3ATBEPI>KEHO

Haka3 MiHicTepcTBa OXOpOHH
370pOB's YKpaiHu

17.12.2019 Ne 2498

MeToau4Hi pekoMeHAANII IVIAHYBAHHS Ta PO3PAaXyHKY MOTPeOH Yy JiKapchKHUX
3ac00ax JuIsl JIKyBaHHS JOPOCJIUX Ta JiTeil XBOPUX HA MYKOBICIIH/103

I. 3aranbHa yacTuHa

1. MykoBiciiI03 — 1€ HAMIOIIUPEHIIlIE MOHOTEHHE CTaJKOBE 3aXBOPIOBAHHS
3 ayTOCOMHO-PEICCUBHAM THUIIOM YCTIaJKyBaHHS, SIK€ MOKHA OXapaKTepU3yBaTH SIK
YHIBEpPCAIbHY €K30KpPHUHOTMATIIO.

2. CHpUyuHIOEThCS MYTAIlEl0 TEHy, SKHH KoJye MeMOpaHHHM OUIOK
«TpancMeMOpanHuii perynsrop MykoBicimno3y» (CFTR), skuif € kaHasoM 10HIB
XJIOpY y MeMOpaHax emmeliaibHUX KJITHH, PEryJsTOpOM IHIIMX 10HHMX KaHATIB 1
BIAMOBiZa€ 3a TpaHCMOpPTyBaHHSA OikapOoHatiB. HaitOuiemn mnommpeHow (<66%)
anomaitiero reHa CFTR e F508del.

3. Y mepeniky TiKapChKUX 3aC00IB Ta MEAMYHUX BUPOOIB, SKi 3aKYMOBYIOTHCS
JUISS BUKOHAaHHS TIpOrpaM Ta 3IMCHEHHS IEHTPAI30BAaHUX 3aXOJiB 3 OXOPOHHU
370pOB'sl mepeadayeHa 3aKyIiBJIsl 3a KOUITU Jep)KaBHOro Oromkery HacTynHux MHH
JUIS JIIKYBaHHS OKPEMHMX KOTOpPT XBOpHMX Ha MYKOBICLMAO3: JOpHa3a anbda,
MAHKPEATHH, KOJICTAMETAT HATPIFO.

4. Jlns po3poOku AaHux MeToAMYHHMX pPEKOMEHIAl BHKOPUCTOBYBAIHCS
JoKepenia KIIHIYHMX HAaCTaHOB, BU3HAYeHI JIoAatkoM 4 10 MeTtonuku po3poOKu Ta
BMPOBA/PKEHHS MEIUYHUX CTAHAAPTIB MEIUYHOI JOMOMOTH Ha 3acajaxX J0Ka30BOi
MEJUIMHY, 3aTBEP/KEHOI Haka3oM MIHICTEpCcTBAa OXOPOHU 3J0pOB’° sl YKpainu Bim 28
BepecHa 2012 poky Ne 751 «llpo cTBOpeHHS Ta BHOPOBAIKEHHS MEIUKO-
TEXHOJIOTIYHUX JIOKYMEHTIB 31 CIaHz[apmsauﬁ MEJMYHOI JIOTIOMOTHM B CHCTEMI
MiHicTepcTBa OXOpOHH 370poB’s YKpainmw» (13 3MiHaAMH), 3apeecTPOBAHUM B
MinictepcTsi tocmvuii Ykpainu Big 29 muctomaga 2012 poky 3a Ne 2001/22313, a
TaKOXK YHIDIKOBAHMI KIIIHIMHUAN MPOTOKOJ TMEPBUHHOI, BTOPUHHOI (CTEIiai30BaHO1)
Ta TPETMHHOI (BHCOKOCTICIIAIII30BAHOT) MEIUYHOI JOMOMOTH «MyKOBICIIHI03,
3aTBEPKEHMI Haka3oM MIiHICTEpCTBA OXOPOHHM 310poB’s YKpaiHu Bim 15 numnHs
2016 poky Ne 723 «lpo 3aTBEP/UKEHHS TA BIPOBA/DKEHHS MEJIHKO- TeXHOJIOT TYHUX
JOKYMEHTIB 31 CTaHZapTu3alii MEIUYHOI JOMOMOTH TPpHM MYKOBICIMIO3D» Ta
IHCTPYKIIi /10 3aCTOCYBaHHS Mpernapartis.

I1. ®opmyBanHs noTpedn
1. JlopHaza anbdpa — 1€ MYKOJITUYHUN Mpenapar, SKUd NpuiAMaeTbes 3
5-piUHOTO BIKY KOKHOTO JHS B J03yBaHHI Bim 2,5 Mr go 5 mr Ha go0y (1 — 2
BBeZICHHS). [3 po3paxyHKy mpenapaty 1Mo HIWKHBOMY JI0O3YBaHHIO — 2,5 MT/IeHb pluHa
notpebda Ha OJTHOTO XBOPOro ckiajae 365 (akoHiB.
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Piyna motpeba mpemapaty JopHaza-anba PpO3paxXOBYETbCS HAa OCHOBI
KUTBKOCTI MAIIEHTIB BIKOM 4 pOKH 1 OUTbIIIE 3a MONEepeHIA pik Ta MHOXKHUTLCS Ha 365.

2. TlaskpeatiH 3acTOCOBYIOTH [UIS 3aMICHOi (epMEHTOTepartii, OCKUIbKU
MalieHTM 3  MYKOBICIIMAO30M  MAarOTh  HEIOCTATHICTh  €K30KPHMHHOI  (YHKIII
HII[H_IJ'IYHKOBOI 3anmo3u. [lozyBaHHs mpemapaTy He € (DIKCOBAHMM 1 MIIOMPAETHCS
iHauBiMyaneHO. [lpemapar HeoOXimHO mpuiiMatd Bil MOMEHTY BCTAHOBJICHHS
niarHo3y (3a J0IOMOT'0K0 CKPUHIHTY).

Po3paxyHok moTpeOu 31HCHIOETHCS BUXOASMUYM 13 CEPENHBOI KUIBKOCTI KarlCyl
MAaHKPEATUHY, $IK1 B)KUBAE MALJEHT.

Piyna mnotpeba maHKpeatMHy pPO3PaxOBYETHCS HA OCHOBI JaHUX II0JIO
CepeaHbOi KUTBKOCTI BXKUTHUX KarcyJl Ha 100y IOMHOXEHy Ha 365.

MakcumaiibHe JO3yBaHHS NAHKPEATUHY cknamae He Oubmie 10 000
On/kr/noby. OmgHak MOXyTh OyTW KITIHIYHI BHIQIKH XBOPHUX HAa MYKOBICIUIO3 3
nobosor motpedoro a0 15 000 On/kr/moby. 3a Takux YMOB PO3paxyHOK MOTPeO
MPOBOJUTHLCS 3TIAHO 3 MOTpe0aMU KOHKPETHOI'O MAalliEHTA.

3. KomiciMerar Hatpit0 (KOJICTUH) — 1€ AHTHOIOTUK, SKHHA 3aCTOCOBYETHCS
I JTiKyBaHHS XpoHidHO1 iHpekiii Pseudomonas Aeruginosa y ¢opMi IHrasIsimii.
Kypc nikyBanus ckiamae 28 gaHiB 1o 2 BBeACHHS HA 100y y 1031 1 — 2 mutH. oA. (mimu
BikoM 110 8 pokiB — 1 MuH ox ABMI HAa A00y MeTojOoM HeOymi3alli, Bim 8 pOKiB i
cTapiri 2 MJIH of ABi4i Ha A00y). Ha xypc mikyBaHHS HeoOXigHO 28 — 56 (akoHiB.
3riflHO 13 MDKHAPOJHUMHM HACTAHOBAMM IMIPENapar € TMEepLIO0 JIHIEIO JIIKYBAaHHS
xpoHiuHoi iHpekii Pseudomonas Aeruginosa.

MakcuMalbHa KUTBKICTh KypCIB 3aMOBJICHh KOJICTAMETATy HATPilO0 CKJIaJIa€ HE
OutbiIe 6 Ha pik ado 336 (duakoniB. Po3paxyHok notpedu 3A1MCHIOETHC I BUXOISTUH 13
pe3yNbTaTIB 0aKTEePiOJOTTMHOTO OOCTEKEHHSI OPOHXIAIBHOTO CEKPETy Ta XPOHIYHOTO
BuciBy Pseudomonas Aeruginosa. XpoHiuna kosioHizaigs Pseudomonas Aeruginosa —
BUCIB 30y1HUKA Y 50% mabopatopHUX OOCTEKEHb BIPOJIOBK POKY.

4. Jnst OKpeMuX TAIEHTIB MOXYTh BUKOPHCTOBYBATHCH PEKUMHU JKyBaHHS 3
MEHIIIOI0 YaCTOTOI0 BUKOPWCTAHHS TPENapatiB Ta MEHIITUMH JI03YBaHHSIM.

5. TlepepaxyHOK KUTBKOCTI Mpemapaty 3/ IMCHIOETLCS BIIMOBIAHO JI0 MpaBuMIl
OKPYTJICHHSIM YHCeIl.

6. Y pa3i BHeCEHHs 3MIH JI0 TEpeNiKy JIKAapChKUX 3aC00IB Ta MEIUYHHX
BUpOOIB, $IKI 3aKyMOBYIOTHCS 32 HanmpsMaMHM BHUKOPUCTAHHS OMOMKETHUX KOIITIB 3a
nporpaMor0  «3abe3neueHHss MEIWYHUX 3aXOIB OKPEMHUX JCpKaBHHUX MPOTrpaM Ta
KOMIUIEKCHHMX 3aXOJIB TPOTPAMHOTO XapakTepy», PO3PaXyHOK MOTPeOM y HOBHUX
JTIKapChKHUX 3aco0ax Ta MEIUYHUX BUpPoOax Mae BiAOYBATUCH 3TIIHO 3 IHCTPYKLISAMU
JUIL  MEIWYHOTO 3aCTOCYBAaHHS JIKAPCHKMX 3acO00IB Ta IHCTPYKLISIMM IIOJO
3aCTOCYBaHHA (BUKOPHCTAHHS) MEIUYHMX BHUPOOIB, a TAKOXK Yy BIAMOBIAHOCTI [0
Haka3y MiHicTepcTBa OXOpoHH 3/10poB’st YKpainu Bin 28 BepecHs 2012 poky Ne 751
«IIpo cTBOpeHHS Ta BUPOBAHKEHHA MEIUKO-TEXHOJOTTYHUX JOKYMEHTIB 31
CTaHAApTU3aIlil MEIUYHOI JOTOMOTH B cuUCTeMi MiHiCTepcTBa OXOPOHH 3JI0pOB’S
VYkpainw» (3 3MiHamMu), 3apeecTpoBaHOro B MiHICTepcTBl tocTvIli Ykpainum 29
muctonana 2012 poky 3a Ne 2001/22313.

7. Po3paxyHok moTpeOM B Tmpemaparax g JIKyBaHHS XBOpUX Ha
MYKOBICIIU03, 3JIMCHIOETECS HA OCHOBI JIAaHUX CTPYKTYPHHMX MiAPO3JUTIB 3 IHUTaHb
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OXOpOHHU 370poB’s1 obnacHuX, KuiBcbkoi Ta CeBacTOMOIbCHKOT MICHKHX JIEpyKaBHUX
aAMIHICTpalld 100  KUIBKOCTI XBOPUX Ha  MYKOBICUMIO3, B  pPO3pi3l
aJIMIHIC TPATUBHO-TCPUTOPIAIBHAX OJIMHUIIL 13 3a3HAYCHHSAM MacH Tila, MICSII Ta
POKY HapOJDKEHHS TMallleHTa, iHGopMalli Npo JIKYYOoro JKaps, Mpo PpilleHHS
Kowmicii. HeoOximHO TakoX 3a3HAYMTA HA3BU JIIKAPCHKUX 3ac00IB BIAMOBITHO 0
3aTBEPPKCHOT HOMEHKJIATYPH, a TaKOX JO3yBaHHS Ha OJWMHUINO BUMIPIOBAHHS,
KUTBKOCTI 3aCTOCYBaHb Ha PIK, KUIBKOCTI OJHMHHUIIb HAa pa3oBEe 3aCTOCYBAHHS,
KUIBKOCTI OJIMHUIb MpEenapary Ha piK, HasBHI KOMEHTapi TOLIO.

I11. IpuHiuun po3noaijly BUAATKIB
1. Po3moain BUAATKIB ACP)KABHOTO OIOMKETY 3IIMCHIOETHCS BIAMNOBIIHO 0
iH(popMallll Tpo JOPOCIMX Ta AITE XBOPHX HAa MYKOBICIMAO3, y aJIMIHICTPATUBHO-
TePUTOPIAUTHHUX OJMHMIIX abo0 3akKiiajjax OXOPOHH 3JI0pOB’s, IO OTpHMaHa 3
OCTAaHHIX JOCTYITHHUX 3asBOK, pEECTPIB a0 3BITIB.

IV. Pe3yibTaTUBHI NOKA3HUKH, 110 XaPAKTEe PU3YKOTh BUKOHAHHSA OI01Ke THOI

NMporpamMu
IIporno3oBani
Ne . . xepeiio MOKA3HUKH
IMoka3zHuku O auHuuIi BUMIpy . p . .
n/n iH( opmamii (KLJIBKICTD,
Bi/ICOTOK)
1 | mpoaykTy
1.1 | KimbkicTh, JOp OCIUX Ocib 3asiBKH P €T1OHIB,
Ta JiTel XBOpHUX Ha peecTpu, 3BITH
My KOBICIITI03, SIK1
3a0e3reyeHi
JKy BaHHSIM
2 | akocri
2.1 | PiBenn 3a0e3meueHus Bincoroxk 3asBKU pETIOHIB,
JIOp OCJMX Ta JITel peecTpu, 3BITH
XBOPHX Ha
My KOBICLIIIO3
MeTMKaMEHTaMI
3 | edpexTuBHOCTI
3.1 | Cepenni BuTparu Ha Tuc. rpa By Tpimmborocnos
3aKy MiBJIIO ap CbKHi
MEIUKAMEHTIB JUISt (Y Tip aBJIIHCH KHiA)
OJHI€T TUTHHA 200 00K
JIOPOCIIOr0 XBOP OTO
Ha My KOBiCIIMII03

I'enepajbHUI TUPEKTOP
JAupexTopaty MeJUYHUX MOCTYT O. CyxopykoBa



