHTIOITOp Cl-ecTepa3su HETOCTYIMHUN IS JOBTOCTPOKOBOI

npoduIakTUKY, aHTUPIOPUHOMITUKH (TOOTO TpaHekcamoBa kuciora 20-50
MI/KT) € KpallluMU Tepej aHJIporeHaMu 4epe3 iX Kpamuid npoduib Oe3neKu;
OJIHaK 0araTo XTO CTaBUTH MiJ] CYMHIB €()€KTUBHICTb, a JaH1 HA MIATPUMKY HOTrO
BUKOPHUCTaHHS BiJCYTHI.
2. Mixnaponne/Kanaacbke kepiBHUITBO i3 cnaakoBoi anrioenemu (The
International/Canadian Hereditary Angioedema Guideline)(2019)"’
Hegioknaona mepania («na éumozy») CAH munie 1 ma 2
B/B nna3zmoBuii iHri6iTop Cl-ecrepasu € epeKTUBHOIO TE€pami€ro sl JIIKYBaHHS
HaIaJiB «Ha BUMOTY» (piseHb 0okasié - Bucokuii, cuna dokaszie - Cunvha).
IkatibanT € edexTUBHUM 3aco00M JUIs JIIKYBaHHS HamaJiB «HA BHMOTY»
(Bucoxkuti, Cunvha).
Examnantun € epeKTUBHMM 3acOo00M I JIIKYBaHHS HAIlaJiB «HAa BHMOTYY
(Bucoxuit, Cunvha).
B/B pexomOinanTHuii iHriditop Cl-ectepasu € e(EeKTHBHOI Tepami€ro s
JIKyBaHHS HamaaiB «Ha BUMory» (Bucokutl, CunbHa).
ATeHyllOBaH1 aHJIPOTEHU HE CJI1 BUKOPUCTOBYBATH JIJIS JIIKYBAHHS HaIlaJiB «HA
BUMory» (Huzvkuti, Cunvna).
TpanekcaMOBy KHCJIOTY HE CIiJ] 3aCTOCOBYBATH [IJIsl JIIKyBaHHS HamajiB «HA
BuMory» (Huzvkuii, Cunvna).
3aMOpOKEHY TUIa3My MOXHA BHKOPHCTOBYBATH JUISl HEBIAKJIQJIHOTO JIKYBaHHS
HarajiB, SKIO 1HII PEKOMEHJOBaHI METOJW JIKyBaHHS HeAOCTymHi1 (Huszvkuil,
Cunvna).
Hegioknaone nikysannsa ma kopomkovacua npogpinakmuxa CAH y eazimnux
mtazmoBui iHTI01TOp Cl-ecTepasu € mpemapaTomM BUOOPY JUTsl TIKYBaHHS HAIAliB
AHT1OHEBPOTUYHOTO HAOPsKY y BariTHuX marieHToK 3 CAH tumiB 1 ta 2 (Koucencyc,
CUTIbHA).
Hesioknaona mepanisa CAH y oimeii
B/B nmnazmoBuii inriditop Cl-ectepasu € epeKTUBHOIO TEPAII€0 IS JIIKYyBaHHS
HanagiB CAH tumiB 1 Tta 2 «Ha BUMOTY» y TeQilaTpUYHUX MaiieHTiB (IlomipHuti,
CunvHay).
IxaTiGanT € epexTuBHUM 3aco000M y1st mikyBaHHs HananiB CAH tumis 1 ta 2 «Ha
BUMOTY» y niTelt (Koncencyc, cunvna).

17 https://aacijournal.biomedcentral.com/track/pdf/10.1186/s13223-019-0376-8.pdf
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B/B pexomGinanthuii iHriditop Cl-ectepasu € ehEKTHBHOIO TEpami€ro s
nmikyBanns HamagiB CAH tumiB 1 ta 2 «Ha BUMOTY» Yy TeAlaTpUYHUX TMAIli€HTIB
(Koncencyc, cunvna).

Exannantun € epexruBHUM 3acoboM ist jikyBaHHs HamaaiB CAH tumis 1 Ta 2
«Ha BUMOTY» y nayicumis-nionimxie (Koucencyc, cunvha,).

Kopomkocmpokoea npoginakmuxa

Jlist kopoTkocTpokoBoi npodinaktuku y mamieHTiB 3 CAH cmin 3acrocoByBaTu
B/B T1a3MoBwii iHTi0iTOp Cl-ecTepasu (Kowucewncyc, cuivHa,).

oezocmpoxkosa npogpinakmurxa CAH munie 1 ma 2

« 1razmoBuii iHTIOITOp Cl-ectepasu € edEeKTHBHOIO TEpariero Uisi TPUBAIOL
npodinaktuku y mamiedTiB 3 CAH tunis 1 ta 2 (Bucoxuii, Cunvha).

Jlananenmyma0 € epeKTUBHUM 3aCO000M AJI TPUBAIOL MPO(PUIAKTUKY Y MALIEHTIB 3
CAH tumiB 1 ta 2 (Bucoxuii, CunvHa).

[Tinmkipae BBeaeHHs 1HrioiTopy Cl-ectepasu abo JsaHagenymad Ciif
BUKOPHCTOBYBATH SIK TEpaIito MepIioi JiHii Jjisl TpUBaioi Mpo(IaKTUKHU Y MAIlI€HTIB
13 CAH tuniB 1 Ta 2 (Koucencyc, Cunvha).

ATeHyiioBaH1 aHIpOTeHU Ta aHTU(MIOPUHOIITUKN HE CIIiJT BUKOPUCTOBYBATH SIK
Teparmito nepioi JiHii 1y TpuBanoi npodinaktuky y namieHtis 3 CAH tumi 1 Ta 2
(Koncencyc, Cunvha).

ATeHyllOBaH1 aHIPOTre€HHU € e(DEKTUBHOIO TEPAIMIEIO JIJIs1 TPUBATIOT POPITAKTUKH Y
nesikux narienTiB 13 CAH tunis 1 ta 2 (Tlomipnuii, Cunvha).

Jloezocmpokoea npogpinakmuka y eacimuux nayiecumokx 3 CAH

Skio mokaszaHa JOBrOCTPOKOBa Mpo(iIAKTHKA ITiJT Yac BariTHOCTI, IJIa3MOBHUI
iri6iTop Cl-ecTepasu € Teparniero Bubopy (Kowucencyc, Cunvua).

ATeHyllOBaH1 aHAPOT€HH HE CJ1J 3aCTOCOBYBATH ]| 4ac BariTHOCTI a00 B Mepiof
roayBaHHs rpyaio (Koucencyce, Cunvha).

Jloezocmpokoea npoghinakmuka y nediampuynux nayiecnumise 3 CAH

SAxmo g0BrocTpokoBa MpodiIaKTHKA II0Ka3aHa IeTIaTPUYHUM IaIliEHTaM,
tazmoBui 1HTI01TOp Cl-ecTepasu € mpenapatom Bubopy (Kowucerncyc, Cunvua)

AHJpoOreHn He CIiJi BUKOPUCTOBYBATH MJiA TPUBAJIOI MNPOQPIIAKTUKH Yy
nealaTpuyHux nauieHtiB (Tlomipnuii, Cunvha).

3. KepiBHMUTBO 3 BeleHHSI CHAJAKOBOI aHrioeneMu Meau4Hoi
KoncynabratuBnuoi Paau Acouiamii cnmagkoBoro aHrioHeBpOTHYHOrO HaOpAKY
CIIA (US HAEA Medical Advisory Board 2020 Guidelines for the Management
of Hereditary Angioedema)'®

Jlikyeannsa nanadie CAH «na eumozy» (on-demand)

18 https://www jaci-inpractice.org/article/S2213-2198(20)30878-3/fulltext#secsectitle0025
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Konuentpatu iurioiTopy Cl-ectepasu JII0AHMHN, OTPUMAaHI 3 11a3MH (TJ1a3MOBHUI
irioiTop Cl-ecrepasu, TtoproBenmbHa Ha3a (TH) Berinert) 1 pekoMOiHaHTHUIA
iaridiTop Cl-ectepasu (TH Ruconest) BBoasiTbes B/B.

AHa0o0JIIIYHI aHAPOTeHH Ta AHTU(PIOPUHONITUKYA HE BIAITPAIOTh POJi B JIKYBaHHI
«Ha BUMOTY).

JI3 0nsa kopomkocmpokoeoi npoginakmuxu.

B sixocTi JI3 my1st KOpOTKOCTpOKOBOT MPODITAKTUKY MOKE OyTH OJTHOPa30Ba J03a
1azMoBoro iHri6iTopy Cl-ectepasu abo Kypc aHaboIig9HOTO aHaporeny. OqHOpa30BY
no3y 20 MO/xr mnazmoBoro iHriditopy Cl-ectepa3u moxxkna BBecTH 3a 1—12 roaus mo
ctpecoBoro gakropa. Kpim Toro, npuitoM anabomuHux anaporeHis (tooto 400-600
MI/JIeHb JlJaHa30Jly) MOXHa po3movaTd 3a 5-7 AHIB 10 CTpecoBoro (daxkropa Ta
OPOJOBXKUTH MPOTATOM 2-5 THIB MICIS MPOLIETYPH.

PexomOinantauii  iHriditop Cl-ectepazu (50 MO/Kr) TakoX YCHIIIHO
BUKOPUCTOBYBABCA JJII KOPOTKOCTPOKOBOI MPOQITAKTUKH, X04Ya JAHUX 1 JOCBIITY
MOPIBHSHO 3 MpernapaTamMu I1a3MoBoro iHridiropy Cl-ectepasu MeHIIIe.

FFP (3amopoxeHa mna3ma) MoXKe BUKOPUCTOBYBATUCSA B TOMY BUIIAJIKY, SKIIO HE
Ma€ MOKJIMBOCTI OTpUMATH T1a3MoBuii iHT161TOp Cl-ecTepasu i Hemae J0CTaTHRO Yacy
JUIsL Kypcy aHaOOJIIYHUX aHJIPOTEHIB.

Jloezocmpokoea npoghinakmuxa (LTP)

Tepanis nepwoi ninii BKII0YAE B/B BBEJEHHS 11a3MoBoro iHrioiTopy Cl-ectepasu
(TH Cinryze), mimmkipHe BBeAeHHs 1ia3MoBoro iHridiropy Cl-ecrepasu (TH
Haegarda) abGo wmoHOKIOHambHUN 1HTIOITOp Kamikpeiny 1uiazmu (lanadelumab,
Takhzyro).

Tepaniss Opyeoi ninii BKIIIOYae aHaOOMIYHI aHApPOTeHH (TOOTO MaHa3omd) i
aHTU(1OPUHOJITUKH (TpaHEKCaMOBa KUCJI0Ta a00 €NCUIIOH aMIHOKAPOHOBA KUCIIOTA).

US HAEA MAB (United States Hereditary Angioedema Association Medical
Advisory Board) pexoMenaye BuKopucTaHHs Oyab-skoro 3 JI3 mepinoi JiHii B pasi
notpebu y nposeaeHHi LTP mamienram 13 CAH.

4. ®panny3bkuii HanioHanbHUIl NMPOTOKOJ JiarHOCTHKHM Ta JIKYBaHHA
“CnaakoBuii aHTiOHeBpOTUYHMI HAOpaAK. [liarHocTiKa Ta JTiKyBaHHA y J0POCINX
i nireii” “ANGIOEDEME HEREDITAIRE. DIAGNOSTIC ET PRISE EN
CHARGE CHEZ L’ADULTE ET CHEZ L’ENFANT”, ®panuis, 2021"

Meoukamenmo3zna mepanis

[Tna3zmoBuii iHri6iTOp Cl-ecrepaszu (Ruconest®, Bérinert®, Cinryze®) miiBuiiye
mupkymotounit piseab C1-INH 1 BiHOBIIO€ peryJsiiiio BUPOOJIEHHS OpaJuKiHIHY
(BK).

19 https://www.snfmi.org/sites/default/files/uploads/PNDS-IBG.pdf
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ATeHyiioBaH1 aHAPOTEHHU, TaKi K gaHa30. (Danatrol®), 3011bITyIOTh TEYIHKOBUH
cuate3 CI1-INH 1 mnpuckoprorots posman bK misixom migBuilleHHS pPiBHA
aminonentuaazu P (APP).

AHTU(]iIOpUHOMITHKY, Taki sK TpaHekcamoBa kuciora (Exacyl®, Spotof®),
NPUTHIYYIOTh aKTHBAIIO IJa3MiHYy, TAKUM YMHOM OOMEXYIOYHM METIIIO IMiJICUIICHHS
aktuBamii FXIla ta cnoxusanus C1-INH mmazmigom.

Ixati6anT (Firazyr®) € antaronicrom bK B2 penenropis.

Jlanapenmyma6 (Takhzyro®) npurHidyye akTUBHICTh KaJIIKpETHY.

Ixati6anT (Firazyr®) — CHHTETUYHMI JEKaNeNnTUl, CEIEKTUBHUN KOHKYPEHTHHIA
aHTaroHicT penentopa OpaaukiHiHy B2. Jlo3BosieHMi 1Uisl JIIKyBaHHS HamagiB y
nopociux 1y aitei crapuie 2 pokiB. Crifi yHUKAaTH 3aCTOCYBaHHS 1KaTiOAHTY: y
MAIIE€HTIB 3 TOCTPOIO 1IIIEMIYHOI0 XBOPOOOIO CEPIIs; il Yac 1IeMIYHOr0 1HCYJIBTY a00
B HACTYNHI THXHI; HE PEKOMEHIYETbCS BUKOPUCTOBYBATH IICIS TPOMOOIIZUCY
(pekoMeHyeThCsl KOHIIeHTpaT iHrioiTopy Cl-ectepasn).

Kounnenrparu inriditopy Cl-ecrepa3u: Bérinert®,Cinryze®.

Bérinert®, nmikapcbkuii 3aci0, OTpUMaHui 3 HAHO(MUIBTPOBAHOI NACTEPU3OBAHOI
KpOBI1 JIFOAUHU. JI03BOJIEHHI JUIsl 3aCTOCYBAHHS Y IOPOCIUX 1 AITEH OyAb-sKOro BIKY
JUTSI TIKyBaHHSI Hana (1B 1 KOPOTKOYACHOI IPO(]UIaKTUKY NEPE]T CTOMATOJIOTTYHUMU 200
Xipypriuaumu nponexypamu. Moro cepensiii nepion HamiBBHBEIEHHS CTAaHOBHTH 36
rojauH. be3nednuii 1711 BUKOPUCTAHHS JJOPOCIUMHU, BariTHUMH JKIHKaMH Ta JITHMH.

Hes3Baxkaroun Ha Te, mo Bérinert® He ileH30BaHUA ISl JOBIOCTPOKOBOI
npodinaktuku, Bérinert® Takok BUKOPUCTOBYETHCS 3a ITUM MOKa3aHHAM y O€3MeUHHI
Ta epextuBHUil crnoci6 3a mopagow excneptiB CREAK (Centre de référence des
Angicedémes, pedepeHTHUH TIEHTP aHTIOHEBPOTUYHOTO HAOPSKY ).

Cinryze®, oTpuMaHuii 3 HaHO(PUILTPOBAHOT KPOBI JIOAUHU. J[03BONEHUN HJis
3aCTOCYBaHHA JJs JIT€d BIKOM BiJ 2 pPOKIB 1 JOPOCHMX ISl JIIKYBaHHsS HamaiiB 1
KOPOTKOYAcCHOI MpO(IIaKTUKU Mepe]l BTPYUYaHHSIM, a TAKOXK JO3BOJICHMM JUIsl JITEH
BIKOM BiJ 6 POKIB 1 JOPOCIUX JJIsI JOBIOCTPOKOBOI MPO(iIaKTUKK HamamdiB. Woro
CepeJiHIi Mepio/] HaMiBBUBEICHHS CTAHOBUTD 56 TO/IMH.

Conestat alfa: Ruconest®

e enunwmii HasiBHMI pexomOiHaHTHUN Cl-1HTi0ITOp, OCHOBHHMH IepeBaraMu
SKOTO TIOPIBHSHO 3 MPOAYKTaMH, OTPUMAHUMH 3 KpPOBi, € 3HWKCHHS MOTCHIIIHHUX
PU3HKIB TIepeayl Bipycy, MiIBUILIEHHS YUCTOTH TOTOBOTO MPOAYKTY Ta MEPCHEKTUBA
NIOCTABOK, HE OOMEXEHUX JOHOPCHKOIO KpoB'10. Ruconest® npoaykyeTbes KIITUHAMH
MOJIOYHOI 3aJ03M TPAHCT€HHHMX KpPOJHUKIB 1 30HMpaeThcs 3 ix Mosoka. Ruconest®
N03BOJICHUM y @paHuii A AOpOCIMX 1 MOUUITKIB Ui JIIKYBaHHS HamaaiB y
pexkoMmenaoBaHii 1031 50 MO/kr i namieHTiB Baroto 710 84 kr 14200 MO (2 ¢uakonn)
SKIIO Bara OUIbIIIE, IIIJISXOM HOBIJILHOIO B/B BBEICHHS.

3acTocyBaHHS JITSAM Ta BariTHUM KIHKaM Hapa3l HE peKOMEHIYEThCSI.
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InridiTopu kajikpeiny.

Lanadelumab: Takhzyro®

Jlanagenyma®b € TOBHICTIO JIOJICBKUM MOHOKJIOHAJIBHUM aHTuTuioMm IgGl.
[Ipurnidye npoTeoNITUYHY aKTUBHICTh aKTUBHOT'O KaJliKpeiHy mia3mu. Jlananemymao
JTOCTYIHUHN 71 MPOMUIAKTHKY PEIUIMBYIOUYMX HamasiB y TaIli€EHTIB BiKOM Big 12
POKIB, KOJIM Tepallisi, Ipu3HadYeHa IS TJIaHOBOI MpodUIaKTUKH, HeepekTuBHA abo
HEJ0CTaTHbO €()EeKTUBHA, TOTAHO MEPEHOCUTHLCS, TPOTUIIOKAa3aHa a00 HEJOCTYITHA.

Berotralstat BCX 7353 (Orladeyo®): npemnapat y po3po0ii. Berotralstat (BCX
7353) - nepopanbHUil 1HT101TOp KaTIKpeiHy y (hopMi Kamncys A IPUoMy OJIMH pa3 Ha
00y, SIKUi 3apa3 po3po0aseThes i MpodUIAKTUKY HAMaAiB y Malli€HTIB BIKOM Bif 12
POKIB 13 CIaIKOBUM aHT1OHEBPOTUYHUM HAOPSKOM.

5. HacranoBa ¢QiHCHKOI0 MeIMYHO-HAYKOBOro TtoBapucrBa Duodecim
Medical Publications Ltd ebm00300 CnagkoBuii aHriOHEBPOTHYHUI HAOPAK
(CAH) T2 anrioneBpoTHYHMII HAOPAK, iHAyKoBaHui iHridiropamu ATI®D, 2018p.?°

Jlikysanns nanaoy

* Ouumenuit iHriditop Cl-ectepasu moaunu (Berinert®, Cinryze®), Takox
MO>K€ BUKOPHCTOBYBABCS MiJ 4ac BariTHOCTI.

* Jleexuii Habpsx, 30KkpeMa, HaOpSK KiHI[IBOK: TpaHekcamoBa kuciora 250 mr—1,5
r 2—-3 pa3u Ha JieHb (MaKCUMyM 75 MI/KT B JICHb)

* Baoickuii Habpsax, HABKOJIO TKAHWH TOJIOBU Ta IIHi 30Kpema, ado y BHIIAJIKY
CWJIBHOI'O a0IOMIHAIILHOTO OOJIIO:

o Konnientpart inrioiTopy Cl-ecrepasu (Berinert®, Cinryze®) 500-2000 MO na
B/B 1H(]Y3110 a00 pekoMOnHaHTHBIN 1HT101TOp Cl-ectepasu (Ruconest®) 50 MO/kr B/B
(4200 M), AKm10 MaIlieHT BaXKUTh MOHA 84 KIJIOTpaMH).

o JIkaribant (Firazyr®) 30 wmr migmkipHo. IkaribaHt € 1HTIOITOpOM
OpaJIuKIHIHOBUX PELENTOPIB 2 31 MIBUAKUM MOYATKOM il Ta KpaluM epexTom, HIXK Yy
TPaHEKCaMOBOI KUCIIOTH.

o Axmo iaTibiTop Cl-ectepasu abo ikatibaHT HEMOCTYIHI, MOXe OyTH BBEICHA
CBDXKO3aMOpoykeHa azMa (2—6 MO 3 ormsiy Ha BiATIOBIb).

o MetunnpenHizonoH (40-80) Mr BHYTPIIIHBOBEHHO, OCKIJIBKH JESK1 MallleHTH
MOKYTbh MaTH aTOIIIO.

Ilpoghinakmuxa

* SIk110 y marfieHTa MoBTOPHI, BaXKi HaNau 3 HAOPsIKOM ropTaHi, NpodilakKTHIHE
BUKOPHUCTAHHS MIPENapatiB CIIiJl PO3MOYaTH 3 aHA0OIIYHUX CTEPOINiB (CTAaHO30J10JT 00
nanazon). [louaTkoBa mo3a manazonry craHoBuTh 400 mr Ha 100y, a MOTIM TTOCTYIIOBO
3MeHmyerbess g0 50-200 mr Ha JAeHb, 3 OMNIALY Ha BiANOBiAs. JlaHazonm He
BUKOPHUCTOBYETHCA y JIITEH Ta BariTHUX KIHOK.

2 hitps://guidelines.moz.gov.ua/login?next=%2Fdocuments%2F4633
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* Tpanekcamona kucnorta (0,5—1r Tpu pa3u Ha JIeHB) € 1€ OAHIEI0 ATbTEPHATUBOIO
JUTs PO(ITTAKTUKHY.

* ¥V BaXXKHX BUMAJKaX MO>KHa BUKOPUCTOBYBATH 1H(Y311 KOHIIEHTpATy 1HT101TOpYy
Cl-ecrepasu B 1031 500—1 000 MO oaun pa3 abo ABiYi HA TUKICHb.

» KopoTkocTpokoBy mpo@iakTUKy Ci[l MPOBOJUTU TEPE] CTOMATOJIOTIYHUMU
a00 IHIMMMU XIpYpPriuyHUMU Tporeaypamu. [IpoTsarom 2 qHIB 10 TIpoOLEAypPH BBOISATH
TpaHeKCaMOBY KHCJIOTY (Y /1031, Ky 3a3HaueHO BuIle) ado nanaz3ou (200 mr x 3/24 rox)
npotaroM S5 nHiIB g0 npouenypu. Ilpodimaktuune 3acrocyBanHa JI3 cnin
POJIOBXKYBATH TPOTATOM 2 AHIB micis mpouenypu. Konmentpar inriditropy Cl-
ecTepa3u TaKoXK MOke OyTH BUKOpHCTaHW# s npodinaktuku, 500-1500 MO B/B
MpOTITOM | TOAWHM J0 TPOLIEAYPH.

6. HacranoBa Himenbkoi acowiamii HayKOBHX MeAMYHHUX TOBApPHUCTB
(Arbeitsgemeinschaft der Wissenschaftlichen Medizinischen Fachgesellschaften,
AWMF) «CnagkoBuil AaHIiOHEBPOTHYHHII HAOpPAK BHACHIAOK JaeiuuTy
inridiropis C1»2.

Jlikysannsa. Tepamiero BUOOPY € 3aCTOCYBaHHS KOHIEHTpary iHrioitopy Cl-
ectepas3u abo ikaTtibaHTy.

Jlo3yBaHHS:

Jlns Cinryze® pexomeHoBaHa BUpooHukoM ja03a 1000 MO, He3anexHO BiJ Bary,
BUKOPHUCTOBYETHCS JIJIs1 JTIKyBAaHHA HaIaay y JOPOCIHUX 1 MIUTITKIB.

Berinert® 500 i Berinert® 1500 cxBaneni ais nikyBanas HamaaiB CAH tumy 1 i
Il y mopocnux, miamitkiB 1 miteid. [lpu mikyBaHHI aHTIOHEBPOTHUYHOTO HAOpSKY B
obmnacTi rojoBu abo mwui go3a Berinert® 20 MO/kr macu Tina; y BUNAAKy HaOpAKY,
SKUW HE 3arpOKy€ KUTTIO, BUIIPABAAHO 30CEPEAUTHCS HA 1HIWBIMyaTbHUX MOTpedax
MaljieHTa Ta, AKIIO0 HeoOXiaHO, MeHIIa modyaTkoBa no03a 500 MO a6o 1000 MO =nHa
BHOI.

Ixamioanm (Firazyr®) cxBaneHuil ang nikyBaHHs roctpux Hamanais CAH y
JTOPOCTUX, MJIITKIB 1 AITeH, BBOAATh MiAIKipHO. KOXXeH momnepeaHb0 3aroBHEHUN
mmpui; 06’eMoM 3 M MicTuTh 30 Mr ikaTiOaHTy, JA03BOJIEHY J03Yy MJis JTOPOCIHUX.
3a3BU4ail 10CTaTHHO OJHOTO IMOIEpPeHbO 3anmoBHeHoro mmpuia JI3 Firazyr®. Sxmo
MOJICTIICHHS] HEOCTaTHE a00 CHUMIITOMHU TOBEPTAIOTHCS, JIPYTy 1H €KIIO0 MOKHA
3poOUTH Yepe3 IIICTh TOJIUH. SIKII0 CHMIITOMHU HE 3MEHIIYIOTHCS JOCTaTHBOIO MipOIO
a00 SIKIIO CHUMIITOMH 3’ SIBIISFOTHCS 3HOBY TICIS JPYroi 1H’€KIi, TPETH 1H €KIIiI0
MOKHA 3pOOWTH IIe 4Yepe3 MIiCTh ToAWH. MakcuMalbHa /1032 MPOTSATOM 24 TOIWH
CTAaHOBUTH TPH MiAMKipHI 10 ekl mo 30 Mr ikaTiOaHTy KOXHA. Y MITeH TO3yBaHHSI
aJanTy€eThCS JI0 Bary.

2 https://www.awmf.org/uploads/tx_szleitlinien/061-0291_S1_Hereditaeres-Angiooedem-durch-C1-Inhibitor-Mangel 2019-01_01.pdf
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Konecmam ansgpa: B €Bpomni Ruconest® cxBameHuWid 11 BUKOPHCTAHHS
HiTITKAMU Ta TIOPOCIUMH. Moro BBOAATE BHYTPIITHbOBEHHO. 3a IAHNMHU BHPOOHHKA,
HaIieHTy 3 Macoro Tisia 10 84 xr orpumyots 50 MO Ha KT MacH Tina, 3 OUTBIIOI0 Macoko
tina 4200 O/ (1B1 amMIysu, KO>KHA po34MHEHA B 14 MJI pO3UYMHHUKA).

Ceidicozamopodrcena naasma (fresh frozen plasma, FFP) Takox edexkTuBHa npu
roctpux Hananax CAH 3aBasku Bmicty C1-INH. KonTpoiaboBaHuX J0CHIIKEHD 1010
IIOT'0 HEMAE, JIUIIIE Cepisl IHAUBIIYyaTbHUX criocTepexeHb epekTuBHocTi 500 M FFP.
Onnak, kpiMm ¢akTopiB 3ropranHs, FFP Takoxx MicTUTh OUIKM KaldiKpeiH-KiHIHOBO1
CHUCTEMH, TaK IO OpaguKiHIH MOXKE BUPOOJATHCS HHMH, IO TOTCHIIIHHO MOXE
IPU3BECTHU JI0 MOTIpIIEHHS rocTporo Hamany. Bukopucranns FFP npu nanagax CAH
CJILJT PO3TJIA/IATH, JIUIIE SKIIO HEMAE JKOHOTO 3 TIEpepaxoBaHUX BUIIE cxBajeHUX JI3.

KopTtukocrepoinu, aHTWUriCTaMIHHI Openapatd, aJpeHaliH abo MOXiJgH1
aJpeHaliHy Hee()eKTUBHI IPHU aHT10HEBpOTUYHOMY HaOpsiky CAH.

VY Himewyunni Hapasi goctymnHi 1'sth JI3 nais JiKyBaHHS TOCTPUX HamajiB y
nopocnux: Berinert® (konueHtpar iHrioitopy Cl-ecrepaszu), Cinryze® (KOHIEHTpAT
iri6iTopy Cl-ectepasu), Firazyr® (Icatibant), Ruconest® (pexomOiHITHUI 1HT101TOP
Cl-ecrepasm) Ta CBI?)KO3aMOpOKEHa IIIa3Ma.

Meoukamenmo3sHne 1iKyeanHHa Hanaoie npu aziMHOCMi ma é nepioo KaKmauyii.
Berinert® ta Cinryze® mo0pe miaxoauTs s Teparii BCiX HamaiB ITi1 yac BariTHOCTI
Ta JIAKTalli, JJIKyBaHHA npenaparoM Firazyr® mij yac BariTHOCTI HE PEKOMEHAY€ThCA.

Meoukamenmo3ne nNiKyeannsa Hanaoig y oimeil.

Berinert® cxBanenuii Juist JIIKyBaHHSI TOCTPUX HamajiB y AiTei. JiTu oTpUMyIoTh
TaKe X JO3yBaHHS 3 ypaxyBaHHSM Baru, 110 i JOPOCIII.

Cinryze® cxBajeHU# 1)1 TiTeH BIKOM BiJ 1BOX pokKiB. JiTsam Bix 2 1o 11 pokiB i
macoro Tisa Big 10 mo 25 kr mpu HeoOxigHOoCTI mpu3HavdaoTh S00 MO, mpu Maci Tina
oinpiie 25 kr 1000 MO BHYTPIIIHBOBEHHO.

3 2017 poky Firazyr® cxBasieHo ans aiTedt Ta miumiTkiB (Big 2 A0 17 pokiB) 3
a/IanTaIfi€ro A0 Bard JUIsl MiIIIKipHOTO BBEICHHS.

Ruconest® mo3BosieHuit 11 TITeH cTapiie JBaHaAIATH POKIB 1 MiUTITKIB.

Jloezompueana meoukamenmosna npoginakmuka

Konuyenmpam inzioimopy Cl-ecmepazu M0OxxHa BUKOPUCTOBYBATH HE TUIbKU JJIS
HEBIJIKJIaJIHOT Tepallii, aje 1 s JOBrOCTPOKOBOI MPOQITaKTUKH.

Amenyitoeani TOXIJHI aHJIPOTEHIB BUKOPUCTOBYIOTHCSA JUJISI JOBIOCTPOKOBOI
npodinaktukn 3 1976 poky, TOMy HAKOINHUYEHO JOCTATHBO JIOCBILY MIOJO
e(deKTUBHOCTI Ta Oe3neKku. 3aCTOCOBYIOTHCA JaHA30Jl 1 OKCaHApPOJIOH. [lo3yBaHHs
nanazony: 200 Mr abo MeHIe Ha 100y .

Tpanexcamosa kucioma. byno nmokasano, o ABa aHTU(PIOPUHOTITHYHI 3aCO0U
€ epextuBammu mnpu CAH, encunonaminokamponoBa kuciota (EACA) i
TpaHEKcaMOBa KHCJIOTa. TpaHekcamMoBa KUCJIOTa BUKOPHUCTOBYETHCS JJI TPUBAJIOTO
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nikyBanas CAH 3 1972 poxy; BoHa kpame nepenocuthes, Hibxk EACA. [lo3yBaHHS:
nounHaiite 3 20-50 Mr Ha Kr Macu Tu1a 70 Makcumymy 3 T mis gopociux. [lotim
1000BY J103Y CIiJI TATPYBATH 10 HAMMEHIIO1 €()eKTHUBHOI JJO3H.

Ilpozecmunu MoxyTh OyTH KOpUCHUMU mpu JikyBaHHI kiHOK 3 CAH. Hemae
CXBaJICHb a00 PaHAOMI30BaHUX KIIHIYHHUX JOCTIIKEHb 3 LIbOI'O MPUBOJY, ajie HasiBHI
3BITH IIPO yCHIXH Tepamnii B cepii BUMAJIKIB.

Kopomkocmpokoea npoginakmuxa

3a moxnuBocTi, mamientu 3 CAH moBUHHI OTpUMYBaTH KOHIICHTPAT 1HTI0ITOPY
Cl-ectepasu st KOPOTKOCTPOKOBOI MPO(PUIAKTUKHA 332 TOJWHY 10 BCIX BTPYyYaHb,
OB’ SI3aHUX 3 MEXaHIYHUMU BIUIMBAMH Ha BEPXHI AUXaJIbHI MUISXHM Ta TPABHUU TPAKT
— HaIlpUKJIaJ, CTOMATOJOTIYHI Oomnepallii, BUJaJIeHHs 3y0iB, 1HILII onepalli B AUIIHKA
porornoTky, iHTyOauid. g Berinert® Bupobnuk pekomenaye seoautu 1000 MO miis
nopocaux 1 Big 15 no 30 MO/kr macu Tina ais JiTed 1 MiIITKIB 3a IIICTh TOJAWH JI0
npoueaypu, a mias Cinryze® BupobHuk pexkomenaye 1000 MO 3a 24 roauHu 110
BTPYYaHHS.

Takum YuHOM, TIPU aHai3l TPETUHHUX pkepen iHdopmalii (MixHapoIHOT
Axneprosnoriuaoi Opranizariii y cmiBmparii i3 €BpOneichbKor0 akaJgeMiero aieprojorii Ta
KIIHIYHOT IMYyHOJIOTIl 1100 BeneHHs cnaakoBoi anrioeaemu (World Allergy
Organization and FEuropean Academy of Allergy and Clinical Immunology
WAO/EAAC); KepiBHunTBa 3 BEACHHS CIQJAKOBOI aHrioeaeMu MeaudHoi
KoncynbratuBuoi Pagu Acormianii cnagkoBoro aHrioHeBpoTuuHoro Haopsiky CIIA
(US HAEA Medical Advisory Board 2020 Guidelines for the Management of
Hereditary Angioedema); HactaHoBM (IHCHKOTO MEIUYHO-HAYKOBOTO TOBapHCTBA
Duodecim Medical Publications Ltd; HacranoBu Himenbkoi acoriamii HayKoOBUX
meanuHux ToBapucTB (Arbeitsgemeinschaft der Wissenschaftlichen Medizinischen
Fachgesellschaften, AWMF)) BcTtanoBieHo, 1110:

B/B ma3moBwuii iHri0iTop Cl-ecrepasu, ikaTiOaHT, B/B peKOMOIHAHTHHI 1HT101TOD
Cl-ectepaszu, ekaiaHTuj € €PEKTUBHOIO Tepamiero s jikyBanHa Hamagie CAH
TUMIB 1 Ta 2 «Ha BUMOTYY;

KpiM TOTrO, TwiazMoBuii iHTIOITOp Cl-ecTepasm € mpemapatoM BUOOpY IS
JIKyBaHHS HamajiB aHT1I0HEBPOTHUYHOTO HAOpsKY y BariTHUX mnarieHTok 3 CAH Tumis
1 Ta 2;

B/B m1a3moBui 1Hri6iTop Cl-ecTepasu, ikaTiOaHT, B/B pEKOMOIHAHTHUHN 1HT101TOP
Cl-ecrepasu, exkamtanTuj € €(EeKTUBHOIO Tepamiero sl JikyBaHHa Hamaaie CAH
TUMiB | Ta 2 «Ha BUMOTY» Y MEIaTPUYHUX MAII€HTIB;

B/B 1uazmoBuil 1iHriOiTOp Cl-ecrepasu, nanagenymad 1 OeporpajicTaT €
npenaparaMd TMepIIoi JiHIT JJIS JOBrOCTPOKOBOTO MPO(MUIAKTUYHOTO JIKYyBaHHS
manienTiB 3 CAH tuniB 1 ta 2;

B/B  miasmoBuii iHTiOiTop Cl-ectepasu € mnpemnapatoM BHOOpY IS
KOPOTKOCTPOKOBOTO MPOIaKTUYHOTO JTiKyBaHHA naiienTtiB 3 CAH tumiB 1 ta 2.
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YnoBHOBaXEHUN OpraH 3BepTa€ yBary, mo Yy JucTi-3BepHeHHi MO3 s
IPOBEJICHHS TOPIBHSUIBHOI KIIHIYHOT e(eKkTuBHOCTI Ta Oesmeku iHriditopy Cl-
€CTepa3u JIOIMHU B IKOCTI JTIKapChKUX 3ac001B MOPiBHIHHS (KOMITApaTOPiB) 3a3HAYCHI
1KaT10aHT, KOHECTaT ajab(da, eKaUTaHTHU/I.

B Toi1 ke yac HeoOX1THO 3a3HAYUTH, 110 M1 9ac mpoBeaeHHs AepxkaBHoi OMT 3a
CKOPOUYCHOIO TMPOLEAYPOI0 YMOBHOBaXKeHM opran 3 jaepxkaBHoi OMT (mami -
YIOBHOB&)XEHHUI OpraH) KepyeThCsl PEKOMEHJAllIIMH HAacTaHOBHU ‘‘/leprkaBHa OIiHKa
MEIUYHUX TEXHOJOTiM g Jikapcebkux 3aco0iB” CT-H MO3Y 42-9.1:2021,
3aTBepkeHol HakazoM MO3 Ykpainu Bix 29.03.2021 No593 (mami - Hacranosa). Sk
3a3HadyeHo y HacrtaHnoBi, sika 3rigHo 1. 4 [lopsiaky, € HOpMaTUBHUM JIOKYMEHTOM, IO
MICTUTBh PEKOMEHAIIT 1110/10 poBeieHHs aepkaBHoi OMT 3 ypaxyBaHHSIM BHUMAJIKIB,
migcraB Juis i mpoBeneHHs Ta (a00) BUAY 3asBICHOT MEIMYHOI TEXHOJIOTIi TOIIO,
KOMITapaToOpoM Mae OyTu Oy/Ib-siKa MEUYHA TEXHOJOTIS - JIKapChKHi 3aci0, MeANYHI
BUpOOU, MEIWYHI MPOIEAypH ab0 TMCHUXOJOTIYHI BTPy4YaHHS, MPOMEHEBA Teparlisd,
dizioTepamis, XipypridyHi NOpoUeAypH, Nopaau (HAIPUKIAA, IIOA0 MTPUIHHEHHS
KypiHHSI) Ta TMOEAHAHHS MEAUYHHX BTPYydYaHb, IO MPOBOMATHCS OJHOYACHO abo
MOCJIIZIOBHO, a TAKOXX MPUPOTHUN MTepedir 3aXBOproBaHHS (0€3 aKTUBHOTO JIIKYBaHHS).

CraHoM Ha JaTy HIATOTOBKH BHCHOBKY JIIKApChKI 3aCO0M 1KaTIOAHT, KOHECTAT
anb(da, eKaJUIaHTU] HE 3apeecTpoBaHi B YKpaiHi, a OTKE BOHM HE € TOTOYHOIO
NPAKTUKOIO JIIKYBAaHHS Ta HAlOUIbII NMPU3HAUYYBAHOIO Tepali€lo B YKpaiHi, BOHU HE
MOXKYTh OYTH PO3TJISTHYTI B IKOCTI MEIUUYHUX TEXHOJIOT1H MOPIBHSIHHS.

BpaxoByroun pekomenpaanii HacTaHoBH, peleBaHTHUM KOMIIApaTOpOM IS
nepxkaBHoi OMT 3a CKOpOUYEHOIO TPOIEAYpPOIO, SIKa MPOBOJIUTHCA JUISL OIIHKH
MOPIBHSUTHHOI KJIIHIYHOT edeKTUBHOCTI Ta O6e3neku iHribitopy Cl-ectepasu JroAuHU
JUTSL JTIKyBaHHS 1 MpO(MUIAKTUKY Hamaay aHT1OHEBPOTHYHOTO HAOpSAKY y JOPOCIHX i
JITEH 31 CMAaJKOBHM aHTIOHEBPOTHYHUM HAOpSIKOM Oyje mepedir 3aXBoproBaHHs 0e3
cnerupivHOTO JTiKyBaHHA (TOOTO TUTa11e00).

Takox yHMOBHOBa)XCHHWI OpraH 3BepTa€ yBary, IO Ha JaTy MPOBEICHHS
ekcriepTu3u B JlepkaBHOMY peecTpl JIKapChbKUX 3aco0iB 3apeectpoBanuii 1 JI3 3
nio4or0 peuoBuHO 1HT101TOp Cl-ectepasu moauuu/Cl-inhibitor human, MHH C1-
inhibitor, plasma derived 3a TH Cinryze®. lanuii JI3 € imyHo6ionoriyaum JI3, Tomy
MONIYK KJ1HIYHOI edexTtuBHOCTI Ta Oe3mexku mporenenuit qisi MHH Cl-inhibitor,
plasma derived came 3a TH Cinryze®.

[Torryk BTOPMHHHUX JDKEpEd JOKA30BHX JIAHWX IOJO TOPIBHSUIBHOI KIIHIYHOT
edekTuBHOCTI Ta 6e3meku 1HrioiTopy Cl-ectepasu J10IMHN TOPIBHIHO 13 MJ1a1e00 s
JIKyBaHHS HamasiB 1 Tpo(IaKTUKY HaNa 1B aHT10HEBPOTUYHOT'O HAOPSIKY Y TOPOCITUX
1 JiTel 13 CIAJKOBUM AaHTIOHEBPOTHUYHHUM HAOPSIKOM MpOBEICHHMM y 0a3zax JaHUX
PubMed, The Cochrane Library database, Trip Database.

JUiss  TIpOBECHHS TMOJANBIIOTO TOMYKYy Oyino chopMyIhOBaHO KJiHiYHE
NUTAHHS: BU3HAYCHHS KIIIHIYHOT €(DEeKTUBHOCTI Ta OE3MEKH 3aCTOCYBaHHS 1HT10iTOPY
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Cl-ectepa3u mronuHu (IUIa3MOBHI) Ui JIIKYBaHHA Ta MNPOQIIAKTAKH HamajiB
AHT1OHEBPOTUYHOTO HAOPSIKY y JOPOCIHX 1 JITEH 31 CIaJIKOBUM aHT1OHEBPOTHUYHUM
HAOPSKOM MOPIBHSIHO 3 IJ1a11e00.

IMomykoBa crparerist

HocaimkyBana nomyJasuisa: aitu ta nopocii 3 CAH 1 ta 2 tumy.

JocaimxyBanuii Jdikapcbkuii 3acio: iHri101Top Cl-ectepasu a0 uHu

(Cl-inhibitor, plasma derived, pdC1-INH) nns B/B 3actocyBanus, TH Cinryze®

MeauyHa TE€XHOJIOTisl NOPiBHSIHHA: 11a11€00.

OcHOBHI J0ocaiIKyBaHi pe3yJbTaTH: 3MCHIIICHHS IIPOSIBIB aHT10HEBPOTUYHOTO
HaOPSKY, Yac JI0 3MEHIIIEHHS/9ac 10 ITOBHOTO 3HUKHEHHS HAOPSKY, KUIBKICTh HaIlaiB
AQHT1OHEBPOTUYHOTO HAOPSAKY TMPOTATOM KOXKHOIO Tepiofy MpoQiIaKTHIHOTO
JTIKYBaHHS, CEPEJIHs TSHKKICTh HaMaIiB, CEPEIHs TPUBAIICTh HaIaiB, MOOIYHI peakiii
(TTP).

Kputepii Bk/IOYeHHsI: cucTeMaTH4HI oOrjisau (3/0e3 Mera-aHali3aMu), IO
BUBYaIU e(DEKTUBHICTH Ta O€3MeKy 3acTocyBaHHs 1HT101TOpY C1-ecTepasu JrouHu JIs
JiKyBaHHsS Ta NpO(UIAKTUKH HAIa (1B aHT1OHEBPOTUYHOTO HAOPSIKY Y TOPOCTUX 1 AITEH
3 CAH; y Bumajky BICYyTHOCTI CHCTEMAaTHYHHUX OIJISAIB Ta METa-aHaIi31B B MOIIYK
JOJATH PaHJIOMI30BaHI Ta HEPAHJIOMI30BaHI KIIHIYHI JOCTIJKEHHS, KOTOPTHI
JOCIIIKEHHS.

KpuTepii BUK/II0YeHHSI: TOCTIPKEHHS Ha TBapHHAX, JOCIIPKEHHS BHUIAI0K-
KOHTPOJIb, ITyOJIiKaIlii MOBOIO, BIAMIHHOI BiJ aHIJIIHCHKOI, JIITEpaTypHl OTJISIH,
nmyOJTiKaii JOCHIKeHb, 1[0 HEe BiAMOBINAIOTH JIOCTIHKYBAHOMY IHTAHHIO Ta/abo
MOy JISIITHI.

KnrouoBi cnoBa nomyky: Hereditary angioedema, Cl-esterase inhibitor, CI-
esterase inhibitor human, type I or Il hereditary angioedema, CI1-INH, treatment, on-
demand, prophylaxis, Long-term prophylaxis, LTP.

[Tomryk  mitepatypu OyB OOMEKCHHMH  aHIJIOMOBHMMHM  CTAaTTSMH  Ta
MOBHOTEKCTOBUMU MyOJIIKAIISIMU Y BIIBHOMY JTOCTYIII.

3a pe3ynpTaTaMu MOINIYKY 3T1IHO BUSHAYEHHUX KpUTEpiiB y 0a3i nanux PubMed,
The Cochrane Library database, Trip database Oymno 3maiimeno 205 uwmrar, 21
nyOmikarito, TICAsS BUYUTKKA 3aroyioBKiB Oyno BimiOpano 16 myOmikamin ms
MOManbpIoro BUBYEHHS. [licmsi MOBHOTEKCTOBOI BWYMTKK 13 myOmikamid Oyiio
BIIXWJICHO Y€pe3 HEBIANOBIAHICTh KIIHIYHOMY nuTaHHio (Pawel Kawalec et al.,
2013%, Donald Levy et al., 2020%, Konrad Bork et al., 2020*, Timothy J. Craig et al.,
2009%, Timothy J. Craig et al., 2011%%, Konrad Bork et al., 2015*”, Konrad Bork et al.,

22 https://journals.viamedica.pl/advances_in_respiratory medicine/article/view/27510/26064
2 https://pubmed.ncbi.nlm.nih.gov/32953229/

24 https://pubmed.ncbi.nlm.nih.gov/33059692/

%5 https://www jacionline.org/action/showPdf?pii=S0091-6749%2809%2901085-9

26 https://pubmed.ncbi.nlm.nih.gov/21884533/

27 https://pubmed.ncbi.nlm.nih.gov/25803207/
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2003, Nanda MK, et al., 2014%, Forrest A. et al., 2017°°, William Lumry, 2017,
Dipti Pawaskar, 2018%2, William Lumry, 2019%, Timothy Craig, 2019

Jlna moganeiioro anamnizy Oyino BimiOpano 3 myOmnikauii: Bruce L.Zuraw et al.,
2010% (o Bignosigac PICO) ma Emel Aygoren-Piirsiin et al., 2019°° Ta Lumry W.et
al., 20137 (3 meTor0 1O0AAaTKOBOI iH(OpMAIIii).

MeTor0  ABOX  paHIOMI30BaHMX, TMOJBIMHO  3aciilieHUX,  IIanedo-
KOHTPOJBOBAHUX JTOCHIIKeHb (dacTuHa A Ta yactuHa B nocnimxenns CHANGE), sxi
omucaHi y myoumikamii Bruce L.Zuraw et al., 2010, € mopiBHIHHS HaHODUIBTPOBAHOTO
KoHIeHTpaTy iHribitopa Cl-ectepasu (Cinryze) 3 miamne0o I JIiKyBaHHS TOCTPOTO
Hanagy Ta Npo(UIaKTUKK HaIay aHT1IOHEBPOTHYHOTO HAOPAKY.

Hocnimxennss CHANGE Trial ckianaeTscst 3 ABOX OKpEMHUX PaHIOMI30BaHUX
nocimikedb (CHANGE wactuna A mogo nikyBaHHs roctporo Hamaaxy CAH Ta
CHANGE uactuna B moao npoditakTuku Hamany).

CHANGE uacmuna A (niKyeanusa 20cmpoz20 Hanaoy)

[Tomynsttis y qociipkeHH1 Oyiia paHaoMizoBaHa Ha 2 TPyIIH:

rpyna JikyBaHHs iHTiOiTOpoM Cl-ectepasu (OTpuMyBaJid B/B KOHIIGHTpAT
iri6iTopy Cl-ectepasu 1000 MO): 35 ocib, cepenniii Bik 36,7+17,9 pokis;

rpyna 1uiane6o (oTpumyBanu B/B (i3ionoriuHu po3urH): 33 ocobu, cepenHiii
Bik 36,2+13,8 pokiB. B 060X rpynax mepeBaxxHO a0JOMiHAIbHA JOKaTi3allisd HATa B
HaOpsky (68,6% B rpymi JikyBaHHs iHri0iTOpoM Cl-ectepasu ta 78,8% B rpymi
m1aie0o).

ko cumnToMu HAOPSAKY HE 3HUKAIU a00 OYyJI0 BIICYTHE MOKPALIEHHS y MiCIl
Jokamizaiii HaOpsky uyepe3 60 XBWJIMH MICJs MOYATKOBOI 1H €KINT JOCHIKYBaHOTO
npenapaty (iHridéitop Cl-ecrepasu abo ruiare60), BBOAWIM JPYTY 1H €KIIO TOTO
caMoro JOCJIDKYBaHOTO TMpernapary. TspKKICTh CUMIOTOMIB OIIHIOBAIW KOXHI 15
XBUJIMH, ITOYMHAOYH 3 TTOYATKOBOI 1H’ €KITIT Ta TPOIOBKYIOYH JI0 THX TP, TOKHU MAI[i€HT
HE MOBIIOMUTH PO OJTHO3HAYHE MOJIETIIEHHS Y MICII JIOKaji3ailii HaOpsIKy, IPH I[bOMY
OJIHO3HAYHE TIOJICTIICHHS BH3HAYAJOCS SK TPH IIOCTIAOBHI ITOBIJIOMIICHHS IIPO
MOJICTIICHHS (3MEHIIICHHS) CUMIITOMIB HaOpsKy. Skmo mpoTsroM 4 roauH He Oyiio
OJTHO3HAYHOTO TIOJICTIICHHS, OIlIHKY TPUIUHSIN Ta TMPONOHYBAJINW BiJIKPUTE
3actocyBaHHs iHT10iTOpy Cl-ecTepasu B SIKOCTI HEBIIKIJIATHOT TepaITii.

Kputepii Br/IOYeHHSI: BIK HE MeEHIIE 6 POKIB, MIATBEPIKCHHUH TiarHO3
CHAJKOBOTO AaHTIOHEBPOTUYHOrO0 HAOpsKy (BKIIOYaOud HU3bKUWA piBeHb C4

28 https://pubmed.ncbi.nlm.nih.gov/12956349/

2 https://pubmed.ncbi.nlm.nih.gov/24928306/

3% https://pubmed.ncbi.nlm.nih.gov/27491932/
3Thttps://pubmed.ncbi.nlm.nih.gov/29391286/\

32 https://pubmed.ncbi.nlm.nih.gov/29998524/

% https://pubmed.ncbi.nlm.nih.gov/30682573/

34 https://pubmed.ncbi.nlm.nih.gov/30772477/

35 https://www.nejm.org/doi/full/10.1056/NEJM0a0805538

3¢ https://pubmed.ncbi.nlm.nih.gov/30968444/

37 https://www.jpeds.com/article/S0022-3476(12)01364-9/fulltext
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(KOMIIOHEHT KOMIUIEMEHTY), HOpMaibHUI piBeHb Clq (KOMIOHEHT KOMILJIEMEHTY) 1
HU3BKUH PIBEHb aHTUTEHHOTO 200 PyHkIioHanbHOro C1-INH ab6o myTartito reny Cl-
INH, sikuii BUKIMKa€e CIAAKOBUN aHIIOHEBPOTUYHUI HAOPSK).

IlepBuHHa KiHIeBa TOYKa - yac BIJ BBEICHHs JociiaxkyBaHoro JI3 no
OJIHO3HAYHOTO MOJICTHICHHSI CUMIITOMIB y MICIIi JIOKaJi3allii HaOpsKy (ToO0To mepiie 3
TPBHOX MOCIIIJOBHUX MOBIIOMJIEHb IPO MOKPAIICHHS).

BropunHi KiHIeBi TOYKM: BIJCOTOK 0Ci0, Yy SKHMX HAcTaJll0 OJHO3HAYHE
TOJIETIIIEHHS TPOTSITOM 4 TOIMH MicIs JTIKyBaHHsI, 4yac 10 TOBHOTO 3HWKHEHHS HaMaay
(ToOTO BC1 CUMIITOMU HAOpsIKY OyJiM BIZCYTHI), @ TAKOK BIUIUB JIIKyBaHHS Ha PIBEHb
aHTUTeHy 1 61oxiMiuHy ¢yHK1I0 iHTi01TOpa Cl-ectepasu 1 Ha piBeHb C4.

besrneky OIlIHIOBaIM IIIAXOM OIIHKA MOOIYHMX peakilii, 3MiH KIIHIYHHUX
1a00paTOPHUX MOKA3HUKIB, (DI3UKATBHUX PE3YJIbTATIB 1 )KUTTEBO BAXKIUBUX O3HAK JI0
Ta TICHS 1H €KITI.

PesyabTaTm.

OniHeHa MeaiaHa yacy 10 HaCTaHHS OJJHO3HAYHOTO MOJIETHICHHS CTaHOBMIIA 2
rOJIMHU B Tpymi JikyBaHHs 1Hri0oiTopom Cl-ecTepasu moOpiBHSAHO 3 OuTbII HIK 4
ronuHamu B rpyni mnanebo (Hazard Ratio (HR) 2,41; 95% CI; Bin 1,17 mo 4,95;
p=0,02).

[ToyaTok 0AHO3HAYHOIO MOJIETIIEHHS CTaHy BIAOYBCS NpoTsAroM 4 ronun y 21 13
35 oci6 y rpymni jikyBanHs 1Hr1061TOpoM Cl-ectepasu Tay 14 13 33 oci6 y rpyni miane6o
(60% mpotu 42%, p=0,06).

[Totpeba y BBeneHHi apyroi no3u pociijxkyBaHoro JI3 Bunukia y 23 oci0 y
rpymi JgikyBaHHA iHr101TopoM Cl-ectepasu 1y 28 oci0 y rpyi mianeoo.

Meniana yacy 0 TMOBHOT'O 3HUKHEHHS CHMITOMIB cTaHOBWJa 12,3 TOIUHH B
rpymi jgikyBaHHs 1HTI61ITOpoM Cl-ectepasu 1 25,0 ronun y rpymi miame6o (p=0,004),
HE3BKAIOYM HA TE, MO yCi 0COOM, SKi HE MaJId ICTOTHOTO TOKPAIEHHS 0 KiHI 4-
TOJIMHHOTO TIEPi0JTy OILIHKHU, OTpUMaiH BiakpuTo iHri0iTop Cl-ecTrepasm.

SIk piBeHb aHTHUTEeHY, Tak 1 6ioximiuHa ¢yHkiis C1-INH 3HauHO MigBUIIMINCH
miJ] yac JIiKyBaHHs B rpymi iHrioiTopa Cl-ecrepasu, ane He B rpymi miane6o (p<0,001).
HaBnaku, piBHi C4 He 3MIHIOBAJINCS CYTTEBO NPOTATOM MEPIOAY CIIOCTEPEKECHHS
(To6To neputi 4 rogunn) (p=0,86 111 MOPIBHAHHS MIXK TPYTIAMH).

Ilo6iuni peaxuii. [1ix yac qociimKeHHs JIIKyBaHHS TOCTPOro Hamaay y 6 i3 36
ydacHUKIB rpyn iHriditopa Cl-ecrepasu (17%), 1y 7 13 35 oci6 rpynu miaine6o (20%),
BUHMKJIM MOO14HI peakiii. Jlume 3 3 nux peaxiiii 0yyo kiacu]ikoBaHO K WMOBIPHO
noB’si3aHl 3 pociikyBanuM JI3 (y rpymi maned6o — TeTaHis (cmasm 3am’siCTHOTO
KaHanmy) B 1 ocoOu Ta KOHTakTHUU Aepmatut y 1 ocobu; y rpymi inridiropa Cl-
ecTepas3u BUCHII y MicIl 1H ekIii y 1 ocoOwu.

CHANGE uacmuna B (3acmocysanna 3 npoghinakmuynoro memoro B/B
koHueHTpary inridiropa Cl-ecrepazu (1000 MO) aBiul Ha TUXKJEHb MPOTATOM JBOX
12-TmxHEBUX nepioliB NOpiBHAHO 3 mianedo). Jocmimxenus CHANGE uacmuna B
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OyJ0 3 MepexXpecHUM JU3alHOM, SIKE CKJIAJaJIocs 3 ABOX MOCIIIOBHUX 12-THXKHEBUX
NEePioJIiB JIKYBAaHHS, MPOTATOM SKHX YYaCHUKU OTPUMYBAIN MPOGIIAKTUYHI 1H €Kil
koxH1 3-4 ngui. [IpaBo Ha BKIIIOUYEHHS Majld TaKOX OCOOM, IO paHime Oyiu
paH0M130BaH1 B IpyIly JiKyBaHHs iHT101TOpoM Cl-ecTepasu y 1OCIKEHH1 JIIKYyBaHHS
roctpux HanaaiB (CHANGE uacmuna A), K1 TaK0X Majdu B aHaMHE31 TpUHAWMHI JBa
Hamaau Ha micsib. 11 oci® BkiroueHi 10 rpynu mianedo ta 11 qo rpynu iHri6iTopa
Cl-ectepa3u A mepumioro 3 JBOX 12- THXKHEBUX MEPIOAIB, SIKI MICIs 3aBEPILICHHS
LOr0 TEpiojy TMepelllyIi Ha TMepeXpecHe JIKYBaHHS Ui JPYroro mepiony.
PesynbraTu st 000X mepioniB Oyjy BKJIIOUEHI B aHaji3 KiHIEBOI Touku. Ilix yac
apyroro mepiogy rpyma iHriditopa Cl-ectepa3u 3 mepiioro mnepiogy oTpuMyBaja
wianebo, a rpyna mianedo - BIAMOBIAHO, oTpumyBana iHrioiTop Cl-ectepasu.
YyacHUKHU JOCIIKEHHS MOBUHHI Oy BECTH IIOJICHHUK CUMIITOMIB MPOTATOM 000X
nepiofliB  AOCTI/DKeHHS. YCl Y4YaCHUKH, Yy SKHX CTaBCS TOCTpUN  Hamaja
AHT10HEBPOTUYHOTO HAOPSKY, OTPUMYBAIHA €KCTPEHE BIKPUTE JIIKYBaHHS 1HT161TOpOM
Cl-ectepasu. [IpodinakTudHi q0CHiIKyBaH] 1H €KIIT OyIn BiAKIaJACHI TPUHANMHI HA
24 roauHU MICIs BIAKPUTOTO HEBIIKIIAHOIO JIIKYBAHHS TOCTPOTO HaMasy.

IlepBuHHA KiHIEBAa TOYKA - KUIbKICTh HamaAiB aHTIOHEBPOTUYHOIO HAOPSKY
OPOTATOM KOKHOTO THepiofly MNpo(UIaKTUYHOTO JIKYBaHHSA, SKYy JOCIIIHUKA
HOpMaJli3yBaJld IIOAO KIJIBKOCTI JIHIB, TPOTATOM SIKMX YYaCHUK OpaB ydacTb y I[bOMY
nepioi.

BropunHi KiHUeBI TOYKH: cepelHs TSKKICTb HamadiB, CEPelHs TPUBAIICTD
HanajiB, KUIbKICTh BIJKPUTOTO 3acTocyBaHHA 1HTiOiTOpa Cl-ecrepa3u Ta 3arajibHa
KUTBKICTh JHIB HaOpsAKy. KpiM Toro, oiiHIOBanu 3MiHHM PIBHS aHTUTeHY 1 010XIMIYHY
¢ynkiro iHri0iTopy Cl mopiBHSHO 3 TOYaTKOBUM PIBHEM.

Ominka Oe3MeKy BKIIOYANIa: KUIBKICTh 1 TSKKICTh MOOIYHUX PpeaKIlii; 3MIHU
KIIIHIYHUX J1a00paTOPHUX TOKA3HUKIB, TTOKA3HUKIB KUTTEIISIIBHOCTI Ta PE3yJIbTaTiB
¢bi13uKaTFHOTO OOCTEXKEHHS, 10 BU3HAYAIIMCS KOXKHI 3 MICSIII TTiJT 9ac TOCIIKEHHS.

PesyabTarn.

Cepennst HoOpMalli30BaHa 4acTOTa HamajiB Uil BCIX 22 YYaCHHUKIB MPOTATOM
IBOX 12-THXKHEBHUX NEPEXPECHUX MepioAiB cTaHoBMIA 6,26 1 12,73 Hanaais 1uisl rpynu
iHri6iTopa Cl-ectepasu 1 rpynu mianedo BiAnoBiaHo. Po3paxyHkoBa cepeiHs pi3HULS
B YacTOTI HaIaJiB Mix rpymnoto iHriditopa Cl-ecrepasu 1 rpynoro miamnedo cTaHOBHIIA
6,47 nananis (95% CI, 4,21-8,73; p<0,001).

Cepenniit 6an (+SD) TsxkocTi HamaaiB (3a 3-0anbHOIO MIKAJIOW, e 1 03Haudae
JerKui, 2 moMipHuH 1 3 Baxkkuii) OyB 3Ha4HO HMKYKUM B Tpy1i iHridiropa Cl-ectepasu,
HiXk B rpymi mane6o (1,3+0,85 mpotu 1,9+ 0,36, p<0,001). [ToniOHuM unHOM 3arajibHa
TPUBATICTh HamajiB OyJia 3HAYHO KOPOTIIOKW MpU 3acTocyBaHHi iHriOiTOpy Cl-
ecTepas3u, HiXK MpH 3acTocyBaHHi 1miane6o (2,1+1,13 nporu 3,4+1,39 nuis, p=0,002).
3a MOBiIOMJICHHSIM aBTOpiB, 3arajoM 11 ydacHukiB rpymu inri6itopa Cl-ectepasu,
norpedyBanu BiAKpUTOro 3actocyBaHHs iHriOiTopa Cl-ectepasum (B  AKOCTI
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HEBIJIKJIATHOT Teparii) MOPIBHAHO 3 22 y4aCHUKaMU Tpynu mianebo. 3acTocyBaHHS 3
npodinakTuunoro Meroro iHriditopa Cl-ecrepazu Oyio TOB’si3aHE€ 3 MEHIIOHO
KUIBKICTIO BIAKpUTHX 1H €Kik (4,7£8,66 mporu 15,4+8,41, p<0,001) 1 MeHiio0
KUIBKICTIO JHIB HaOpsky (10,14+10,73 npotu 29,6+16,9, p<0,001).

o6iuni peakuii. 21 3 24 yyacuukiB (88%) Manu onHy a0o Oulbllle MOOTYHUX
peakiiii. Tpu nmoOiyH1 peakiii (cBepOiK 1 BUCUIIAHHS, 3aIaMOPOYEHHS Ta JIMXOMAHKa)
Oynu kinacu(iKoBaHi SIK KIMOBIPHO MOB’s3aH1 3 TOCH1KyBaHUM JI3.

IIpoaoBikeHHsI BiTKpUTOro JikyBaHHsl. [liciis 3aBepiieHHS TBOX JOCTIIKCHD
(CHANGE uacmuna A ma CHANGE uacmuna B) 88 yd4acHUKIB B3sUIM y4acTh Y
BIJIKPUTOMY PO3IIUPEHOMY JOCITIHKEHH1 JIKYBaHHS TOCTPUX HamaaiB. Y cepeHbOMY
3a 11 wmicamiB 82 13 3ajdydyeHMX YYaCHHKIB OTPUMYBAJIW BIJKPUTE JIKYBaHHS
iHrioiTopom Cl-ectepasu s 3araibHOl KUIBKOCTI 447 OKpeMHUX HarajiB, IpUYIOMY
KUTBKICTh HaIaJliB Ha yYacHUKaA KoJIUBaeThes B 1 1o 57 (memiana, 3). Cepenniii yac
BiAmoBiAl npu mux 447 Hanmajgax cTaHoBHMB 30 XBWJIMH, HE3aJCKHO BiJ TOrO, YH
YY9aCHHUK OTPUMYBAaB BIAKpUTE JTiKyBaHHA iHT101TOpoM Cl-ecTepa3u MeHIe Hix 4 pasu,
BiX 4 1o 9 pasiB abo 10 pasziB a6o Ourbmie. Ouinka 3a metonoMm Kamnana-Maiiepa
YacTKU HaIaJiB, K1 BIApearyBajil Ha JIIKYBaHHS IPOTAroM 4 TOIuH, cTaHOBHIIA 93%.

PanmomMizoBaHi KJIiHIYHI JOCTIIKEHHS, 110 ONUCaH1 y nmyOnikaiii Bruce L.Zuraw,
2010, BUBYaIM YITKO BHU3HAYE€Hl KIIHIYHI MUTaHHA, KIIHIYHI PE3yJbTaTH YITKO
BU3HaueHi. Pe3ynbratu mpeicTaBieHl 13 3a3HadeHHSIM p-value Ta po3paxoBaHUX
noBipuuX 1HTepBaIiB. [HPopMarlis moa0 KOHGIIKTY iHTEpECiB aBTOPIB JOCIIIKCHHS
Ipe/icTaBlieHa. 3 ypaxyBaHHSIM KIIIHIYHUX MipKYBaHb, OI[IHKH BUKOPUCTAHUX METO/IIB,
nyoumikanist Bruce L.Zuraw, 2010 Bianoigae OiapocTi kputepisM orinku SIGN 50,
JMaHl KIIHIYHI JOCTIIKCHHS NPUHHATHOI METOMOJIOTIYHOI SKOCTI, € YiTKI JOKa3u
3B’SI3Ky MDK BTPYYaHHSM Ta pe3yJbTaTOM, OTpPUMaHi pe3yJbTaTd MOKHA
3aCTOCOBYBATH 0€3MOCEPEAHBO 0 MUIBOBOI TPYIH MAIi€eHTiB. B 1ux mocmimkeHHs X
OyJn0 TMOKa3aHO, IO 3acCTOCYyBaHHS KOHLEHTpaTy 1Hri0itopy Cl-ecrepasu
(CINRYZE®), mo BBomuthcsi B/B B n031 1000 OJI, € epekTuBHUM 1 O€3MEeUHUM
3ac000M JIIKyBaHHA TOCTPUX HamaAiB HaOpsSKy Yy TMAalli€HTiB 31 CHaJKOBUM
AHT1IOHEBPOTUYHUM HAOPSKOM 13 CKOPOUEHHSAM TPHUBAJIOCTI HAMaJiB y MOPIBHSAHHI 3
manedo, a TakoXX 3ac000M JIOBroTpuBasioil mpodinakTuku HamaaiB HaOpsky CAH, mio
IIPU3BOJIUTH JI0 3HAYHOT'O 3MEHILICHHS SIK TSHKKOCTI, TaK 1 TPUBAJIOCTI HAMa (1B HAOPSKY
y mnauientiB 13 CAH, 3MeHIIeHHs nmoTpeOW y HEBIAKIAIHIA Tepamii Ta 3arajbHOL
TPUBAJIOCTI JIHIB 3 HAOPSIKAMHU.

YnoBHOBaXXEHUIN OpraH 3BepTae yBary, mo BianoBigHo m.4.2.1 Hacranoswu, y
BUIIAJIKy 3aCTOCYBaHHSI JIIKAPCHKHUX 3acO0IB JJIA JIIKYBaHHS PIAKICHUX (OpQaHHUX)
3aXBOPIOBaHb, HEOOX1THO BpaxyBaTH BECh CHEKTP KIIHIYHUX JOCIIIKEHb, TOOTO BCi
HasBHI JIOKAa30Bl JIaHi, BKJIFOYAIOUM pPAHJIOMI30BaHI KIIHIYHI JOCIIDKCHHS (SIKi
3aKIHYWIMCH Ta K1 TPUBAIOTH), JOCTIHKEHHS 0e3 mopiBHIHHS (aHTIIL. single arm study),
CIIOCTEPEXKH1 TOCTIIKEHHsI Ta Oyb-AKl1 SIKICHI JOKa30B1 JlaHi, MOB’s3aH1 3 JOCBIJIOM
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MAII€HTIB, Ta KJIIHIYHUX €KCIEePTIB, IKI BAKOPUCTOBYBAJIH OI[IHIOBaHY TEXHOJIOT1I0 200
3HAMOMI 3 BIJOBITHUM 3aXBOPIOBAHHSM.

3 ypaxyBaHHSM pexomeHnanii HacranoBu, mpuiimMaioun 10 yBaru opdaHHUMN
cratyc 3axBoproBanHs CAH, B SKOCTI TOAATKOBUX JAaHUX PO3TIISTHYTE JOCIIKCHHS
Aygoren-Piirstin et al., 2019.

Meta 0araTollEHTPOBOTO, PaHIOMI30BaHOIO, 3aCIIIUICHOT0, MEPEXpPecHOTo
nocmmkeHHs (NCT02052141) 3 miama3oHOM 103, IO ONMKCAaHO y myOmikamii  Emel
Aygoren-Piirsiin et al., 2019%, oninka 6e3nexu Ta eEeKTHBHOCTI B/B 3aCTOCYBaHHS
irioiTopy Cl-ectepazu momguan (CINRYZE®) nns npodinakTUKe — HamasiB
AHTIOHEBPOTUYHOTO HAOpsSKy y JiTedl Bimx 6 g0 11 pokiB 31 CHagKOBUM
AHT1OHEBPOTUYHUM HAOPSIKOM.

Kpwurepii Bkiaw4venns: Bik >6 g0 <12 pokis, aiarHo3 CAH 1 a6o 2 Ttumy,
HanaJu aHT10HEBPOTHUYHOTO HAOPSIKY B aHAMHE31.

[Ticns ckpuHiHry BigOyBcsi 12-THKHEeBUH 0a30BUN TEpioj CIIOCTEPEIKEHHS,
micisl SIKOro TMalieHTd Oynu paHaoMizoBaHi Ha otpuManHs 500 a6o 1000 MO
iHri6iTOpy Cl-ectepasu B/B KOXHI 3—4 1HI MpOTIroM 12 THUXKHIB 10 MEPEeXoay 10
aTbTEPHATUBHOI JJO3H MPOTATOM 12 HACTYIMHUX THKHIB 0€3 Mepioay “BUMUBAHHS MIX
no3amu. Jluie marieHTy Ta 0aThKHU/OMKyHU He Manu iH(opmartii (Oymu 3aciiuieHi)
PO TIOCJTITIOBHICTH JIIKyBaHH Ta 103y. Hamanu kinacudikyBanu sk Jerki, TOMipHI a00
BaXKi (CcTymiHb TsDKKOCTI 1, 2 a6o 3). IloOiuHi peakiiii peecTpyBalucs MPOTITOM
yChOT'0 JOCIIKEHHS. AHAII3 €(EKTUBHOCTI BKJIIOYAB MAIIEHTIB 13 rpynu Oe3neku 3 >1
NEPBUHHOIO OLIIHKOIO €()EKTUBHOCTI MICJsI BUXIAHOTO PIBHSL.

IlepBuHHA KiHIl€EBA TOYKA: HOPMaJli30BaHa KIJIBKICTh HalaJiB 3a MiCSIb
(normalized number of attacks, NNA) npotsirom 12-TH>KHEBOTO MepioAy J1KyBaHHS.

Bropunni kiHuHeBi TOYKH: KyMyJSITUBHA TSKKICTh Hamany (cyma
MaKCHUMAJIBHUX OajiB TSXKKOCTI CUMITOMIB, 3apEECTPOBAHUX I KOKHOTO Hamanmy),
KyMYJISSTHBHA JJOOOBA TSDKKICTh (Cyma OalmiB TSKKOCTI, 3apEECTPOBAHUX TSI KOSKHOTO
JTHSI CHMIITOMIB) 1 KUTBKICTh HamaAiB, sSKi MOTPeOyBaii HEBIIKIIATHE JTIKyBaHHS.

[TepBuHHI Ta BTOPUHHI KIHIIEBI TOYKH OYyJIM HOPMaJi30BaHI II0J0 KUIHKOCTI
JIHIB, MPOTATOM SIKUX IMALIEHT OpaB y4yacTh Y IEBHOMY MEPI0/I1, BAPAKEHUX K YACTOTa
OPOTATOM MICSILIAL.

Ho3u inribiTopa Cl-ecTrepasu NOPIBHIOBAIM 3a JIOMOMOTOI 2-CTOPOHHBOTO
napHoro t-TecTy, mposeacHoro mpu o = 0,1. ByB mpoBeieHM peTPOCTICKTUBHUI aHAI3
JacTKH marfieHTiB 31 3HWKEHHIM NNA Ha >50%, >70% 1 >90% nopiBHSHO 3 BUX1THUM
pIBHEM.

Takok OLIIHIOBANHU SIKICTh JKHUTTSI, MOBsI3aHy 13 3710poBsM (health-related quality
of life, HRQoL) 3a nmonomororw 5-BuMipHoi onucoBoi cuctemu EuroQol mist monomi
(EQ-5D-Y). [IlamieHTw/omikKyHH  BHUKOPUCTOBYBAJM  €JIEKTPOHHI  IIOACHHUKHU

38 https://pubmed.ncbi.nlm.nih.gov/30968444/
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JOCTIKEHHS I 3amucy iH(opmMallli mpo Hamagd aHTiIOHEBPOTUYHOIO HaOPSKy Ta
3anoBHeHHs aHkeT EQ-5D-Y.

byno Bxmoueno 12 mamientiB. Bci manum miarno3 CAH 1 tuny. Bingsuiicts
NAlIE€HTIB OTPUMYBAJIM HEBIIKJIA/IHE JIIKyBaHHS Hamlaay aHTOHEBPOTUYHOIO HAOPSAKY
“Ha BUMOTY”’ MpPOTSIroM 3 MicslIB nepea CKpuHIHroM. JKo/IeH NalieHT He OTPUMYBaB
nosrorpuBany npodimaktuky CAH 3a 3 wmicaumi g0 CKpuHIHTY abo mepioay
CTIIOCTEPEIKEHHSI.

[’sTh maiieHTiB OyJiM BKIIIOUYEHI JI0 TPy MOCHiioBHOCTI JikyBanHs 500/1000
MO iuri6itopy Cl-ecrepasu, ciM mnamieHTiB 10 mnociigoBHocti 1000/500 MO.
[Mamientn mamu cepeane 3HaudeHHst (SD) NNA 3,72 (3,15) mig yac mnepioxy
CIIOCTEPEHKEHHSI.

PesyabraTtu. binbsiie 3HMWkeHHs mokasHuka NNA (normalized number of
attacks) mpu orpumanui nozyBanns 1000 MO mpotu no3zu 500 MO inribitopy Cl-
€CTepa3u MOPIBHSIHO 3 BUXITHUM PiBHEM.

Cepennit % 3umxenHs NNA Big BUXITHOTO piBHA cTaHOBUB 76,2% mpu
orpuManHi 500 MO iuri6itopa Cl-ectepasu i 87,4% npu orpumanni 1000 MO.
3amxenHs NNA Oyrno 3nauno OuteiuMm (p = 0,035; 90% CI, Bix -0,706 no -0,102) npu
orpumanHi 1031 1000 MO mpotu no3u 500 MO iuri6itopa Cl-ectepasu (cepeaus (SD)
pi3HUIA B Mexkax narienta, —0,4).

3menmieHHss NNA Ha >70% Bix BuxigHOro piBHS Oysio nocsarHyTo y 58,3%
nanieHTiB npu orpumanti 103u 500 MO iniri6iTopa Cl-ecrepazu tay 91,7% nanieHTis
13 orpuManHsaM 1o3u 1000 MO.

[T’sTh 13 12 mamienTiB (42%) He MaJld HaMa B MPOTITroM >1 mepioAy JiKyBaHHS
Oy Ib-SIKOIO JT03010.

Cepenns (SD) HopmanizoBaHa KUIbKICTh AHIB 0€3 HanaAiB ctaHoBMIA 28,2 (2,7)
npu 500 MO irri6iTopa Cl-ectepaszu 1 29,3 (1,7) mpu 1000 MO.

TsokkicTh  Hamagy Ta KUIBKICTh TOCTPUX — HamajiB, SKi  JIIKYBAJIHACS
HEBIIKIAMHUMU TIpemapatamu, Oynau 3meHmieHi. HopmamizoBana 3a  wicsib
KyMYJISITUBHA TSDKKICTh Hamagy, KyMyJATHBHa J1000Ba TSKKICTh 1 KUIBKICTh
BUJIIKYBAHMX TOCTPUX HamagiB OyJM 3MEHIIEHI TMOPIBHAHO 3 MEPIOJOM
coctepexkeHHsa. Cepenus (SD) 3MiHa Big Tepiogy CHOCTEPEXKEHHS 1100
KyMYJISITUBHOT TSKKOCTI Hamaay craHoBuia -5,2 (5,4) (90% CI, Big -8,0 no -2,4) npu
500 MO 1nri6itopa Cl-ecrepasu i -5,8 (5,5) (90% CI, Bix -8,7 no - 3.0) mpu 1031 1000
MO.

3a MOBIJOMIICHHSIM aBTOPIB, 3a JOMOMOTOI0 JIBOCTOPOHHBOTO MAPHOTO t-TeCTy
npu o = 0,1 Oyna BusBIEeHA 3HAYYIIA PI3HUIT MK OyAb-SKOIO 03010 JUIS KUTBKOCTI
HamajAiB aHTioOHeBpOoTUYHOTOo Habpsky (p = 0,03), cykymHOi TSXKKOCTI Hamany (p =
0,05), cykymHoi n1000Boi1 TspkkocTi (p = 0,04), 1 KUIBKICTh MPOIKOBAHUX TOCTPHUX
nanagis (p = 0,07).
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besneka. O6unsi no3u inriditopa Cl-ectepasu Oynu OesneuyHuMu Ta JA00pe
neperocunucs. Ilporsrom 24 roauH micis npuiiomy gociimxyBaHoro JI3
HAUMOMIMPEHIITMMH MTOOIYHUMH PEakKIlisiMU, MOB'A3aHUMH 3 JIIKYBaHHSIM, Oyl BTOMA
ta/abo apatiBnuBicTh. Oqun Hanmag CAH B 1 ocoOu qociiiHUK BBa)KaB MOB’ I3aHUM 13
iHri6iTopom Cl-ectepaszu (1000 MO), a y 2 0cid B OCHOBHOMY JIETK1 MMOOTYHI peaxui,
BTOMa (18 moxiit) i ApariBauBicTh (14 moaiil) BBaXKanuCs MOB’sI3aHUMU 3 000Ma J103aMU
iHri6iTopy Cl-ecrepazu. OauHaausaTh BaXkuX npopuBHuUx HanaaiB CAH BuHuUKIN y
1’ st oci6 (6 mig yac gikyBaHHs 500 MO 1uri6itopy Cl-ectepasu, 3 miciisi OTpUMaHHS
no3u 1000 MO 1 2 nig yac nogansiioro cnocrepexents). Kpim toro, B 1 ocodu crases
BUIIJIOK CHJIBHOTO Kapiecy 3yOiB, MOB'i3aHMM 3 JiKyBaHHSIM. CepHO3HUX MOOIYHUX
peaKIliii, MoB'sI3aHUX 3 JIIKyBaHHIM a00 MPUITMHEHHS JIIKYBaHHS HE OyJI10.

[Toxaznuk HRQoL noxpammscs, ocobnuBo npu go3yBanui 1000 MO inriditopa
Cl-ectepasu. binpIricTs 0ci0 HE BIIYBaAIN KOMTHUX MPoOIeM 3a OyIb-IKUM BUMIPOM
onutyBaibHuka EQ-5D-Y.

3a mMOBIIOMJIEHHSIM aBTOpPIB, 3acTocyBaHHs iHTiOITOpa Cl-ectepasu s
npo¢dinaktuku HamaniB CAH 6e3neune ta 1oOpe NEepeHOCUTHCS AITbMHU BiKOM 6—11
POKIB, SIKI 3a3HaBaJ MOBTOPHUX HAIAJlIB aHTIOHEBPOTUYHOro HabOpsky. Kpim Toro,
pe3yapTatu post-hoc aHamizy BKa3ylOTh Ha CYTTEBE MOKpAIIECHHS SIKOCTI JKHUTTS
manieHTiB 13 CAH.

YTOBHOBa)KEHUI OpraH TaKOX B SIKOCTI JKepela J0AaTKOBHUX JTaHUX PO3TIISHYB
nyOnikatito Lumry W.et al., 2013.

MeTta nocnikenss (post hoc ananiz), mo onucane y myOmikamii Lumry W.et
al., 2013%, ouinka 3actocyBanHs HaHO(]inbTpoBaHOro inridiropy Cl-ecrtepasuy,
(CINRYZE) s HeBiAKIaAHOTO JIIKYBaHHS Ta MPOQUIAKTUKH HamasiB CIagKOBOIO
AHT1OHEBPOTUYHOTO HAOpSAKY B MIATPYI MIT€H 1 MIJUTITKIB, sIKi Opanu ydactb y 2
1ane00-KOHTPOIHLOBAHUX JOCTIKEHHX (omucaHi B myOumikaiii Bruce L.Zuraw et al.,
2010) 1 2 BiAKpUTHX PO3MIMPEHHSX WX JOCTIHKeHB (OmucaHi y myOmikarisax Ried!
MA. etal., 2012%° ta Bruce L.Zuraw et al., 2012%)).

3a MOBIJOMJICHHSM aBTOPIB, y TPOCTIEKTUBHUX KIIOYOBUX PaHIOMi30BaHUX
1a11e00-KOHTPOJIbOBAHUX JOCHIKeHHIX (Bruce L.Zuraw et al., 2010) 1 BIAKpUTUX
po3mupeHux aociipkeHHs X (Riedl M.A. et al., 2012 ta Bruce L.Zuraw et al., 2012)
IOJI0 JOCHIKeHHsT 3actocyBaHHs 1HTiOITopy Cl-ectepasm y mnamientis 3 CAH
TOMYJISIIISL CKJIQTAE€ThCS 3 JIITEH, IMUIITKIB 1 TOPOCIIHX.

VY npomy post hoc anamizi (Lumry W.et al., 2013) Oynu 310pani Ta onucani gaHi
moa0 miarpynu mitedd (Bikom <18 pokiB), siki Opajiyd y4acTh y 3a3HAYEHUX BHIIE
JOCTIKEHHSAX, aBTOPU 3BEpPTAlOTh yBary Ha Te, IO BCl MiJICYMKOBI JaHI MaioTh
ONMCOBUH XapakKTep.

39 https://www jpeds.com/article/S0022-3476(12)01364-9/fulltext
0 https://www.annallergy.org/article/S1081-1206(11)00859-3/fulltext
4! https://www.amjmed.com/article/S0002-9343(12)00381-6/fulltext )
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PesyabTaTu. 46 miTeit 1 mijuniTKiB BiKOM BiJ 2 10 17 pOKiB OTpHMaIM 3arajiom
2237 indys3iit iariditopy Cl-ectepasu y 4 mociipkeHHsX, BKiItodaroun 49 iHdy3ii 3
namieHTaM BikoM 2-5 poki, 1056 1H]y3iit 17 mamientam BikoM 6-11 pokiB Ta 1132
1H(y31i 26 namieHTam BiKoM 12-17 pokiB pokKiB.

JlikyBaHHSI TOCTPOro HaANaxy

3a 1aHuMU T1aIe00-KOHTPOJIbOBAHOTO NOCTIKEHHS Bruce L.Zuraw et al., 2010,
12 miteit (5 Bikom 6-11 pokiB 1 7 Bikom 12-17 pokiB) oTpuMyBaiu JikyBaHHs (7 B rpyIi
iarioiTopa Cl-ecrepasu 1 5 B rpyni miane6o). e 3 nmitedt orpuMmyBaiu BiIKpPUTE
mikyBanHs 1HTIOITOpoM Cl-ectepasu aiis JIIKyBaHHS aHTIOHEBPOTUYHOTO HAOPSIKY
ropTasi Ta/abo nepea eKCTPEHUMH XipypridHUMU TPOIETyPaMHU.

3a BUHATKOM | Hamagy B KOXHIA Ipyni JIKyBaHHS 3 MOMIPHUM HaOpsSKOM
0o0nMYus, BU3HAYAJBHUM MICHEM CHMIOTOMY JJs BCIX HamagiB OyB ILTyHKOBO-
KAIIKOBHKM OuTh. OgHO3HAYHE TOJICTHICHHS BHU3HAYAJIBLHOTO CHMIITOMY TI0YaIOCs
IpOTATrOM 4 TOAMH MICJsl TOYATKOBOIO JIIKYBaHHS y 5 13 7 MAIIE€HTIB, K1 OTPUMYBaJIU
iHri6iTOp Cl-ectepasu, MOPIBHAHO 3 2 13 5 MAIlIEHTIB, K1 OTPUMYBAIH J1a1e00.

JIist TUX TMAI€eHTIB, K1 JOCITIM OAHO3HAYHOIO MOJIETTICHHS, CepeaHId Jac 10
MOYATKy OJJHO3HAYHOTO IojermeHHs craHoBuB 0,5 romunu (miamazon 0,25-2,25
roauHu) B rpymi iHrioiTopa Cl-ecrepasu nopiBHsHO 3 2 roguHamu (0,5-3,5 roauH) B
rpymi miame6o.

Cepenniii BiK Maii€eHTiB, Kl oTpuMmyBaiu 1Hrioirop Cl-ectepasu, ctaHoBuB 11
pokiB (miana3oH 6-16 pokiB), a cepeqHs Bara ctaHoBuia 56,7 kr (aiana3zon 24,5-85,3
KT).

3a TaHUMHU BIJKPUTOTO PO3IMIMPEHOTrO AocikeHHs Riedl M. A. et al., 2012, 22
0oco0u, BKJITIOUYEH1 /10 aHami3y e(peKTUBHOCTI, 3a3Haiu 3arajoMm 121 Hanagy HaOpSKiB,
HaWyacTile crocTepiraucs HaOpSKU NUTYHKOBO-KHINKOBOI Jokamizarii (53%) ta
HaOpsiku oOmuuus (23%). 88 namaniB mikyBanm 1 go3or0 iHTiOITOpa Cl-ectepasm, a 33
Hanaau JTikyBaiau 2 no3amu. OTHO3HAYHE MOJIETIIECHHS MOYaI0Cs MPOTATOM | TOIMHA
TiCJIsl OTPUMAaHHS MOYaTKOBOT 103u 1HT10iTopa Cl-ecTepasu 'y 79% HamamiB i mpOTATOM
4 TOUH MicIA MOYaTKOBOI 103U Y 89% Hamais.

VY OubmiocTi HaOPSIKIB JapuHTeanbHO1 Jokamizaiii (67%; 6 3 9) omHO3HAYHO
MOJICTIICHHS ITOYaJIOCS MPOTATOM | TOIWHU MICHISI TOYaTKOBOI JI03H, 1 *KOJIHA TUTHHA
He noTpelyBaa iHTyOaIli uu rocmitaiizallii yepes JapuHreaabHuid Hanal. [1IBuaKicTh
BIJIMTOB1/1 IPOTATOM 4 TOJIMH 1 Yac JI0 MOYaTKy MOJIETIICHHS 3aIHIIAINCI HE3MIHHUMHU
HE3JIC)KHO BiJl KIJTBKOCT1 200 MICIIS JIOKai3allii Haray.

3aranom 1y1s omiHKH €(eKTHBHOCTI OyJ10 poanaiizoBaHo 117 Hamamis, 3 Hux 113
HanagiB (97%) Manu KIIHIYHE TOJICTIICHHS MPOTSITOM 4 TOAWH MICIs OTPUMAaHHS
nepimoi go3u iHriditopa Cl-ectepasm.

Amnani3 117 HanajiB 3 OLIHKOI CUMIITOMIB MICIIS JIKYBaHHS [1OKa3aB, 110 Jiuiie 4
Hanaau (2 TUTYHKOBO-KHIIKOBI Ta 2 0COOM) HE JOCSTIIM KJIIHIYHOTO IOJICTIICHHSI
IPOTATrOM 4 TOJUH.
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Be3neka. Y 06a3zoBoMy AOCHIPKEHHI JIIKYBaHHS TOCTPOTO Hamaay MOOIYHUX
peaxiiiit He Oyso 3apeectpoBano. [1ia yac BIAKpUTOro NMpoIOBKEHHS JTiKyBaHHS 9 13 24
nanieHTiB (38%) noBigoMuiau mpo noOiuHi peakilii. 3a BUHITKOM CTPENTOKOKOBOTO
dapuHritTy (2 mauieHTH), yci 1HII MoOiyH1 peakiii (ToOTo OuUIb y BEpXHIM YaCTHHI
KUBOTA, aKHE, 3aI0p, Kalllelib, €K3eMa, MepesioM pyKH, apuHTOIApUHT€ATIbHUI O111b,
BUCHUII, 3aKJIAJCHICTh Ma3yX, CUHYCHUT, I1H(EKIis BEpXHIX JIUXAJIbHHX LUISXIB,
OakTepiaJbHUI BariHIT Ta ByJbBOBariHajgbHa MIKOTHYHA 1H(EKIIs) TOBIAOMUIM 1O 1
namieHty. ABTOpPU JOCHIDKCHHS HE BBAXKAIM JKOAHY MOOIYHY pEaKIiro TijJ dac
BIJIKPUTOTO TIPOJOBKEHHS JIIKYBaHHS, OB’ S3aHOI0 13 3acTocyBaHHAM 1HT10iTOpy Cl-
ecTepasu.

JoBrocrpokoBa (pyruHHa npogiiakruka)

3a naHuMu m1aned0-KOHTPOJIbOBAHOTO AOCTIKEHHS Bruce L.Zuraw et al., 2010,
4 nmiteit (BikoM 9-17 pokiB) B3sUIM ydacTh y 0a30BOMY JOCHIPKEHHI 010
npodiIakTUYHOTO 3acTocyBaHHs 1Hri0iTopa Cl-ectepasu Ta 3aBepumiin Horo. JliTu
Maju Maibke 2-KpaTHe 3MeHIeHHsS KulbkocTi HamaniB CAH mig dac orpuManHHs 3
npodiIakTUYHOK MeToro 1HTiOiTopa Cl-ecTepa3d TOPIBHAHO 3 TIEPIOJOM Hacy,
IPOTATOM SIKOTO BOHM OTPUMYBAIHM IJianebo (cepeans KinbKiCTh Hamajis, 7,0 mpotu
13,0 mpotsirom 12 TuxHiB). CepelHs OIIHKA TSHKKOCTI MiJ Yac KOXKHOTO Iepioay
KpocoBepy ctaHoBmiia 1,6. CepeHsi TpUBaNiCTh HAMa/liB CTAaHOBWIA 2,3 AHS MijJ 4yac
teparii iHrid6iTopom Cl-ecrepasu 1 2,6 aHs mij yac Teparii miamne6o. Y cepeaHpomy
6,8 no3 iurioitopa Cl-ectepazu Oynum MOTPiOHI I JIIKYBaHHS TOCTPHUX HAaIlaJiB,
BUHUKHEHUX TIiJi Yac JOBTOCTPOKOBOi mpodimaktuku iHridiTopom Cl-ectepasu
nopiBHsSHO 3 15,0 BimKpuTHMH d03aMH Tif 4Yac oTpuMaHHs Mmiane6o. CepenHs
TPUBATICTh HAOPSKY B 2 Tpynax craHoBuia 9,0 nuiB 1 20,8 qHIB BiAMOBITHO

iz yac BIIKPUTOTO PO3LIMPEHOTO NOCHIIKEHH Bruce L.Zuraw et al., 2012, 23
JUTUHU OTPUMANIM BIAKpUTE 3acTocyBaHHs 1Hri0iTopa Cl-ectepa3sm 3 MeETOIO
JOBTOCTPOKOBOI MpodiakTUKH. Pe3yapTaT Mo BIKOBUX MiArpynax MI0JI0 BIUTHBY
3aCTOCYBaHHS 3 METOI PYTHHHOI npodinakTuku iHriditopy Cl-ectepasu 3a3HadeH1 y
Tabu 1.

Tabmuus 1. [Tincymok BruuBy iHri6iTopa Cl-ecrepasu Ha yactoty Hanaais CAH
Mi]] 4ac BIAKPUTOTO MPOQPUIAKTUYHOTO JTOCIHIIKEHHS

Bikosi rpynu

2-5 pokiB 6-11pokiB 12-17poxkiB

KinekicTh mami€eHTis 2 9 12
OTpHUMAJIO iHri6ITOp
Cl-ecrepaszu
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Tpusanicts nepiomy 155 (22-288) 301 (64-923) 273 (97-760)
OTPUMAaHHS 103([TH1),
MefiaHa (iana3oH)

3aranbHa KUIBKICTb 46 732 760
npoQiTaKTUIHUX

1HYy3ii

[MpodinakTryni 23,0 (4-42) 41,0 (10-258) 68,0 (15-121)

1H}Yy31i Ha nalieHTa,
Meiana (aianasoH)

KinpkicTh HamasiB Ha 0,69 (0,977) 0,35 (0,453) 0,71 (0,897)
MICSIIb HA OJTHOTO

XBOPOTO

Cepenne (SD)

Meniana (miama3oH) 0,69 (0-1,38) 0,16 (0-1,33) 0,47 (0-3,36)

3aranom, cepelHs 4acToTa HamaaiB MPOTITOM MICSI, MPO SKY MOBIIOMIISIN
NaIli€eHTH, O BKJIIOYCHHS Yy JOCHIDKeHHS crtaHoBwiaa 3,0 (miamazon 0,5-28,0) i
sam3uiacsas o 0,39 (miamason 0-3,36) mig vac mpo@UIaKTHYHOTO 3aCTOCYBaHHS
iHri6iTopa Cl-ectepasu. butbmicts namuieHTiB (87%; 20 3 23) nepexuBanu He OUIbIIE
1 Hanagy Ha Micalb, a 22% (5 3 23) NOB1IOMUIIM PO BIJICYTHICTh HaIa1B IPOTATOM
nepioay JOCHTIKEHHS.

Pieai CI-INH 1 C4 BumiptoBanu KOXHI 12 TWXKHIB MiJ Yac BIAKPUTOrO
podiIaKTHIHOTO TOCTiKEHHS. [IpOTAroM IMX MOMEHTIB Yacy cepeHe MiABUILICHHS
antureny C1-INH Bin orpuManHs JiKyBaHHS A0 | TOIUHU MiCIs JTIKyBaHHS KOJUBABCS
Bix 6,7 no 10,1 mr/mn. Cepenniii BiacoTok 36unbmieHHs QyHKIioHamsHoro C1-NH
konuBaBcs Bin 27,0% no 45,9%. 3navenns C4 dyepe3 1 roauHy micis JIIKyBaHHS
ICTOTHO HE 3MIHWJIMCS TOPIBHSHO 31 3HAYCHHSMHU TIepe1 JIKyBaHHIM (CepeaHs 3MiHa
Bix -1,5 mo 0,3 Mr/mn).

besneka. Y onHOro maimi€eHta B OCHOBHOMY MNpPO(UIAKTHYHOMY AOCIIKEHH1
BUHUKJIA Tapsyka, sSKy BBa)KaJld WMOBIPHO MOB’s3aHOI0 3 jAociimkyBanum JI3. Y
BIIKpDUTOMY TMPOJIOBXKEHHI Tpodinaktuunoro kypcy 17 13 23 mnamientiB (74%)
NOBIJOMHJIM MPO MOO14HI peakiii. J[Ba mamieHTH NOBIAOMMIIM PO 3 MOOIUHI peakxiii,
SIK1 BBYKAJIUCS MOB’ I3aHUMHU 13 3aCTOCyBaHHAM 1HT101TOpa Cl-ecrepasu; y 1 marieHra
OyJu roJIOBHUM O 1 HY10TA, y 1HIIOTO — epuTeMa B Micli 1HGy31i. Yci 3 11 moii Oynu
JIETKOTO CTYTIEHS TSXKKOCTI.

3a nmoBigomnenusm Lumry W.et al., 2013, 3actocyBanns iHridiropa Cl-ectepazu
JUTSI JIIKYBaHHS HanaAiB Ta MpodUIaKTHYHE 3aCTOCYBaHHS (K MEpeaIpoIeaypHe, TakK i
pytunne) y niteir 3 CAH  goGpe mepeHocuimcs, 3abe3nedyBaiy TMOJETIICHHS
CHUMIITOMIB HaIa/iB CMaJKOBOTO aHT1IOHEBPOTUYHOI'O HAOPSIKY Ta 3HUKYBAJIM YaCTOTY
HarasmiB.
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Crnin 3a3HayuTH, IO aBTOPU 3BEPTAIOTH YBAary Ha JEsSKi OOMEXEHHS IIbOTO
JOCIIKEHHS TIPU IHTepIpeTallii pe3ynbTatiB. Hacammepen, post hoc anaii3 He MOxe
3aMiHUTH  J100pe  po3pobOsieHe, MPOCHEKTUBHE, paHAOMI3OBaHe,  Ianebo-
KOHTpoJboBaHe jgociikeHHs y gited 3 CAH. OpHak, BpaxoBYHOUHM HOTOYHY
JOCTYIHICTh CXBAJEHUX METOJIB JIIKYBaHHS Ta 3arajbHy PIAKICTb 3aXBOPIOBaHHS,
BILIMB IJ1a11e00 Ha BEJIMKY KUIBKICTh JiTel OyB O HeeTHuHUM. KpiM TOro, 10CiiIKeHHs
Teparii piAKICHUX 3aXBOPIOBaHb y JITEH 3 KOHTPOJIHOBAHOIO Barolo Ta 3aJ€KHOI0 BiJT
71034, 0cO0NMBO y nited BikoM 10 10 pokiB, € MarepiaJbHO HEMOXKJIMBUMH 4Yepe3
BEJIMKY KUIbKICTh TAIll€HTIB, HEOOXIMHMX JJis JIOCTaTHBbOI TMOTYXXHOCTI TaKUX
TOCIKeHB. ToMy, 3a BIICYTHOCTI I0Ope KOHTPOJIbOBAHUX TEIIaTPUYHUX TOCTIKEHD
aBTOPU Majid Ha MET1 y3araJlbHEHHS pe3yJbTaTiB IMeIIaTPUYHUX MIATCPYI 13 OLIBIITUX
JOCIIKEHB, sIKI OyJIM YaCTHHOIO 3arajbHOT0 JIOCIIKEHHS 3aCTOCYBaHHS 1HT1061TOpa
Cl-ectepasu.

3) maHi 010 €KOHOMIYHOI JOWIJIBLHOCTI B YaCTHHI e()eKTHBHOCTI BHUTPAT
BUKOPUCTAHHS JIIKAPCHKOI0 3ac00y BiINOBIIHO 10 PEKOMEHJ0BAHOI IIKAJU
TPAHUYHHUX 3HAYEHb IHKPEMEHTAJIBHOI0 TMOKAa3HUKA e(QeKTHBHOCTI BHUTpPAT B
Ykpaini

Bignoimno no n.7 Ilopsaky mnOpoBeAeHHS JACP)KaBHOI OIIIHKM MEIUYHHUX
TEXHOJIOT1i, 3aTBepkeHoro nocranoBoto KMV Bin 23 rpyans 2020 p. Ne 1300 (mami
- [lopsinok), aepkaBHA OI[IHKA METUYHUX TEXHOJIOT1H 32 CKOPOUEHOIO MPOIIETyPOIO HE
nependayae TPOBEICHHS  aHami3dy e(EeKTUBHOCTI BHTpAaT Ta  PO3PaXYHKY
1HKpeMeHTanbHOT0 nokazHuka epektuBHOCTI BUTpat (ICER) B Ykpaini.

4) na”i moOA0 pe3yJbTaTiB €KOHOMIYHOI JOUIJBLHOCTI B YacTHHI aHAJi3y
BILUIMBY HA NMOKA3HUKHU OKOIZKETY

Bignosigao no n.7 Ilopsaky, nepxkaBHa OMT 3a CKOpOYEHOIO MPOIETYPOIO
nepeadavae MPOBEICHHS aHaJ3y BIUIMBY Ha MTOKAa3HUKH OIOJKETY B Y KpaiHi.

B pamkax mnposeneHHs paepxaBHoi OMT 3a CKOpPOYEHOIO MPOILELYPOIO
YIOBHOBa)XEHUM OPTaHOM B1JIIOBIJIHO JIO METOJI0JIOT1T OyB MPOBEACHUH aHa13 BIUTUBY
Ha MOKa3HUKHU OOJDKETY Yy YacTHHI PO3PaxXyHKY BUTPAT HAa MEIAMYHY TEXHOJOTIIO 3
4aCOBUM TOPU30HTOM OJIMH PiK HA MiJCTaBi MPSIMHUX MEIUYHUX BHTPAT Ha JTIKAPCHKHM
3aci0 3 MEepCIEeKTHBY JAEPKABHOTO IJIaTHUKA.

Merta: OLIHUTH MOJACIBHUHN BIUIMB Ha OFOJIKET JiKapchKoro 3aco0y inriditop Cl-
ecTepasu JIOJWHU I JIKyBaHHS 1 NPOQIIAKTUKU HamajiB aHTIOHEBPOTHYHOTO
HaOpsKy y aopocnux 1 miteit 31 CAH.

Merton: aHami3 BIUTMBY Ha MOKA3HUKH OIOJKETY 3 YACOBUM TOPU30HTOM B OJHH
pik. AHai3 TpOBEICHMIA Ha MIACTaBl MPSIMUX MEIUYHUX BUTPAT HA JTIKapChKHiA 3aci0 3
NEPCIEKTUBU JCP’KABHOTO IUIATHUKA, BU3HAYEHOI LUIBOBOI MOMYJISIIi MHaI[l€HTIB
BIJIMOBIAHO 70 JAaHUX, HaJlaHux y 3BepHeHHI MO3 VYkpainu (BiAMOBIIHO O JUCTIB
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MO3 Vkpainn Big 09.06.2022 Ne25-01/12931/2-22 Tta Big 20.06.2022 Ne25-
01/13739/2-22).

BignmoBigHo 10 MOpOBEACHOro aHajilzy KIiHIYHOI €(PEKTHMBHOCTI Ta OE3IeKH,
YIIOBHOBaKCHUM OpraHoM OyJio BCTaHOBIICHO, 10 JI3 1HridiTop Cl-ecrepasu 0 uHN
€ eauHuM cnemupiuaum  JI3  mma mikyBaHHS 1 NpoQUIAKTUKM — HamaiB
AHT1IOHEBPOTUYHOrO HaOpsky y gopociux 1 mited 31 CAH, mo nocrynHuid miid
NalieHTIB YKpaiHu.

BxiaH1 qaHi A po3paxyHKiB NpeCTaBICHO y Tabauli 2.

Tabnuis 2. AHamni3 BUTpaT HAa OJHE BBEJCHHS Ta HA PIUHHUM KypC 3aCTOCYBaHHS
iHrioiTopa Cl-ecTepasu MOAMHU Ui JIIKyBaHHA 1 MNOpOo(UIAKTHKM HalajiB
AHT1OHEBPOTUYHOTO HAOPSKY y nopociux 1 aitei 31 CAH Ha oHOrO naimieHTa

3asiByienuii JI3 - inriditop Cl-ectepasu JiroanHu

dopma BUIYCKY Ta J103yBaHHS MOPOLIOK Ta PO3YMHHUK JUI PO3YMHY I iH'ekuii mo 500
MO y ¢nakonax;

MOPOLIOK Ta PO3YMHHUK JUI PO34MHY I iH'ekuii mo 500
MO, 1o 2 ¢nakoHH 3 HOPOLIKOM, 2 (PJIAKOHU 3 PO3UNHHUKOM,
2 mpucTpoi AN HepeHeceHHs 3 (iabTpoM, 2 OJHOPa30Bi
mmpuuy ob'emoM 10 mi, 2 HaOopu A BEHEMYHKIIT 1 2
3aXUCHUX KHJIUMKa y KapTOHHIN KOopoOIIi

[ina 3a 1 ¢pmakon, rpa* 10 500,00%
Hopocai Ta aitn JiTu Bikom Bia 2 10 11 pokis 3
BikoMm Bijg 12 Macom Tijia
POKiB
> 25 kr 10-25 kr
Jlikyeanna nanaoieé anionespomuunozo HabpaKy
Croci6 3acrocyBanns JI3 1 000 MO. 500 MO.
Sx1o marieHT He BipearyBaB SIKII0 marieHT He
aJIeKBaTHO - BBOJUTHCA Jpyra 03a BiJIpearyBaB
1 000 MO aIeKBaTHO -
BBOJUTHCS JIpyTa
no3a 500 MO
Kinpkicth prrakonis Ha 1 2 1
BBEJICHHS

# 11iHa 3 eNIeKTPOHHOI cHCTeMH MyOIiYHUX 3aKyMiBesb BiMOBIIHO 10 TOPTiB 3a MpeaMeToM 3akymis «JJK 021:2015 — 33600000-6 dapmarieBTHuHA
npoxykuist (Iuri6irop Cl-ecrepasn moauan 1 MO)», 3amoBruK — JIIT «MenudHi 3akyniBii YKpaiHu», J0roBip Ipo 3akymisio Bixg 19.11.21 Ne09/389-
11/2021: https://prozorro.gov.ua/tender/UA-2021-11-04-008402-b
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SKIIIO TAIIEHT HE BiJpearyBas
aJICKBaTHO, TPH

Burtpatu Ha | BBeeHHs, I'pH 21 000,00 10 500,00
Butpatu Ha nikyBaHHs 1 Hanany, 21 000,00 10 500,00
SKIIO TAIli€EHT BigpearyBaB

aJIeKBaTHO, TPH

Butparu Ha nikyBanHs 1 Hamany, 42 000,00 21 000,00

Ilpoghinakmuka nanaoie anzioneepomuyHo20 HAOPAKY nepeod nPoeedeHHAM nPoyeoypu

Croci6 3acrocyBanns JI3 1 000 MO npotsarom 24 rogus niepen | 500 MO npoTsirom
MIPOLEYPOIO 24 roauH niepen
IIPOLIEAYPOIO
Kinbkicth riakonis Ha 1 2 1
BBE/ICHHS
Butpartu Ha | BBeeHHs, I'pH 21 000,00 10 500,00

Hopocui Ta gitu
BikoMm Bix 12
POKiB

JiTu Bikom Bix 6 10 11 pokis

Pymunna npoginakmuka nanaoie anzionespomuynozo

HaoOpaKy

Crmoci6 3actocyBanus JI3

1 000 MO xoxHi 3

500 MO koxHi 3 a00 4 1Hi 3

iHTEepBaJIOM BBEJCHHS 4 JTHI

a6o 4 nHi 3 MO>KJIUBICTIO KOPUTYBaHHS 1HTEpPBAILY
MOKJIMBICTIO JIO3yBaHHS 1 103U
KOPUT'yBaHHS
IHTEepBaIy
JIO3yBaHHS
Kinbkicth prrakonis Ha 1 2 1
BBEJICHHS
Butparu Ha | BBeeHHs, I'pH 21 000,00 10 500,00
KpatHicTh 3acTOCyBaHHS B PiK 3 122
IHTEpBaJIOM BBEJICHHS 3 JTHI
Burpatu Ha nanienTa Ha 1 pik 3 2 562 000,00 1 281 000,00
IHTEpBaJIOM BBEJCHHS 3 JIHI, TPH
KpatHicTh 3acTOCYBaHHS B piK 3 92
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Butparu Ha narienTa Ha 1 pik 3 1 932 000,00 966 000,00
1HTEpBaJIOM BBEJICHHS 4 JIHI, TPH

*Bionosiono 0o aucma MO3 Vkpainu 6io 09.06.2022 Ne25-01/12931/2-22 ons nposedenHs
PO3PAXYHKIE OVI0 BUKOPUCMAHO OCMAHHIO OOCMYNHY YIHY JIIKAPCbKO20 3aco0y 3a pe3ylbmamamu
mopeig, nposedenux /I “Meouuni 3axynieni Ykpainu”, wo oocmynua 6 enekmpouHiu cucmemi
nyONiYHUX 3aKynigeny.

OTtxe, BUTpATH Ha JIIKyBaHHS Hamajay aHT1OHEBPOTHYHOTO HAOpsKy JI3 iHT16iTOp
Cl-ecrepasu JrOJIMHM OJHOTO MaIlieHTa BiKOM Bia 12 pokiB Ta Big 2 1o 11 pokiB 3
Macoro TiJia > 25 KT 3a aJieKBaTHOI peakilii Ha JikyBaHHs ctaHoBIsATH 21 000,00 rpH, 32
BIJICYTHOCTI aiekBaTHO1 peakiii - 42 000,00 rpH; BUTpaTH Ha OJHOTO MAIlIEHTAa BIKOM
Bim 2 1o 11 pokiB 3 macor Tina 10-25 kr 3a amekBaTHOI peakilii Ha JIIKyBaHHS
ctanoBATh 10 500,00 rpH, 3a BimcyTHOCTI ajnekBatHoi peakuii - 21 000,00 rpHh.
Burtpatu Ha npoBeneHHs NMPOQIIAKTUKN Halaay aHTIOHEBPOTUYHOrO HAOpSKY Iepen
IPOBEJICHHSIM MEJIMYHOI, CTOMATOJIOTI4UHOI ab0 XipypriyHoi npoueaypu JI3 iHriditop
Cl-ecrepasu JI0IMHU Ha OJIHOTO TallieHTa BiKOM Bij 12 pokiB Ta Big 2 10 11 pokiB 3
Macoro Tisia > 25 kr ctanoBiATh 21 000,00 rpH, Ha ogHOTO NallieHTa BikoM Big 2 10 11
pokiB 3 Macoro Tia 10-25 kr - 10 500,00 rpH. Butrpatu Ha onne BBenenns JI3 iHribiTOp
Cl-ectepa3u NOAMHM IS  TPOBEAEHHS PYTUHHOI TPO(UIAKTUKA  HamajiB
AQHT10HEBPOTUYHOTO HAOPSIKY Ha OJHOTO MaIli€eHTa BIKOM BiJ 12 poKiB CTaHOBIATH 21
000,00 rpH, HA oxHY AUTUHY BikoM 6-11 poki - 10 500,00 rpH; BiAMOBiIHO, PiUYHI
BUTPATH Ha OJHOrO TaIli€HTa BIKOM Bijg 12 poOKiB 3 iHTEpBaJOM BBEACHHSA 3 JHI
ctaHoBIATh 2 562 000,00 rpH, 3 iHTepBagoMm BBeaeHHS 4 aHi - 1 932 000,00 rpH, Ha
onHOTO TarieHTa BikoM Bix 6 mo 11 pokiB - 1281 000,00 rpa ta 966 000,00 rpH
BIJIMIOB1HO.

3riiHO 3 JOJATKOBUMH Matepianamu, HagaHumu y jucti MO3 VYkpainu Bij
09.06.2022 No25-01/12931/2-22, xinbkicth mnamieHTiB 31 CAH y 2022 poui, 1o
noTpeOyIOTh JIIKyBaHHs, CTAaHOBUTH 65 oci6 (56 mopociux 1 9 miteit), 26 3 sKuX
BUKOPUCTOBYIOTh JI3 1HTi6iTOp Cl-ecTepasu MoauHU KOXHI 2-4 JHI, 1110 BIAMOBIAAE
pEXKUMY PYTHUHHOI PO(UIAKTUKH, 1HII MAIIEHTH BUKOPUCTOBYIOTH JI3 1711 JTIKyBaHHS
HamajJiB  aHTIOHEBPOTHMYHOTO  HAOpSKy  Ta/abo0  MpO(UIAKTUKH  HamajiB
AHT10HEBPOTUYHOTO HAOPSKY Mepe/1 MPOBEACHHSIM MPOIIEYD.

VY 3B's3Ky 13 HEMOXJIMBICTIO BUKOpHcTaHHS JI3 ikariOaHT, KoHecTar anb(a,
EKAJUTAHTH/T K MEIUYHUX TEXHOJIOT1M MOPIBHSIHHS, a TAKOX BiJICYTHOCTI JOCTYITHUX
narieHTaM Ykpaian iHmmx cnenudivanx JI3 ans mikyBaHHS 1 mpoiTaKTUKU HATAiB
AQHT1IOHEBPOTUYHOTO HAOPSIKY, YIMOBHOBAXKCHHMI OpraH 3a3Haya€ PO BIJCYTHICTH
“HoBoro creHapiro”. ToMy yImOBHOBa)X€HHM OPTraHOM OYJIO MPOBEJCHO PO3paxyHOK
BIUIMBY Ha MOKA3HUKHU OIOJKETY 3 YAaCOBUM FOPU30HTOM B OJIUH PIK MpH 3a0€3MEUCHH1
yciei koroptu mnamieHTiB JI3 inHriditop Cl-ectepasu monunu (“mitounii crieHapiii’)
(Tabnuus 3). Po3paxyHku MPOBEICHO 3a 1HAUBIYaTI30BaHUM M1IX0JA0M (B1AMOBIIHO
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0 HajgaHuX y goaarky jgo jgucta MO3 Vkpaiau Big 09.06.2022 Ne25-01/12931/2-22
JaHUX JIJIs KOKHOTO marfiedTa moa0 kubkocti MO JI3 Ha pik 3acTOCyBaHHS).

Tabmuus 3. Pesynbpratu aHamidy BIUIMBY Ha TIOKa3HUKU OOJDKETY TIPH
3actocyBanHi JI3 inri6itop Cl-ecrepasu JOIUHU: JIIOUUN ClIeHAPiT

1 pik
KinbkicTs nanieHrin
KingpkicTh MmaIieHTiB, 110 MOXYTh MOTPEOyBaTH 65
JIKyBaHHA (32 TaHUMU, HaJIaHUMU Y JTIOJaTKy J10
mucta MO3 Vkpainu Big 09.06.2022 Ne25-
01/12931/2-22)
® jopocii 56
® IITH 9
Burparu Ha BCIO ONyJIsINil0 NAMIEHTIB, TPH
Butparu Ha iHri6itop Cl-ecTepasu JMOIUHA Ta 83 013 000,00
BILUIMB Ha OIOJIKET
e JlikyBaHHS HalajJiB AaHT1OHEBPOTHYHOIO 23793 000,00
HaOpsiky Ta/abo mnpodilakThKa HamaiiB
aQHTIOHEBPOTUYHOTO  HAOpsAKY  mepen
MIPOBEICHHSM TIPOIIETYP
- nopocii (31 narieHr) 20937 000,00
- mitH (8 MaIieHTiB) 2 856 000,00
® PyTuHHa npodinakTrKa HanajaiB 59 220 000,00
aHT10HEBPOTUYHOTO HAOPSIKY
- popocii (25 naiieHTiB) 58 128 000,00
- mitu (1 marieHr) 1 092 000,00

Otxe, BuTpatu Ha 3akyniBito JI3 inridirop Cl-ectepaszu Jt0IUHU 1T KOTOPTH
narieHTiB (56 gopocimux 1 9 nmitei) i JiKyBaHHS 1 TpOMUIAKTHKA HamajiB
AHT10HEBPOTUYHOTO HAOpsAKYy y mopocnux 1 mitedd 31 CAH 3a inmuBimyasmizoBaHUM
MIX0ZI0M JI0 po3paxyHKiB cTaHOBIATH 83 013 000,00 rpH.

3MojenboBaHU BIUIMB Ha Oroker iHriditopa Cl-ectepasu oguHu OyJio
MOPIBHSHO 13 PEKOMEHIOBAHUMHU 3HAYCHHSMH IITKAJK BIUTMBY Ha OIO/DKET B YKpaiHi,
BIJINOBIAHO /10 aKTyalli30BaHUX 3HAYEHb PEKOMEH]IOBAHOI IIKAJIW OI[IHKU BIUIMBY Ha
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Oro/pkeT B YKpaiHi Ha MACTaBl JaHUX JIEP>KaBHUX BUTPAT Ha JIIKapCchKi 3acobu y 2021
poIIi, Ta BCTAHOBJIEHO, 110 MpHU 3aKymiBii iHTi6iTOpa Cl-ecTepasu MOAMHY, BIUTUB Ha
Oro/keT Ha 1 pik Oyme cepeaHiM (3HAXOIUTUMEThCS B Aiana3oni 38 mutH rpH - 100 MaH
IpH) Ta MEHIIMM 32 PEKOMEHJIOBAHE MOPOrOBE 3HAYCHHS CTyMeHs (HIHAHCOBOI
JIOCTYMHOCTI, 1110 CTAHOBUTH 176 MIIH I'pH.

Bignosimno go nucra MO3 VYkpainm Big 09.06.2022 Ne25-01/12931/2-22
YIOBHOBa)XEHUM OpPraHOM OyJIO T0JaTKOBO MPOAHAI30BAHO MEPETIKU BIAIIKOIYBaHb
pedepeHTHUX KpaiH Ta kpaiH CxigHoi €Bponu 3 METOI MOWIYKY IiH (Ha pIBHI
BUpPOOHMKA) HA 3asBJIEHY MEJMYHY TeXHOoJjorit0 ctanoM Ha 01.08.2022. BcranosieHo,
mo 1ixa ¢uakony JI3 inri6itop Cl-ecrepasn momuau (TH “CIHPAN3”) y Pymynii
cTaHoBUTh 2 854,93 pymyHchkux nei®, mo 3a odiuilinum xkypcom HBY cranom Ha
01.08.2022% eksiBanentno 21 601,26 rpu. JI3 inri6itop Cl-ecrepasu moguau (TH
“CIHPAI3”) He Gymno 3Haiineno y peectpax wix JI3 cranom Ha 01.08.2022 Anbamii®’,
Binopyci*®, Bomrapii*’, Bocuii i T'epuerosunn®®, I'peuii*’, Ecromnii®’, Jlatsilichkoi
Pecny6niku®!, Jluten™?, Mongosu®®, ITiBaiunoi Makenonii>*, Pecriy6niku ITonsma™,
Cep6ii*®, Crnopanpkoi PecrryOniku®’, Cnosenii®®, Yropmuun®, Xopsatii®®, Yecbkoi
Pecrry6niku®!, Yoproropii®.

Otxe, mua Ha JI3 inriditop Cl-ecrepasu moaunu (TH “CIHPAI3”) 3a
pesynbTaTamu Topri, nposeaeHux Il “Menuuni 3akymiBii YKpaiHu” Ha piBHI
10 500,00 rpu 3a 1 ¢nakoH, € Hwk4oro 3a wiHy JI3 y PymyHii y rpuBHeBOMY
€KBIBAJICHTI.

Takox BianoBigHOo A0 Jucta MO3 Ykpainu Bix 26.07.2022 Ne 25-01/16746/2-22
ta Big 08.08.2022 Ne25-01/17921/2-22 muiomo AOUUIBHOCTI YKIJIaJlaHHS JIOTOBOPIB
KEPOBAHOTO JIOCTYIYy YHMOBHOBRXEHUM OpraHOM OyJIO JO0JAaTKOBO IPOAHai30BaHO
pexomenpanii opranizamiii 3 OMT ixHmmx kpain monao JI3 inri6itop Cl-ectepasu
mouan (TH “CTHPAI3”) (Tabmmus 4).

# https://cnas.ro/lista-medicamente/

“ https://bank.gov.ua/ua/markets/exchangerates

5 https://fsdksh.gov.al/wp-content/uploads/2022/04/vendim-2022-04-13-230.pdf

4 https://www.rceth.by/Refbank/reestr_drurregprice/results

47 https://portal.ncpr.bg/registers/pages/register/list-medicament.xhtml

8 http://www.fmoh.gov.ba/index.php/preporucujemo/liste-lijekova

“https://www.moh.gov.gr/articles/times-farmakwn/deltia-timwn/106 1 2-epikairopoihsh-deltioy-timwn-farmakwn-anthrwpinhs-xrhshs-me-
enswmatwsh-dioikhtikwn-metabolwn

50 https://www.ravimiregister.ee/en/publichomepage.aspx?pv=PublicDownloads

5! https://www.vmnvd.gov.lv/lv/kompensejamo-zalu-saraksti
Shttps://ligoniukasa.lrv.1t/lt/veiklos-sritys/gydymo-istaigoms-ir-partneriams/kompensuojamieji-vaistai-ir-medicinos-pagalbos-priemones-
2/kompensuojamuju-vaistu-ir-mpp-aktualijos/aktualijos-4

%3 https://amdm.gov.md/ro/page/catalog-national-de-preturi-de-producator-la-medicamente

3% https://fzo-org-mk.translate.goog/sifrarnik-lekovi-pzz? x_tr sl=mk& x_tr tl=ru& x_tr_hl=ru& x_tr pto=sc

33 https://www.gov.pl/web/zdrowie/leki-refundowane

% http:/rfzo.rs/index.php/osiguranalica/lekovi-info/lekovi-actual

57 https://www.health.gov.sk/?zoznam-kategorizovanych-lickov

38 https://www.jazmp.si/humana-zdravila/cene-zdravil/seznam-ndc-in-ivdc/
*http://www.neak.gov.hu/felso_menu/szakmai_oldalak/gyogyszer segedeszkoz gyogyfurdo tamogatas/egeszsegugyi_vallalkozasoknak/pupha/Vegle
ges PUPHA .html

¢ https://hzzo.hr/zdravstvena-zastita/lijekovi/objavljene-liste-lijekova

o https://www.sukl.cz/sukl/seznam-leciv-a-pzlu-hrazenych-ze-zdrav-pojisteni

2 https://fzocg.me/ckfinder/userfiles/files/folder_13/Lista%20ljekova%20decembar%202022_g.pdf
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Tabmnus 4. Pexomenparii opraHi3auiﬁu3 OMT B iHmux kpaiHax momao JI3
iuri6iTop Cl-ectepasu moaunu (TH “CIHPAN3”)

OMT opranizaunis

Pexomengania®

Hanionaanuuii
IHCTUTYT OXOPOHM
310pPOB’A i
JIOCKOHAJIOCTI
MeIMYHOI J0NOMOTH
Beaukoi bpuranii
(National Institute
for Health and Care
Excellence, NICE)

Orinka He TPOBOINIACK.

Koucopuiym 3
JIKApCHKHUX 32c00iB
Ilotaanaii (Scottish
Medicines
Consortium, SMC)

Or1iHKa HE IPOBOUIIACK.

Hanjionaabunid
OpraH 3 NUTaHb
OXOPOHH 310POB'sl
®panuii (Haute
Autorité de santé or
French National
Authority for Health,
HAS)

“CINRYZE”,
20.06.20126°
“CINRYZE
(imridiTop C1-
ecTepasu JIIIUHH,
aHTH(PIOPUHOTITHK)”
,06.12.20176
“CINRYZE
(iuridiTop C1-
ecTepasu JIIOAUHH)”,
25.07.2018%5

B oninni “CINRYZE” Bixg 20.06.2012 3a3HaueHo, 1110 KomiTeT 3 muTaHb
mpo3opocti pekomenaye BkimounTe JI3 inriditop Cl-ecTrepasu iroauHu
(TH “CINRYZE”) mo mepeniky JI3, 103BOJICHUX UIsl BUKOPUCTaHHS B
JTIKapHSAX Ta JEpPKaBHUX YCTAaHOBAaX 3a TIIOKAa3aHHSAM JIIKyBaHHS Ta
nepenonepaiiiiia npodigaKTUKa HanaaAiB aHT1OHEBPOTHYHOTO HAOPSKY Yy
nopociux 1 miamitkiB 31 CAH; pyTtuHHa mnpodinakTuka HamaliB
AQHT10HEBPOTUYHOI'O HAOpSAKY Yy AOPOCIMX 1 MIATITKIB 13 TSXKKUMU Ta
permauBytounmu Hamagamu CAH, siki He mepeHocsTh ab0 OTPUMYIOTh
HEJ0CTaTHIN e(eKT BiJ 3acTOCyBaHHS MNepOpaIbHUX MPO(UIAKTUIHHX
METOIB JIiKyBaHHA, a00 y TNalli€HTIB, fKi HE OTPUMYIOTh HAaJEKHOTO
e(eKTy BiJl TOBTOPHOTO JIIKyBaHHS TOCTPOTO Hamaay. BecraHoBieHo, 10
¢aktuuna Buroga (SMR) € 3HauHoro. ¥ ctpaterii aikyBanus CAH TH
“CINRYZE” ne 3a0e3neuye nokpamieHss paktuunoi Burogu (ASMR V)
MOPIBHSHO 3 1HIIUMU JIOCTYITHUMHU METOJIaMH JIIKyBaHHS.

B omum  “CINRYZE  (imribitop  Cl-ecrepasu  J10IuHH,
anTH(16puHOoMiTUK)” Big 06.12.2017 (mpuurHa NPOBEACHHS OLIHKU -
PO3IIMPEHHS MOKAa3aHHS JUIsl MEAUYHOTO 3aCTOCYBaHHs) 3a3HAY€HO, L0
JI3 iuriditop Cl-ecTepa3u JIOJUHU PEKOMEHJOBAHO BKIIOYUTH Y
J0JaTKOBUHM mepenik JI3, 103BONEHUX JUIsi BUKOPHCTAHHS B JIIKapHSX.
Bcranoneno, mo ¢axkruyna suroaa (SMR) e 3naunoro. TH “CINRYZE”
He 3a0e3neuye nokpaieHHs paktuanoi Buroau (ASMR V) npu nikyBaHH1
HamajJiB  aHTIOHEBPOTHYHOIO  HAOpsAKy Ta  MepeAnpouenypHii

% https://www.has-sante.fr/jcms/c_1264432/en/cinryze
® https://www.has-sante.fr/jcms/c_2814681/en/cinryze-c1-esterase-inhibitor-human-antifibrinolytic
% https://www.has-sante.fr/jcms/c_2873701/en/cinryze-human-c1-esterase-inhibitor
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npoUTAKTULIl HamajiB aHTIOHEBPOTHYHOTO HAOpsSKy, a TaKoX NpHu
PYTHHHIN TTpOQ1TaKTUIII HAIA liB aHT1OHEBPOTUYHOTO HAOPSAKY Y JiTeH 13
TSOKKMMHM Ta PEIMIUBYIOUMMH HallalaMU aHT'IOHEBPOTHYHOT'O HAOPSIKY.

B ominmi “CINRYZE (inri6itop Cl-ecrepa3u moauau)” Big 25.07.2018
(mpyuyMHa NPOBEAECHHS OLIHKU - IPOBEIEHHS MEPEOLIHKH (PaKTUUHOT
Burogu (SMR) Ta nokpaienss ¢akruunoi Buroau (ASMR)) 3a3nadeHo,
uo ¢aktuuna Burona (SMR) CINRYZE € 3nauHOIO BIAMOBIAHO 10
3aTBEpPKEHUX MOKa3aHb Uil MeauuHoro 3actocyBaHHsA. CINRYZE He
3a0e3neuye mnokpamieHHs ¢aktuyHoi Buroaun (ASMR V) y nopocnux,
HiUTITKIB 1 AiTEH MpH JiKyBaHHI TOCTPUX HamajiB aHTIOHEBPOTHYHOIO
HaOpAKY, Npu NpoQITAKTHUII HAIA 1B AHTIOHEBPOTHYHOTO HaOPSIKY Mepe.
MPOBEACHHAM Mpolenyp abo MpH IJIAaHOBIH MPOQUIAKTULI BaXKKUX Ta
peunauBytounx HanazgiB mpu CAH.

[Hdpopmaris m070 eKOHOMIYHOIT JOLIIBHOCTI Yy BUIIE3a3HAYEHHUX 3BITaX
BIJICYTHSI.

Kanaacoeke
areHTCTBO
JIKapChKHUX 32c00iB
Ta MeJINYHUX
TexHoJorii (The
Canadian Agency for
Drugs &
Technologies in
Health, CADTH)
“MeaukaMeHTO3HA
Tepamnis 1Js
J0BIrOCTPOKOBOI
npoginakruku
HaNaaiB
AHTIOHEBPOTHYHOI'0
Haopsaky npu CAH”,
19.12.2019%

VY 3BiTI 3a3Ha4€HO, IO JIOBrOCTPOKOBA MpodimakThka (pyTHHHA
npodiakTUKa) M1 3armo0iraHHs TOCTPUM HallaJlaM aHT10HEBPOTHYHOIO
HaOpsky npu CAH € BaxIMBOIO OMITi€r0 TiKyBaHHS /i narienTis i3 CAH
y 3B"13ky 3 aedinurom C1-INH (C1-INH CAH), ockinbku Taki METOIH
JTIKyBaHHS MOXYTh 3MEHIIUTH YacTOTY HAmaJiB Ta MOKPAIIUTH SKICTh
JKUTTS TAIIEHTIB, OB’ s13aHy 31 3110pOB’ M. OUiKy€EThCS, IO MAIIEHTH 3
YaCTHMH Ta BAaXKUMHU HamaJaMu, OCOOIMBO SKIIO II€ IOB’S3aHO 13
TSOKKHMM ~ 3aXBOPIOBaHHSIM Ta 3HW)KCHHSM  3JaTHOCTI BUKOHAHHS
NOBCAKJIEHHUX  (YHKILIH, OTPUMAIOTh HAaWOUIbIIy KOPUCTH  BiX
NPOBE/ICHHS JIOBrOCTPOKOBOI mpodimakTuku. Buxopucranus JI3 s
JIOBFOCTPOKOBOI MPO(DITAKTUKY HamaJliB aHTIOHEBPOTHYHOTO HAOPSKY
npu CAH pi3ko 3poctae B Kanani, i 3a MOTOYHUMH I[iHAMHU >KOJHA 3
Tepamiii, TpPU3HAYEHUX [UIS JIOBIOCTPOKOBOI MPO(DITAKTHKH, HE €
€KOHOMIYHO JIOITbHOK. 301IbIICHHS PIBHS BUKOPHUCTAHHS Ta BHCOKI
ninu Ha JI3 anms moBroctpokoBoi npodinaktuku Hananis C1-INH CAH
Ma€ 3HAYHUN BIUTUB HA OFOJDKET JJIS JICPIKaBU SIK IUIATHUKA. PerenpHuii
BiMOIp MAaIli€HTIB 1 3HAaYyHEe 3HWXKEHHS IiHM Ha JI3 MOXyTh OyTH
(dakTopamMu, SKi CIiJA PO3MNISHYTH JUIsl 3a0€3MEeUeHHsS CTaOuTbHOTO
JOCTYIY J0 IUX METO/iB JIikyBaHHs B KaHasi.

Exonomiuna  oyinka: 'y ~ 0a30BOMy  TIOCHIJOBHOMY  aHaji3i
iHKpeMeHTanpHui nmokasHuk edexkruBHocti BuTpar (ICER) Ha nonanmit
pik xuTTs, ckopuroBanuii 3a skicTio (QALY) TH “Cinryze” (inHri6iTop
Cl-ecTepa3u JIIOOUHM Ui BHYTPIITHHOBEHHOTO BBEICHHS) CTAHOBUTH
673 632,00 kanaacekux pgosapiB (19 182 210,11 rpH) mnopiBHSHO 3
BIZICYTHICTIO TOBrocTpoKoBoi nmpodinaktuku, Toxi sik [ICER Ha QALY muist
nanagenymady mopiBHsHO 3 TH “Cinryze” cranouts 12 992 477,00

66

https://www.cadth.ca/drug-therapies-long-term-prophylaxis-hereditary-angioedema-attacks
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KaHaacbkux gonapis (369 971 176,56 rpH). TH “Cinryze” mae HEBEIHKY
WMOBIpHICT OyTH peHTabenbHUM (2%) TMpU 3HAYEHHI MOPOTY
mwiarocupomoxknocti  (WTP) 50 000,00  xaHaachkuX  J0iapiB
(1423 790,00 rpr) Ha QALY. [ mocsrHeHHS yMOBHO NPUHHSATOTO
noporoBoro 3HaueHHs WTP y 50000,00 xaHaachkuxX JgoiapiB
(1423 790,00 rpn) uina Ha TH “Cinryze” mae 3uu3utucs Ha 70%.

Sxmo TH “Haegarda” (inriGitop Cl-ecrepasu 10 JuHH AJ1s MiJIKIPHOTO
BBEJICHHS) MPOAaBaTUMEThCs 3a Ti€ro K MmiHow, mo 1 TH “Cinryze”
(HalizemeBIua oOmiis 10BrocTpokoBoi npoginakruku), To TH “Haegarda”
Oyle HaiijeleBUIMM BaplaHTOM JIIKYBaHHS, SKHH XapaKTepHU3Y€eThCS
HIUKYOI0 BapTiCTIO Ta Oinpmior0 KimbkicTio QALY mopiBHSHO 3
BIJICYTHICTIO A0Broctpokooi npo¢inaktuku 1 TH “Cinryze” (todro TH
“Haegarda” Oyzae JOMIHAaHTHOIO TEXHOJIOTI€I0 MOPIBHIHO 3 BiICYTHICTIO
nosroctpokoBoi npodinaktuku 1 TH “Cinryze”). Pesynpratn mopeni
Oynu HaWOUIBII YyTJIMBUMH JI0 TPUBAJIOCTI Hamaay. 3a YMOBH, IO BCI
Halajy, 10 JIKYIThCA, 3HUKAIOTh MpOTsIroM 48 roauH, a Ti, SKI HE
nikyroTbes - npotsiroM 72 rogus, ICER na QALY mna TH “Cinryze”
MOPIBHSIHO 3 B1JICYTHICTIO JIOBIOCTPOKOBOI MPOQITaKTUKN 3MEHIIY€ETHCS
1o 284 233,00 kanancekux goiapis (8 093 762,06 rpu), Toxai sik ICER Ha
QALY nns nananenymaOy nopiBasiHO 3 TH “Cinryze” 3MeHIIy€eThCs 10
9470 001,00 kanancekux nonapis (269 665 854,48 rpH).

OcCkiIbKM BUTpaTH, NOB’sI3aH1 3 BTPATOIO 3apOOITHOI IJIaTU Ta BUTPATH,
SK1 HECYTh MAIlEHTH, SIKI CTPAXKAAIOTh HA TOCTP1 HaMay, € HEBEIUKUMHU
MOPIBHSIHO 13 3arajibHUMH BuUTpaTamu Ha jikyBaHHs CI1-INH CAH,
MPOBEACHHS aHali3y 3 COLIaJbHOI MEPCHEKTUBU (BKIIOYAIOYM MPAMI
BUTpaTH Ha OXOPOHY 37I0POB’s Ta HENPSIMI BUTPATHU MAalll€EHTA) MPU3BEIO
1o ICER, cniBCTaBHOTO 3 OTpUMaHUM y paMKax 6a30BOro CLEHapilo.
Bnnue na noxaznuxu 6100dcemy: uis 0a30BOr0 CLEHApil0 MOTOYHHM
BIUIUB Ha OIO/PKET KOHIEHTpary iHribiropy Cl-ecrepasu ironuHH Ta
ikatibanTy ouiHoetbess B 81 861 027,00 kaHaachkMX — J10J1apiB
(233 105 803,33 rpu) mopiuHo Ta 245 043 080,00 kaHaACHKUX J10JIapiB
(6977797 737,46 TpH) mpoTaroM Tphox pokiB. [lopiBHAHO 3 6a30BUM
CIIeHapieM,  3alpOBa/UKEHHS  HOBUX  METOJIB  JOBIOCTPOKOBOT
npodinaktuku (TH “Haegarda” Ta nmanagemyma0) npusBeie 10 eKOHOMIT
komTiB 'y 18 506 975,00 xanaacekux npomapiB (527 000 918,71 rpH)
MPOTATOM TPbOX POKiB. Pe3ynbratu aHai3y 4yTJIIMBOCTI CBIYATh MPO TE,
10 B YCiX CIIEHapisiX, AKIIO TUIBKH BCI MalliEHTH HE BUKOpHUCTOBYIOTH TH
“Berinert” (inrioitop Cl-ectepazu IOIUHU ISl BHYTPIITHHOBEHHOTO
BBEJICHHS) MIAMIKIPHO B HKXKYiM 11031, 3alIPOBA)KCHHS] HOBUX METOIB
JiKyBaHHS 3a0e3ledye €KOHOMII0 KOIUTIB MOPIBHAHO 3 IOTOYHOIO
MPaKTUKOIO JiKyBaHHS. [loToyHa mpakTuka JikyBaHHs, 3a sikoi TH
“Berinert” 1 TH “Cinryze” € eIuHUMH METOJAaMH JIOBIOCTPOKOBOT
npoiTaKTUKK, BIUIMB Ha OIOJUKET JOBIOCTPOKOBOI MNPOQUIAKTUKU
TOPIBHSAHO 3 1i BIACYTHICTIO OIliHIOETBCS B 56 882 033,00 xaHamChKuX
nonapiB (1 619 761 395,30 rpH) Ha pik abo 170 646 098,00 kaHaACHKUX
nonapiB (4 859 284 157,43 rpH) mpoTATOM TPHOX POKIB. Pe3ynbrartn
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aHaJizy 4YyTJIMBOCTI CBig4aTh MpO Te, M0 Y BCIX JOCHIIKYBaHHX
crieHapisx nmpodiJakTHKa HE € BapiaHTOM €KOHOMIi KOIITIB IMOPIBHSHO 3
BIZICYTHICTIO Tpo(imakTHKH. JoBroctpokoBa mpodilakTUKa € MEHII
JIOPOTOI0 Y CIEHApisiX, /e TMaIl€HTH, K1 MOTPeOyIOTh JTOBrOCTPOKOBOI
npo@TAKTUKH, MAIOTh OLTBII BUCOKE 3HAUEHHS 0a30BOT YaCTOTH HAMA/IiB.

ABcTpadnilicbkuii
AOpaTYMi KOMiTeT
11010 MeIUYHHUX
nocayr (Medical
Services Advisory
Committee, MSAC)
“JasBa Ne 1394 -
KOHIIEHTPAT
inrioirop C1-
ecTepasu JIOAUHI
AJI1 JTIKYBAHHS
CAH”, 30-
31.07.2015%

Po3rnsHyBIIM HasBHI JOKa3H 00 O€3MeKH, KIIIHIYHOT e)eKTUBHOCTI Ta
€KOHOMIYHOT JOIJIBHOCTI KOHIIEHTpATy iHri0iTopy Cl-ecTrepasu 0 IUHH,
MSAC noBizomuB MiHicTpy Ta FOpucaukuiitnomy xomitrety kposi (JBC),
110 KOMITET MiITPUMYE BKIIFOUCHHSI KOHIIEHTpaTy iHTi01TOpy Cl-ecTepasu
moaunu (TH “Cinryze” i TH “Berinert”) no HamionansHoro nepeniky
npoaykTiB 1 mocayr (NPSL) 3rimno 3 HamioHansHOIO yroaor mpo KpoB
(NBA) nmns mikyBannst roctpux HananisB CAH tumy I ta II, 3a minoro,
BU3HAYCHOID HAa OCHOBI aHaJi3y MiHIMi3alii BHTpaT Yy MOpIBHSHHI 3
1KaTi0aHTOM.

Kpim toro, MSAC noBimomMuB, 110 KoHIeHTpart iHridiTopy Cl-ecrepasu
JIOIMHU TaKOX Mae OyTu BKIroueHuit 1o NPSL ans mepenmporierypHoi
ta pytuHHOI npodinaktuku CAH tumy I Ta Il 3a 3HMWKEHOW ITiHOIO.
BiamoBimHO 10 J03BONIB  YTpaBiiHHA 3 TEPaleBTUYHUX TOBApPIB
Asctpanii (TGA), s pekoMmeHaamis moa0 NpodUIAKTUKA CTOCYEThCS
mame TH “Cinryze”. MSAC Takox mopaivB HaJlaTH BKa3iBKHU JIiKapsM,
AK1 Mpu3HadarTh JI3, mo nepeanponenypHa npodiliakTuka mMae OyTh
oOMexeHa XipypriyHMM BTPYYaHHSM y TpyIi PU3HMKY Ta IIO PyTHHHA
npodiakTHKa BUIpaBAaHa 3 TOYKH 30py E€KOHOMIYHOI €()EeKTUBHOCTI
JIMIIE y TOMY pasi, SIKIIO y Mali€HTIB 10 TOYaTKy PyTUHHOT PO 1ITaKTUKH
BUHHKAJIO § 1 OiIbIIIe TOCTPUX HamaaiB Ha Mmicsaib. MSAC 3anpornoHyBaB
PO3IIISIHYTH MOJKJIMBICTD 3allpOBaKEHHS MEXaHI3My 3aCTOCYBaHHS
3HMKOK, 1100 Oy/Ib-sK1 BUTpATH Ha KOHIIEHTpAT iHTi0iTOpy Cl-ecrepasu
JIOIMHYU, IIO BHUXOIATH 3a MeXi ()iIHAHCOBHUX MPOTHO3iB, MOKpHBaia
koMmrtanis “Shire” (BupooHuk TH “Cinryze”).

ExoHOMIiUHA OIlIHKA CKJIAJIAETHCS 3 TPHOX OKPEMHUX aHAII31B:

1) Konnentpar inridiropy Cl-ectepasu JIFOAMHN TPOTH IKATIOAHTY ISt
nikyBaHHs rocTpux HamaniB CAH y nopociux Ta miastiTKiB

byno npoBeneno anami3 miHiMizarii BUTpar. Pe3ynbratd po3paxyHKIB y
3BITI BIZICYTHI y 3B'SI3KY 3 KOH(iIEHIIIIHICTIO HaJaHO1 3asIBHUKOM IIiIHOBO{
nporo3wuilii Ha JI3, mpoTe 3a3HaueHo, Mo JiKyBaHHs rocTpux Hamasis i TH
“Cinryze”, 1 TH “Berinert” moB’s3aHe 3 BHUIIMMH BHUTpaTaMH, HIX
JIKyBaHHS 1KaTiOaHTOM.

2) Ilepeampouenypna mnpodimakTiuka KoHIeHTparoMm iHriditopy Cl-
ecTepa3yd JIIOJUHM 3 MOXJIMBICTIO CHUTBHOTO (200 CaMOCTIMHOTO)
3aCTOCYBaHHS NOPIBHSIHO 3 BBEICHHSIM B YMOBAX JIiKapHi y Malli€HTIB, SKi
HE TIEPEHOCATh a00 OTPUMYIOTh HEJOCTaTHIM €(EKT BijJ MepopabHOI
Teparii.

http://www.msac.gov.au/internet/msac/publishing.nsf/Content/DC572CB3CD42BD2FCA25801000123BFE/$File/1394-FinalPSD-

C1%20Esterase.pdf
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Byno nposeneno anani3 MmiHiMizauii BUuTpaT. PesynbraTi po3paxyHKiB y
3BITI BIZICYTHI1 Y 3B'SI3KY 3 KOH(D1ACHIIIIHICTIO HAJJaHOT 3aIBHIUKOM ITIHOBOT
npono3uuii Ha JI3, mpoTte 3a3Ha4eHo, 110 32 YMOBHU JIOCTYITY JI0 CIIIBHOTO
3actocyBanHs JI3 3a 3asBienoro minoto i TH “Cinryze”, 1 TH “Berinert” €
€KOHOMIYHO JoUiTbHUMU JI3.

3) Pyrunna mnpodinaktuka KoHueHTpaToMm iHrioitopy Cl-ecrepasu
JIOIMHU TIOPIBHSHO 3 BIACYTHICTIO MPO(IIAKTUKU Yy HAILI€HTIB, SKi HE
MIEPEeHOCATh A00 OTPUMYIOTh HEJJOCTATHIN e(EeKT BiJl HepopaIbHOi Tepartii
Byno npoBeneHo aHaii3 BapTiCTb-KOPUCTb. Pe3ynbTaTu po3paxyHKIB y
3BITI BIICYTHI Y 3B'sI3KY 3 KOH(1ACHIIIIHICTIO HAJJaHOT 3aIBHIUKOM ITIHOBOL
npono3uuii Ha JI3, mpoTe 3a3HavyeHo, mo y 0a30BOMy CIeHapii BapTiCTh
npodinaktuku TH “Cinryze” npoTsarom Micsls € BHUILOI, IOPIBHAHO 3
BifcyTHicTio podinakTuku. QALY st TH “Cinryze” cranosuts 3,7132,
Uit BiicyTHOCTI npodinaktuku - 2,7349. ICER na QALY € 3HauyHO
BUIIIMM 32 €KOHOMIYHO JIOLIbHE 3HAYEHHS.

AreHTCTBO
dapmaneBTHYHOTO
MeHexxMeHnTy HoBoi
Semanaii
(Pharmaceutical
Management
Agency, PHARMAC)

Orinka He TPOBOINIACK.

IncTuryT sikocri i
e(peKTUBHOCTI y
CHCTEMi OXOPOHH
3n0poB’ss Himewunnu
(Institut fiir Qualitit
und
Wirtschaftlichkeit im
Gesundheitswesen,
IQWiG)

Or1iHKa HE TIPOBOUIACH.

ITaniiiceke
areHTCTBO 3
JiKapcbKHUX 3ac00iB
(Agenzia Italiana del
Farmaco, AIFA)

Or1iHKa HE TIPOBOIUIACH.

ArenrcTBo 3 OMT Tta
Tapu(pHOi cucTeMun
IMoubmii (Agencja
Oceny Technologii
Medycznych,
AOTMIT)

OrmiHka He TPOBOJMIIACE.
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Hanionaanuuii
IHCTUTYT OXOpPOHM
310pOB'sl
Higepaannis
(Zorginstituut
Nederland, ZIN)

OrmiHka He TPOBOMIIACE.

IHCTHTYT KIIHIYHHX
Ta eKOHOMIYHHX
nocaimkens CIIA
(Institute for Clinical
and Economic
Review, ICER)
“IIpo¢itakTuka
CAH 3a nonomorozo
JaHajaeaymady Ta
inrioiropis C1-
ecTepasm:
eexTUBHICTD i
HiHHICTBL”,
15.11.2018%
OHoBJ/ICHHS Ha
OCHOBI
o0cepBaliiiHMX
peajJibHUX JaHUX
(real world evidence)
“IIpoginakTuka
CAH 3a nonomororo
aanageaymady (TH
“Takhzyro”) Ta
inridiropis C1-
ecTepasm:
epekTUBHICTD i
HiHHICTDL”,
24.08.2021%°

Y 3Biti “IIpodinaktuka CAH 3a npomomororo naHagenymady Ta
iaridiTopie  Cl-ectepasu: edextuBHicTh 1 miHHICTH” Big 15.11.2018
HABEJICHO pe3yJIbTaTH aHalli3y BapTiCTh-€(hEKTUBHICTh, MPOBEICHOTO 3a
JIOTIOMOTO10 MoJieni MapkoBa, y sikiid Oyio nopiBHsiHO TpH JI3, cxBaneHi
st foBroctpokoBoi npodinaktuku CAH (TH “Cinryze”, TH “Haegarda”
(iaribitop Cl-ecrepa3u IOAMHM Ui MIJIIKIPHOTO BBEICHHS) Ta
naHazenymMal) 3 BIACYTHICTIO  mpodinakTuk. BigmoBimHo 10
MPOBEACHOTO aHai3y 3arajibHa BapTICTh MOXHUTTEBOI Tepamii 3
nepcnekTuBy cucteMu oxoponu 3710poB's CIIIA TH “Cinryze” ctaHOBUTH
14 396 000,00 nonapis CHIA (526 441 565,60 rpH) (3 HuxX BapticTh JI3 -
9469 000,00 momapie CIIA (346 268 073,40 TrpH)), BIACYTHICTH
npodinaktuku - 9 953 000,00 momapie CIIIA (363 967 275,80 rpH)
(pizauns Butpat - 4 443 000,00 momapie CIHA (162 474 289,80 rpn)).
Kinbkicte momanux pokiB xkutts (LY) sk g TH “Cinryze”, Tak 1 s
BiJicyTHOCTI npodiakThuku ctaHoBUTH 23,55. QALY mms TH “Cinryze”
cranoBUTh 18,21, must BigcytHoOcTi mpodinaktuku - 17,47 (pisHuUSA -
0,75). KinpkicTh HamajiB aHT1IOHEBPOTHYHOTO HAOpsAKy mpu Tepamii TH
“Cinryze” crtaHoBuTh 843, mpu BiAcyTHOCTI mpodimaktuku - 1 703
(pizauns - 860 wamanis). BignosigHo, ICER Ha QALY 3 mepcrekTuBu
cuctemu oxoporu 310poB'st CIIIA cranoButs 5 954 000,00 nomapis CIIA
(217 729 444,40 rpH). BapTicTh YHUKHEHHS Halaay aHT1OHEBPOTHYHOTO
HaOpsKy 3 MEPCIEeKTHBH cUcTeMU oxopoHH 310poB's CILIA - 5 168,00
nonapiB CHIA (188 986,52 rpH).

[IpoBenenuit oqHO(aKTOPHUI aHAI3 YYTIMBOCTI CBIIYHUTH MPO TE, IO Y
xomui cumysii TH “Cinryze” He pocsria mopory €KOHOMIYHOL
nonuteHOCTI, Mo craHoBuTh 500 000,00 momapis CIIIA (18 284 300,00
TPH).

Takox y 3BiTI 3a3HaU€HO, IO I[iHa BUpOOHHKa 32 yrakoBky TH “Cinryze”,
500 MO (2 ¢makonu) cranoButh 2 759,00 momapie CIIA (100 892,77
TpH), HETTO IIiHa 3a ynakoBky - 2 012,00 gomapis CLIA (73 576,02 rpH).
st nocsraenns mopory S0 000,00 gonmapis CIHIA (1 828 430,00 rpH) Ha
QALY uina JI3 mae cranosutu 1 096,00 nomapis CILHA (40 079,19 rpH),
s nocsiraeHHs opory 100 000,00 monapis CHIA (3 656 860,00 rpH) -
1 104,00 nmomapis CIHA (40 371,73 rpH), misl AOCSATHEHHS MOPOTY
150 000,00 momapis CHIA (5 485 290,00 rpH) - 1 112,00 nonmapis CIIIA
(40 664,28 tpH), mns pocsraenHs mnopory 200 000,00 momapis CIHIA
(7313 720,00 tpu) - 1120,00 nomapis CIIIA (40 956,83 rtpH), mus

% https://icer.org/wp-content/uploads/2020/10/ICER_HAE_Final Evidence Report 111518-1.pdf
© https://icer.org/wp-content/uploads/2020/10/ICER_Aetion RWE_HAE Report 082421.pdf
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nocsraeHHs mopory 300 000,00 momapis CIHA (10 970 580,00 rpH) -
1 137,00 nonmapis CIILIA (41 578,50 rpH), aua gocsrHeHHs mopory 500
000,00 momapis CIIA (18284 300,00 rpH) - 1169,00 momapis CIIA
(42 748,69 rpH).

VY 3BiTi “Ilpodinaxtuka CAH 3a nponmomororo nanazenymaly (TH
“Takhzyro”) Ta iuri6itopiB Cl-ecTepas3u: edeKTUBHICTD 1 LIHHICTH BiJl
24.08.2021 mpencraBieHO pe3yiabTaTH OHOBJICHHS IMOMEPEAHBOI OI[IHKH
exkoHoMiuHoi pouineHOocTi TH “Takhzyro”, TH “Haegarda” ta TH
“Cinryze” 3 BUKOPUCTAaHHSM OCTaHHIX JIOCTYITHUX peajlbHUX JaHuX (real
world evidence). OHOBIIEHI pe3yibTaTH AJS BIACYTHOCTI MPOQITaKTHKY:
3aranbHi BUTpatu - 6 780 000,00 nonapis CILIA (247 935 108,00 rpH),
KUTBKICTh HamamiB - 926, QALY - 18,00, LY - 23,30; msa TH “Cinryze”:
3aranpHi BUuTpaty - 16 880 000,00 monapis CLLIA (617 277 968,00 rpn) (3
Hux BuTpaty Ha JI3 - 13 520 000,00 nonapis CILIA (494 407 472,00 rph)),
KiTbKicTh HamamiB - 458, QALY - 18,33, LY - 23,30. Bignosigno, ICER
Ha QALY nns TH “Cinryze” mopiBHSHO 3 BiICYTHICTIO MPOQiTaKTUKA
crtanoButh 30 070 000,00 nomapis CIIA (1099 617 802,00 rpH))
(pe3ynbTatu, omyOIiKoBaHi y monepeAHpoMy 3BiTi - 5 950 000,00 nonapis
CIIIA (217 583 170,00 rpn)). Piuna Bapticts aikyBanHs TH “Cinryze” 3a
ontoBoro 1iHOIO BupoOHHKa (WAC) cranoButh 548 563,00 momapis
CIIIA (20 060 180,92 rpn). s nocsiruenns nopory 100 000,00 nonapis
CIIOA (3 656 860,00 rpH) piuHa BapTiCTh JIKYBaHHS Ma€ CTaHOBHUTHU
139 742,00 nonmapis CIA (5 110 169,30 rpH), ans TOCATHEHHS TTOPOTY
150 000,00 monmapis CILIA (5 485 290,00 rpH) - 140 550,00 nonapis CIHA
(5139 716,73 rpu). dnsa gocsraenns nmopory 100 000,00 momapis CIIIA
(3656 860,00 rpu) Ta 150 000,00 momapi CIIA (5 485290,00 rphn)
3HIKKH Ha 1iHY BUpoOHuKa (list price) MatoTh cranoBUTH 74,5% Ta 75,4%
BIAMOBIAHO (32 pe3yjibTaTaMH pO3pPaxyHKiB, OMyOJIKOBAaHUX Y
nonepeIHpOMY 3BiTI - 59,7% ta 60,0% BiAMOBIAHO).

*/[151 nOPIBHIOBAHOCMI 8APMOCMI 8 2PH BKA3AHI 8 NEPEPAXYHKY 6I0N0GIOHO 00 ogiyitinoco kypcy HBY
cmanom na 01.08.20227°.

3a pe3ynapTaTaMd JOJATKOBO IMPOBEACHOTO TOIIYKYy NyOmiKamii, y sAKuX
OIliHIOBAJaCh €KOHOMIYHA JOIUIBHICTh B YaCTHHI €)EKTUBHOCTI BUTPAT BUKOPHUCTAHHS
Jikapcekoro 3aco0y iurioiTop Cl-ectepasu MOAWHM IS JTIKYBaHHS 1 MPOQITaKTUKH
HAaIla/[iB aHT1OHEBPOTHYHOTO HAOPSKY y Mopociux i aiteit 3i CAH (TH “CIHPAII3”),
BCTAHOBJICHO BIJICYTHICTH MMOBHOTEKCTOBUX MYyOJIIKAIi Y BIIKPUTOMY JTOCTYTII.

5) nani moao KopexktHocTi iHGopmauil MPpo HasIBHICTH a00 BiACYTHICTH
€KOHOMIYHUX Ta KJIHIYHUX [epeBar 3acTOCYBAHHA JIKAapCbKOro 3acoly

70 https://bank.gov.ua/ua/markets/exchangerates
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NMOPiBHAHO 3 IHIIMM JIKapCbKUM 32c000M a00 iHIIOKW MEIUYHOI TEXHOJIOTIEK
(ado ix BimCyTHOCTI), HaJaHi 3aABHUKOM

Bignosigno mo n.7 Iopsaky nepxkaBHa OMT 3a CKOpOYEHOIO IPOIEAYPOIO HE
nepeadavae IPoBEACHHS SKCIIEPTH3U MOJaHUX 3asIBHUKOM 3asBH 1 JIOChE, HA TiJICTaB1
SIKUX MOKHA 3pOOMTH BUCHOBOK PO KOPEKTHICTh HaJaHO1 iH(opMairii.

4. PekxoMeHAaMil 111010 BKJIYEHHS (BUKJIIYEHHA) JIKAPCHLKOro 3aco0y 10 (3)
HauionanbHOro mepeJiiky OCHOBHHUX JIIKAPCBKUX 3ac00iB Ta (a00) HOMEHKJIATYP
(mepeuaikiB, CHUCKIB, peecTpiB), 0 3aKYNOBYHTBLCH 32 KOIITH [ePKABHOIO
0X0/2KeTy /JISi BUKOHAHHSI MPOrPaM Ta 3[iliICHEHHS LEHTPAJi30BaHUX 3aX0/iB 3
OXOpPOHM 3/0poB’s, Ta (a00) pekoMeHJaWlil IIOA0 3aCTOCYBAHHA ISl Wijiel
OXOPOHHM 3710POB’Hl JIKAPCHLKOI0 3ac00y, Omjara, 3aKymiBjs a00 BiIIIKOXYBAHHS
BAPTOCTi SIKOTr0 3AiMCHIOETHCA 3 METO) BHKOHAHHSI PErioHAJBLHHUX HIJIbOBHX
NMporpamM 3 OXOPOHM 3/0POB’Sl, 10 MOBHICTI0O YM YaCTKOBO (PiHAHCYIOTBHCH 3a
PaxXyHOK KOWITIiB MicueBHX 0I/:KeTiB, Ta (a00) pekoMeHAaNlil 040 YKJIAJAEHHS
a00 npoaoB:KeHHs il (MPoJIOHTaIlil) 10r0BOPIB KEPOBAHOI0 A0CTYIy Ta (a00) iHmIi
pekoMeHaanii y pa3i HeoOXiZHOCTI yXBajleHHsI pillleHb B CHCTeMi OXOPOHM
310pOB’sl

Cranom Ha 07.09.2022 BianosiaHo a0 3BepHeHHs MO3 Ykpainu Big 09.06.2022
Ne 25-01/12931/2-22 Ta Big 20.06.2022 Ne 25-01/13739/2-22 mpoBeaeHa OIliHKa
MEUYHOT TEXHOJIOT1T 32 CKOPOUEHOIO MPOLIETyPOrO JTiKapchkoro 3aco0y iHriditop Cl-
€cTepasu JIOJWHU JUIs JIKyBaHHS 1 NPOQIIAKTUKU HaMajiB aHT1OHEBPOTHUYHOIO
HAOpAKYy y JOpociuX 1 JiTed 31 CHaJAKOBUM aHTIOHEBPOTHYHUM HAOpSKOM Ha
BUKOHAHHS MIAMYHKTY 3 TyHKTY 4 moctaHoBu KaGinery MinicTpiB Ykpainu Bia
23.12.2020 Ne 1300, a Ttakoxx miamyHKTiB 5, 7 myHktry 8 Ilopsinky mnpoBeneHHs
JIEp’)KaBHOI OIIIHKM MEIWYHUX TEXHOJIOTiH, 3aTBEPIKEHOTro MocTaHoBo KabiHnery
MinicTpiB Ykpaiam Big 23.12.2020 Ne 1300, a came 3 mijcTaB OMIHKHA JOIIHLHOCTI
BUKJTFOUCHHSI JIIKAPCHKOTO 3ac00y 3 HOMEHKJIATypH, IO 3aKYMOBYIOTHCS 3a KOIITH
Jep>KaBHOTO OIOKETY i BUKOHAHHS TporpaM Ta 3A1MCHEHHS IEHTPaIi30BaHUX
3aX0/I1B 3 OXOPOHU 3I0POB’s Ta MO0 JAOLUUIBHOCTI YKIaJaHHS IOTOBOPIB KEPOBAHOTO
JOCTYIY JI0 JIiIKapchkoro 3aco0y 1HrioiTop Cl-ecTepasu Jt0UHM.

Bignoimno mo 1m.22 Ilopsaky BHCHOBOK YIOBHOBKEHOTO OpraHy Mae
pPEKOMEHAIIMHUN XapaKTep.

3a pe3ynbTaTaMu aHai3y HasSBHOCTI JIIKapChKOTO 3aco0y iHribiTop Cl-ecTepasu
JIOJIMHYU Y TATy3€BUX CTaHAApTax y chepl OXOpOHU 370pOB's YKpaiHU BCTAHOBIICHO,
o Jikapcekuii 3aci6 iHTiOiTOp Cl-ecTepasm moanHN HE BKIIOYEHO Yy JlepkaBHMIA
dbopmyIIsp TKapCchKUX 3ac00iB, 3aTBepKeHMI HakazoM MO3 Ykpaiau Big 13.06.2022
Ne 1011; BigcyTHid VYHI(DIKOBaHMN KIIHIYHUN MNPOTOKOJ MEPBUHHOI, BTOPUHHOT
(cmemianizoBaHoi) Ta TPETUHHOI (BHUCOKOCMEIIadi30BaHOI) MEIUYHOI JOMOMOTH
BEJICHHS CIIaJIKOBOTO aHT1OHEBPOTUYHOIO HaOpsiKy. Ha maty npoBeneHHs eKcrepTus3u
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BIJIMTOBITHO /10 Haka3zy MiHicTepcTBa 0XOpPOHHU 370poB’st YKpainu Bin 11 ceprus 2022
poky Ne 1447 3aTBepmxenuii [lepconanbuuii CKiag MyIbTHAUCIHUILIIHAPHOT poO0U0i
TPYIH 3 PO3POOKH TaTy3eBUX CTAHIAPTIB MEIUIHOI TOTOMOTH 32 TeMOI0 «CIakoBHit
AQHT1OHEBPOTUYHHI HAOPSK».

VY MIXKHapOJAHUX PEKOMEH/AIISAX HAYKOBUX TOBAPUCTB 1100 BEICHHS MAIll€HTIB
31 CHaJKOBUM  aHTIOHEBpOTHYHUM  HaOpskoMm (KepiBHuurBo MixHapogHOI
Aneprosoriudoi Opranizarlii y criBmpaiii i3 €BponeichbKoI0 akaJIeMiero ajaeproyiorii Ta
KJIIHIYHOI ~ IMYHOJIOTii  ImOAO0  BEIEGHHSA  cmaakoBoi  aHrioememu,  2021;
Mixnapoaue/Kanancbke KepiBHUIITBO 13 cagkoBoi aHrioeaemu, 2019; KepiBHUIITBO
3 BeJeHHs crnajakoBoi anrioeaemu Meauunoi KoncynbratuBHOi Pamu  Acoriarii
cnagKoBOTO aHrioHeBpoTuyHOTO HAOpsKy CIIIA, 2020; ®panmy3skuii Hartionansamii
POTOKOJ JIIaTHOCTHKU Ta JIKYBaHHS CIaJKOBOT'O AHTIOHEBPOTHYHOTO HAOPSKY Y
nopociux 1 miteir, 2021; HactanoBa (iHCHKOTO MEIUYHO-HAYKOBOTO TOBApHCTBA
Duodecim, 2018; HacranoBa Himenpkoi acormialiii HayKOBUX MEIUYHUX TOBAPUCTB,
2019) iuriditop Cl-ectepa3u IIOAUHU MJisi BHYTPIIIHBOBEHHOTO BBEJCHHS €
PEKOMEH/IOBAaHUM JIIKAPCHKUM 3acO000M BHOOpY ISl JIIKYBAaHHS TOCTPOTO Hamamgy
AHT10HEBPOTUYHOTO HAOPAKY (JIKYBaHHS «HAa BUMOTY»), @ TAKOXK B SIKOCTI1 JIIKAPCHKOTO
3aco0y mepioi JHil JAJI1 KOPOTKOCTPOKOBOI MPO(MUIAKTUKHU Ta JIIKAPCHKOTO 3aco0y
nepioi JiHli npu goBroctpokoBoi npodunaktuini CAH, B Tomy uucni, y nited Ta
BariTHUX.

Kminiyna edexTuBHICT, Ta Oe3mneka 3actocyBaHHs iHTIOITOpy Cl-ecrepasu
JIFOJTUHY JIJIs1 BHY TPIITHEOBEHHOTO BBEJICHHS JIJISI JIIKYBAHHS TOCTPOTO HAMa y HaOPSIKy
(JTiKyBaHHS «HA BUMOTY», on-demand) Ta TOBrOCTPOKOBOT MPO(PITAKTUKH Y TOPOCITHX
1 mite#t 13 CAH mopiBHsHO 3 marne6o Oyina mpoaHami30BaHa y PaHIOMI30BAaHOMY,
MOJBIMHO 3acCIIIUICHOMY, IUIane00-KOHTPOJILOBAHOMY JIOCIIKEHHI, 1[0 ONMHCAaHE Y
nyOnikauii Bruce L.Zuraw et al., 2010.

3a maHUMM JTOCHIIKEHHS OyJIO MOKa3aHo, 1[0 B/B 3aCTOCYBaHHS KOHIIGHTpATY
iHrioiTopa Cl-ectepasu, B m031 1000 MO, € edpextuBHUM 1 Oe3m€YHUM 3aCOO0M
JIKyBaHHS TOCTPUX HamagiB HAOpSKY 13 CKOPOYEHHSM TPHUBAJIOCTI HamajiB y
MOPIBHSHHI 3 TIane60 Ta AOBroTpuBasioi mpodiiakTuku Hanaais Haopsky CAH, mo
MPU3BOJUTH JI0 3HAYHOTO 3MEHIICHHS SIK TSHYKKOCTI, TaK 1 TPUBAJIOCT] HamaaiB HAOPSKY
y namienTiB 13 CAH, 3meHmeHHs nmoTpedu y HEBIIKIJIATHOI Tepamii Ta 3arajibHOI
TPUBAJIOCTI JIHIB 3 HAOPSIKAMU.

Jlikysanmnsa cocmpux Hanaois.

Meniana gacy 10 HaCTaHHS OJHO3HAYHOTO TOJICTIICHHS] CTAHOBWIIA 2 TOJIMHU B
rpymi iHriditopa Cl-ectepa3u MOpiBHAHO 3 OUIBII HIX 4 TOJMHAMU B TPyl 1ianedo
(p=0,02). [ToyaTOoK OAHO3HAYHOTO IMOJIETIIEHHS! CTaHY BIAOYBCS MPOTITroM 4 TOIUH Y
21 13 35 oci6 y rpymi inriditopa Cl-ecrepazu ta 'y 14 13 33 oci0 y rpymni miare6o (60%
npotu 42%, p=0,06). Meniana yacy 10 MOBHOTO 3HUKHEHHSI CUMIITOMIB CTaHOBHJIA
12,3 rogunu B rpymi iHri6iTopa Cl-ectepasu 1 25,0 roaun y rpymni miare6o (p=0,004).
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[Tix wac gocmipkeHHs JIIKyBaHHSI TOCTPOTro Hamagay y 6 i3 36 y4yacHUKIB rpynu
iriobiTopa Cl-ecrepasu (17%), 1y 7 13 35 oci6 rpynu mnane6o (20%), BUHUKIN
noOiuHi peakuii. Jlumre 3 3 nux peakiiit Oyno kmacugpikoBaHO sIK KMOBIPHO MOB’sI3aH1
3 gociaimkyBanuM JI3 (y rpyni minanedo - TeTaHis (cmasm 3am’siCTHOro KaHaiy) B 1
0cO0M Ta KOHTaKTHUU nepMaTuT y 1 ocodwu; y rpyni iHridiropa Cl-ectepasu Bucun y
Micii i’ ekl y 1 ocoOu.

Jloseocmpokosa npoghinakmuxa.

PospaxynkoBa cepenHst pi3HUIlSM B 4aCcTOTI HamaiB Mix rpymnoro iHridiropa Cl-
ecTepasH 1 rpymnoro 1miamnebo cranosuia 6,47 nananuis (95% CI, 4,21-8,73; P<0,001).

Cepenniit 6an (+£SD) st TsHKKOCTI HamafiB (3a 3-0anpHOMO MmIKanmoro, ne |
O3HAYae JIErKui, 2 MoMIpHUH 1 3 BayKkHil) OyB 3HaYHO HMKYUM B Ipy1i iHrioiTopa Cl-
ecTepasu HiX B rpymi mane6o (1,3+0,85 npotu 1,9+ 0,36, P<0,001). [Toxi6HuM ynHOM
3arajibHa TPUBAJIICTh HamaiB OyJia 3HAYHO KOPOTIIO B rpymi iHriditopa Cl-ectepasu,
HIXK TIpU 3acTocyBaHHI 1iane6o (2,1+1,13 npotu 3,4+1,39 nuis, P=0,002).

3actocyBaHHA Npo(dUIAKTHYHOTO JiKyBaHHS 1Hri0itopom Cl-ectepasu OyJio
NOB’si3aHE 3 MEHIIOK KUIBKICTIO 1H'eKwii 1Hr101TOopy Cl-ecrepasu Juisi HEBIIKIAIHOL
Tepanii («Ha BHMOTY»), B pa3l BHUHUKHEHHS TrOCTporo Hamany (4,7+8,66 mpoTu
15,4+£8,41, P<0,001) 1 meHmor KimbkicTio 1HIB HaOpsaxky (10,1+10,73 mpotu
29,6£16,9, P<0,001). 21 3 24 yuacuukiB (88%) Manu onHy abo OuiIblIe MOOIYHUX
peakiiii. Tpu moGiuHi peakiii (CBepO1X 1 BUCUTIAHHS, 3aIIaMOPOYEHHS Ta JTUXOMaHKa)
Oynu knacugikoBaHi K KIMOBIPHO TIOB’si3aHi 3 TOCTIKyBaHuM J13.

BpaxoByroun, 1o gikapebkuii 3aci6 iHriditop Cl-ectepasu JIOJUHU € €TUHUM
cnenupIYHUM JIIKapChbKUM 3aco00M Uil JIIKyBaHHS 1 MNPOQIIAKTUKU HamajiB
AQHT10HEBPOTUYHOTO HAOPSIKY y JOPOCIMX 1 JITeH 31 CHaJKOBUM aHT1OHEBPOTUYHUM
HaOpSKOM, IO JOCTYMHHM /ISl MAIli€HTIB YKpaiHU, YIIOBHOBAXCHUM OPraHoM OyIiio
NPOBEJICHO PO3paxyHOK BIUTUBY Ha MOKAa3HUKW OIOJDKETY 3 YaCOBUM TOPU30HTOM B
OJIUH pIK mpu 3abe3neyeHHl yciel KoropTu mnamieHTiB iHriditopom Cl-ectepasu
moauHu (“IirYui crieHapin”).

Butpatu Ha nmikyBaHHS Hamamy aHTiOHEBpPOTWYHOTO HaOpsky JI3 inriditop Cl-
eCcTepasH JIFOJUHU OJTHOTO MallieHTa BikoM BiJ 12 pokiB Ta Bijx 2 10 11 pokiB 3 Macoro
Tima > 25 Kr 3a aJeKBaTHOI peakilii Ha jikyBaHHs cTaHoBIATH 21 000,00 rpH, 3a
BIJICYTHOCTI afekBaTHO1 peakiii - 42 000,00 rpH; BUTpaTH HA OJTHOTO TMAIIEHTA BIKOM
Bigx 2 1o 11 pokiB 3 macor Tina 10-25 kr 3a amekBaTHOI peakilii Ha JIKyBaHHS
ctanoBATh 10 500,00 rpH, 3a BimcyTHOCTI ajaekBatHoi peakiii - 21 000,00 rpHh.
Burtpatu Ha npoBeneHHs NpoQIIaKTUKU Hamaay aHTOHEBPOTUYHOrO HAOpSKY mepen
IPOBEJICHHSM MEJIMYHOI, CTOMATOJIOT14HOI 200 XipypriuyHoi npoueaypu JI3 iHriditop
Cl-ecrepasu J10IMHU HA OJIHOTO TallieHTa BiKOM Bij 12 pokis Ta Bix 2 10 11 pokiB 3
Macoro Tisia > 25 kr ctanoBisATh 21 000,00 rpH, Ha ogHOTrO MaIieHTa BikoM Bija 2 a0 11
pokiB 3 macoro Tina 10-25 kr - 10 500,00 rpH. Butpatu Ha ogne BBenenss JI3 iHrioiTOp
Cl-ectepa3u nOAWHH I  TPOBEAEHHS PYTUHHOI TPO(UIAKTUKA  HamajiB
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AHT1OHEBPOTUYHOTO HAOPSIKY HA OJTHOTO MMAaIli€HTa BIKOM BiJl 12 pOKiB CTaHOBISTH 21
000,00 rpH, Ha onHy auTUHY BikoMm 6-11 pokiB - 10 500,00 rpH; BiAmoOBiAHO, pivHI
BUTPATH Ha OJHOIO MAaIllEHTa BIKOM BiJ 12 POKIB 3 IHTEpPBaJOM BBEICHHSA 3 AHI
ctaHoByATh 2 562 000,00 rpH, 3 iHTEpBagoM BBeaeHHA 4 a1 - 1 932 000,00 rpH, Ha
oaHoro naiieHta BikoM Big 6 o 11 pokiB - 1281 000,00 rpu Tta 966 000,00 rpu
BIJIMIOB1HO.

Burtparu Ha 3akyniBiio Jikapchkoro 3aco0y inridirtop Cl-ecrepasu JIOAUHU Y
paMKax “Allo4yoro cleHapito” AJid JIKyBaHHS KOTOPTH MalieHTiB (56 mopociaux i 9
JiTel) A JIIKYBaHHS 1 MNPOQUIAKTUKH HamaAiB aHCIOHEBPOTUYHOTO HAOPSKY Y
JTOPOCTHUX 1 IITEH 31 CIIAAKOBUM aHT1OHEBPOTHYHUM HAOPSIKOM 32 1HJIMB1yali30BaHUM
1IX0JI0M JI0 po3paxyHKiB cTaHOBISTE 83 013 000,00 rpH.

3MojenboBaHu BIUIMB Ha Oroker iHriditopa Cl-ectepasu oguHu OyJio
MOPIBHSHO 13 PEKOMEHIOBAHUMHU 3HAYEHHSMH ITKaJK BIUTMBY Ha OIO/DKET B YKpaiHi,
BIJIMOBIAHO JIO aKTyaJli30BaHMX 3HAY€Hb PEKOMEHJIOBAHOI IIKAJIHM OIIHKH BILIMBY Ha
Oro/pkeT B YKpaiHi Ha MiACTaBl JaHUX JepKaBHUX BUTPAT Ha JIIKapCchKi 3acobu y 2021
pOIIl, Ta BCTAHOBJICHO, 1110 TPH 3aKymiBii iHri0iTopa Cl-ecTepasu J0AUHHU, BIJIUB HA
o010 xeT Ha 1 pik OyJe cepeHiM (3HaXOAUTUMEThCS B Aiana3oHi 38 MiH rpH - 100 MiH
IPH) Ta MEHIIMM 33 PEKOMEHJOBAaHE IOPOroBE 3HAYEHHS CTYINEHs (PIHAHCOBOI
JOCTYMHOCTI, 1110 CTAHOBUTH 176 MIIH T'pH.

[Ilogo MOMIBHOCTI yKJIaJAaHHS JOTOBOPIB KEPOBAHOTO JIOCTYITYy Ha 3BEPHCHHS
MQO3 Vkpainu ynmoBHOBaXXE€HHUM OpraHoM OyJio JI0JaTKOBO MPOAHAII30BaHO IIHU Ha
nikapckkuii 3aci6 inri6itop Cl-ecrepasn moaunn (TH “CIHPA3”) B pedepeHTHNX
KpaiHax Ta kpainax Cxignoi €Bponu, pexomeHparii opranizamiii 3 OMT B iHImIMX
KpaiHax 1o/I0 JiKapchkoro 3acoly inriGitop Cl-ectepasu moannu (TH “CIHPAI3”)
Ta TMOIYyK MyOJiKalii, y SKUX OI[IHIOBajJach €KOHOMIYHA JOIIJIBHICTh B YaCTHHI
e(eKTUBHOCTI BUTPAT BHKOPUCTAHHS JiKapchkoro 3acoOy iHriditop Cl-ectepasu
momuan (TH “CTHPAI3”).

BcranoBneHo, 110 1iHa Ha JTiIKapChKHii 3aci0 3a pe3yJibTaTaMy TOPTiB, TPOBEICHUX
JIT “Menuyni 3akymiBial YKpainu” ctanoM Ha jguctomnan 2021 poky Ha piBai 10 500,00
rpH 3a 1 ¢dnakon, € HUxkYow 3a 1iHY JI3 y PymyHIi y rpuBHEBOMY €KBiBaJE€HTI 3a
odiuiiinum kypcom HBY cranom na 01.08.2022.

3a pe3yabpTaTaMu aHajizy pekomeHAalii opranizamiit 3 OMT iHIuX KpaiH 1010
JikapchKoro 3aco0y iHriditop Cl-ectepasu IIOAMHU BUSBICHO HACTYITHY 1H(OpMAILiIO:
MO3UTHUBHA PEKOMEHAAIIIS, POTE 3 ypaXyBaHHIM BiANOBIAHUX YyMOB - HAS (®panitis)
- 2012, 2017, 2018 pik, MSAC (ABctpanis) - 2015 pik; npoBefeHa OIIHKA, 110 HE
nependavae Haganusa pexomenaanii - CADTH (Kanaga) - 2019 pik, ICER (CIIA) -
2018, 2021 pik; ominka He mnpoBommwiack - NICE (Bemuka bpuranis), SMC
(Ilornangis), PHARMAC (Hosa 3enangis), IQWiG (Himeuuuna), AIFA (Itamis),
AOTMIT (ITonbuia), ZIN (Hinepnanan).
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3a pesynapTaTaMu JOJATKOBO IMPOBEJACHOTO TOMIYKYy TyOmikamii, y sSKuX
OI[IHIOBAJIACh €KOHOMIYHA JOLUIBHICTh B YaCTHHI €()eKTUBHOCT1 BUTPAT BUKOPUCTAHHS
sikapcpKoro 3acoly inriditop Cl-ecrepasu momuau (TH “CIHPAI3™), BcTaHOBIECHO
BIJICYTHICTh IOBHOTEKCTOBUX MyOMIKaL1l y BIAKPUTOMY JOCTYIIL.

TakuM unHOM, 3a pe3yJsibTaTamu IpoBeneHol OMT 3a CKOpOUYEHOIO MPOLEaYPOrO
Ha OCHOBI JaHUX 3 BIIKPUTHX JKepen iH(opmauii, 3actocyBaHHs iHridoitopa Cl-
ecTepas JIIOJMHU TPOJIEMOHCTPYBAJIO €(PEKTUBHICTh y JOPOCIUX Ta JITeH 3i
CHAJKOBUM aHT1OHEBPOTUYHUM HAOPSKOM:

8 pa3zi 3acmocy8anHs 3 NPOPINAKMUYHOI0 MEMmoro:

1010 3MEHIICHHS YaCTOTH Hama/iiB HAOPSKY (pO3paxyHKOBa CepeHs PI3HULIA B
4acTOTI HaMaaiB MK Ipynor0 npodilakTHYHOro JiKyBaHHs 1Hri0iTopoM Cl-ectepasu
1 rpymoro mianebo cranosmia 6,47 vanaais (p<0,001);

II0JI0 TSDKKOCTI HAOpsKy (cepemHii 0an 3a 3-0aabHOIO IKajI0K OyB 3HAYHO
HUKYHUM B TPyIIi MPodiIaKTUYHOTO JiKyBaHHA 1HTi0iTOpoM Cl-ectepasu HiX B rpyii
miane6o (p<0,001));

3arajbHOI TPUBAJIOCTI HamaAiB (3HAYHO KOPOTIIOK B Tpymi NPOQPIIaKTUYHOTO
nikyBaHH4 1Hri0itopoM Cl-ectepasu Hix B rpymni miaue6o (p=0,002));

8 pasi 3acmocyeamHs OJisl JAIKY8AHHA 20CMPUX HANAOI8 AH2IOHE8POMUYHO20
HAOPSKY:

II0JI0 CKOPOUYEHHA Yacy /0 HACTaHHs IMOKpAaLIEeHHs (3MEHIIEHHS HaOpsKy) B
rpymi JikyBaHHsA 1Hr16iTopoM Cl-ecTepasu nopiBHsIHO 3 rpymnoto mianedo (p=0,02).

Hapasi iari6itop Cl-ecTepasu ntoauHu 3a0€3MeuyeThes MalieHTaM B YKpaiHi 3a
nepxxaBi komtu 3 2019 poky (mocranoBa KabGinery MinicTpiB Ykpainu Bim 13
oepesns 2019 p. No255). Ha ganwmii yac iaridirop Cl-ecTepasu JIFOAMHHU BKIIOYSHHUH 10
Homenknatypu mikapchkux 3aco0iB 3a HampsMoM “MenuKamMeHTH IJisi TPOMAaJsH,
XBOPUX Ha MIEPBUHHI (BPOKEH1) IMyHOAEDIIUTH, TIIO 3aKyTOBYIOTHCSI HA BUKOHAHHS
BIJIMMOBIAHUX yTOJI (IOTOBOPIB), YKIAACHUX 0COO00, YIIOBHOBAXKCHOIO HA 3TIHMCHEHHS
3aKymiBenab y chepi OXOpOHW 3I0POB’S JJII BUKOHAHHS TPOTpaM Ta 3IACHECHHS
[EHTPaTi30BaHUX 3aXOAIB 3 OXOPOHM 3J0POB’sl, IO 3aTBEPIKCHUN MMOCTAHOBOIO
Kabinety MinictpiB Ykpainu Bij 7 6epe3nst 2022 p. Ne 216.

BpaxoByroun nonatkoBe 3BepHeHHs MO3 mono HajgaHHs iH(popmalii 1010
JOIIILHOCT] YKJIAJaHHS JIOTOBOPIB KEPOBAHOI'O JIOCTYINy 3BEPTAEMO yBary, IO
nepxaBHa OMT 3a CKOpOUYEHOI TIPOIEAYPOI0 He Tmepeadadae MPOBEACHHS
(hapMaKOEKOHOMIYHOI'O aHaIi3y 1 BUCHOBOK Ma€ MEBHI OOMEKEHHs, a caMe BiJICYTHI
pe3yNbTaTH PO3PAaXxOBAHOTO IHKPEMEHTAIBHOTO IOKa3HWKa €(EKTUBHOCTI BHUTpAT
ICER (sx11o 1o1ijibHO) B YKpaiHi Ta peKOMEHI0BaHUN B1JICOTOK 3HUKKH, HEOOX1TH1
JUTSL TOCSITHEHHST €()eKTUBHOCT1 BUTPAT 3T1THO PEKOMEH/IOBAHUX TPAHUYHUX 3HAYCHD
ICER B VYkpaini. 3asBrnenuii jikapcekuii 3aci6 iHridirop Cl-ecrepazu JIOJUHU €
BHUCOKOBAPTICHUM Ta €IWHUM CHEIH(PIYHUM JIKapCHKUM 3ac000M IJis JIKyBaHHS 1
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npo(TaKTUKY HAMa/IiB aHT1OHEBPOTUYHOTO HAOPSKY Y TOPOCIHX 1 JITEH 31 CIIaIKOBUM
AHT1OHEBPOTUYHUM HAOPAKOM, IO TOCTYITHHM JIJIsl MAIIEHTIB Y KpaiHH.

3a pe3ynbTaramMu 3acijlaHHs EKCIEepTHOro KOMITETY 3 OIIHKA MEIUYHUX
TexHosorii  Jlep>kaBHOro  migmpueMctBa  «JlepkaBHUM ~ €KCHEPTHUU  LEHTP
MiHicTepcTBa OXOPOHU 370pOB's YKpaiHm», 1o Bi0ysnock 23.09.2022, 6yi10 HagaHo
HACTYIHI pEeKOMEH/Iallli:

BpaxoBytoun pexomeHaanii Mi>kHapOJHIUX HAYKOBHX TOBAPWCTB MIOJO BEICHHS
NAIEHTIB 31 CHaJKOBUM aHTioOHeBpOoTHYHUM HaOpsakoMm (CAH), nns mdikyBaHHS
roctporo Hamany CAH (nikyBaHHS «Ha BUMOTY»), a TaKOX B SIKOCTI JIKapChKOIO
3aco0y mepInoi JHil I KOPOTKOCTPOKOBOI MPO(MUIAKTHKH Ta JIIKAPCHKOTO 3aco0y
nepioi JiHili npu AoBroctpokosiil mpodinaktuii CAH, B Tomy uuchi, y niTeid Ta
BariTHUX, PEKOMEHJIOBAaHUM JIIKapChKUM 3acoboM BuOopy € iHrioitop Cl-ecrepazu
JIOJIMHK JJISI BHYTPIITHBOBEHHOTO BBeJeHHs. JloBeneHa KimiHIYHA ¢(PEKTHBHICTH Ta
oesmeka iariditopa Cl-ectepasu J0IMHN TOPIBHSIHO 3 TUIae0o0.

BinnoBinHo 10 naHux, HagaHux y pogaTtky Ao jucra MO3 Big 09.06.2022 Ne25-
01/12931/2-22, cranom Ha 2022 pik KiabKicTh nanieHTiB 31 CAH B YkpaiHi ckinagae 65
oci0 (56 mopocnux mamieHTiB 1 9 nmiter). OqHak, 3a JaHUMHU YKPAiHChKUX (axiBIiB,
nommmupenicte CAH y nomysiii cranoBuTh 1:50 000, To6TO B YKpaiHi KIIBKICTh TAKUX
NAIIEHTIB y MepepaxyHKy Ha 42 MJTH HaceJIeHHs Ma€ CTaHOBUTH npuOimn3Ho 840 ocib.

Jlikapcekuii 3aci6 iHriditop Cl-ectepasu JIOJUHU € €IMHUM CHEHUPIYHUM
JIKapChKUM 3ac000M JUIsl JIIKyBaHHS 1 MPOQIIAKTUKU HalajiB aHTIOHEBPOTUYHOTO
HaOpsKY y gopocnux 1 aitert 31 CAH, 1o 1ocTymHMiA 1715 aIieHTiB Y KpaiHu.

bepyuu o yBaru cepeiHiil BIUTUB Ha OI0/KET JIiKapchbKoro 3aco0y iHriditop Cl-
€cTepa3u JIIOJUHU Ta MOTEHIIHHO OUIbIIY, HDK 3apeecTpoBaHa, pealibHy KUIbKICTh
narieHTiB 13 CAH, normiasHO 3acTOCYBaTH MPOLIETYPY HOTOBOPY KEPOBAHOTO JOCTYITY.

BpaxoByroun BuIle3a3Hau€HE PEKOMEHIOBAHO:

— TIPOBOJUTH PETECIbHHUIA BIAOIp TAIIEHTIB, SKI BHUMAaramTh JIKyBaHHS Ta
npoginaktuku iHrioiTopom Cl-ectepasu J0AUHY;

— pO3pOOUTH Ta 3aTBEPIUTH Tally3eBl CTAHAAPTH MEAMYHOI JOMOMOTH 32 TEMOIO
«CrnagkoBUil aHT1OHEBPOTUYHHMIM HAOpSAK» 3 METOI0 aKTyalli3alii Mpolecy HaJlaHHS
MEIMYHOI JOMOMOTM 3a BH3HAYEHOIO HO30JI0Ti€l0, 00csary Ta il pe3yJbTaTiB,
NOKa3HMKIB ePeKTUBHOCTI 1HT101TOpa Cl-ecTepasu JoAuHY;

— 3HU3UTH 1IHY Ha 74% 1151 TOpocInX Ta AiTed BikoM Bij 12 pokiB 1 Ha 48% miis
niTedt BikoM BiJ 6 10 11 pokiB, BpaxoBYyHOUH, 110 BapTICTh PYTUHHOI MPOQITaKTUKH
HaraJiB aHT1OHEBPOTUYHOT'O HAOPSAKY IS OJMHIET TUTHHHM JaHOI BIKOBOI KaTeropii
JiKapchKkuM 3acoboM iHri0iTop Cl-ecTepasu JMOAUHU 3 IHTEPBAJIOM BBEIICHHS 3 JIHI,
ctanoBuTh 1 281 000,00 rpu Ha pik. KoHcepBatuBHO npumnyckatouu, 1o iurioitop Cl-
€CTepas3u JIIOJAMHU MOKE CTBOPUTH 1 pIK JOJAHOrO KUTTA (IOBHICTIO BiJIHOBIIIOE
310pOB’s MAI[IEHTA 3 HYJILOBOI MO3HAYKHU SIKOCT1 dKUTTS ), OLIIHOYHHUI IHKPEMEHTAJIbHUI
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noka3Huk edextuBHocTi BUTpar (ICER) O6yne cranoButu 1281 000,00 rpH (piuna
BapTICTh JiKyBaHHs)/l piK J0MaHOTO >KUTTA, CKopuroBaHoro 3a sikicTio (QALY)
(mpurmrytieHHs mo0 BrumBy Ha 310poB’s) = 1 281 000 rpa/QALY. Kpaitne moporose
3HaueHHA 5-BBII Ha nymy nacenenns 3a nanumu 2021 poky cranoButs 131 944,00
rpH * 5 =659 720,00 rpH.

3a pe3yibTaTaMu BUBYEHHS 1H(POpPMAILIli MPO COLlialIbHI, €TUYHI, OpraHi3aliiiHi Ta
1HII1 acMeKTH, MOB'A3aH1 13 BKIIOYEHHSIM (BUKJIIOUYEHHSM) BiJIMOBIIHOTO JIIKAPCHKOTO
3aco0y g0 HarionansHoro nepeniky ta (a60) Homenkinatypu npeacTaBieHo, 1Io:

—  CHagKOBHM aHTiOHeBpOTHYHUN HaOpsk (D84.1) BXomuTh [0 MEpeniKy
piakicHux (opdaHHUX) 3aXBOPIOBaHb, 3aTBepiykeHoro HakazomMm MO3 VYkpainu Bif
27.10.2014 Ne 778 (31 3MiHaMHM ), 3apeecTpoBaHUM B MiHicTepcTBI focTullii Ykpainu 13
nucromnaaa 2014 poky.

— B Ykpaini posnopspkeHHsMm KaGinety MinictpiB Ykpainu Big 28.04.2021
Ne 377-p 3arBepmxena KoHrerniiisi po3BUTKY CHCTEMH HaJaHHSI MEAUYHOI JOTIOMOTH
narieHTaM, AKi CTpa)JIaroTh Ha piakicH1 (opdaHHi) 3axBoproBaHHs, Ha 2021-2026
pPOKHM, sIKa Ma€ Ha METl 3MEHIIEHHS CMEpPTHOCTI Bl PIAKICHUX (OppaHHUX)
3aXBOPIOBAHb, MIJIBUIICHHS SIKOCT1 JKUTTS MAII€HTIB, SIKI CTPa)XJAlOTh HA PIAKICHI
(opdaHnH1) 3aXBOPIOBAHHS, 3aX0I1 3 NPO(UIAKTUKY TaKHX 3aXBOPIOBaHb, OpraHi3alliio
HaJIJaHHS MEJINYHOI IOMTOMOTH, Oe3NepepBHUN Ta O€30IIaTHUM TOCTYI A0 HEOOX1THUX
JTIKapChKUX 3aco0iB, MEIUYHUX BUPOOIB Ta BIANOBIJIHUX XapUYOBHUX MPOAYKTIB IS
CHEN1aJIbHOTO0 JIIKYBaJIbHOTO XapuyBaHHS.

bepyuu n0 yBaru cepeiHiil BIUTUB Ha OOKET JiKapchkoro 3aco0y iHrioiTop Cl-
€cTepas3u JIIOJUHU Ta MOTEHIIHHO OUIbIIY, HIK 3apeecTpoBaHa, pealibHy KUIbKICTh
naiieHTiB 13 CAH, nominasHO 3aCcTOCYBaTH MPOLIETYPY AOTOBOPY KEPOBAHOTO JOCTYITY.

BpaxoByroun Bullle3a3Hau€HE PEKOMEHIOBAHO:

— TIPOBOJUTH PETEIbHHUIA BIAOIp TAIIEHTIB, SKI BHMAaramTh JIKyBaHHS Ta
npodinakTuku iHri6iTopoMm Cl-ecTepasu oanHw,

— pO3pOOUTH Ta 3aTBEPAUTH Tally3€eBl CTAHAAPTH MEAUYHOI JOTIOMOTH 332 TEMOIO
«CrnagkoBUil aHTIOHEBPOTHUYHUIM HAOPSK» 3 METOI aKTyali3alil Mmpolecy HaJaHHs
MEIUYHOI JOMOMOTM 3a BH3HAYEHOI HO30JIOTi€0, 00csary Ta il pe3yJbTaTiB,
NOKa3HMKIB eeKTUBHOCTI 3acTocyBaHH JI3 1Hriditop Cl-ecrepasu a0uHu;

— 3HM3UTHU LIHY Ha 74% Ju1s 1OpOCIKX Ta JiTel BikoM Bija 12 pokiB 1 Ha 48% miist
niTedt BikoM BiJ 6 10 11 pokiB, BpaxoBYyHOUH, 110 BapTICTh PYTUHHOI MPOQPIIAKTUKH
HaraJiB aHTr1OHEBPOTUYHOI'O HAOPSKY JJIA OJMHIET TUTUHM JIAaHOI BIKOBOI1 KaTeropii
JTikapchbKuM 3aco0om 1HrioiTop Cl-ecrepasu JOAWHU 3 1HTEPBAJIOM BBEACHHS 3 JHI,
ctanoBuTh 1 281 000 rpH Ha piK.
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5. Indopmanis 00 CTPOKY J1ii BUACHOBKY YIIOBHOBAKEHOI'0 OPraHy:

Bignosigno 1o m. 21 Tlopsaky BHCHOBOK YIIOBHOB)KEHOTO OpPraHy CTOCOBHO
BIIMOBITHOT MEIMYHOI TEXHOJIOT1i BBAXKAETHCS YMHHUM JI0 MOMEHTY IIPOBEICHHS
HOBOI1 JIEp>KaBHOI OLIIHKK MEIUYHOI TEXHOJIOTI].
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