3ATBEP/IXKEHO
Haka3 MinictepcTBa 0XOpOHU
310pOB’A YKpaiHu
25.09.2013 Ne 829

MeToau4Hi pekoMeHAaNll IVIAHYBAHHA Ta PO3PAXyHKY NOTPeOH y JiKapCbKHX
3aco0ax A/ JIKyBaHHS JOPOCJNX, XBOPUX HA MYKOBIiCIIM103

I. 3aranbHa yacTuHa

1. MykoBiclH103 — 116 HAUTMOUTUPEHIIIE MOHOTEHHE CIIaJIKOBE 3aXBOPIOBAHHS
3 ayTOCOMHO-PEIECUBHUM THUIIOM YCIIaJIKyBaHHS, SIKE MOXKHA OXapaKTEepU3yBaTH SIK
yHIBEpCaIbHY €K30KPHUHOTMATIIO.

2. CHOpuuMHIOETbCA MyTalll€l0 TeHy, SKUA Koaye MeMOpaHHHM OUIOK
«TpancMeMOpaHHuil perynstop mykoBicuuao3y» (CFTR), skuii € xaHainoM 10HIB
XJIOPY Y MeMOpaHax emiTeaIbHUX KIITHH, PEryJISATOPOM IHIIMX 10HHUX KaHajiB 1
BIJIIOBIJIA€ 3a TpaHCHOpTyBaHHs OikapOoHaTiB. Haitbuiemn nommpenorw (<66%)
anomaitiero rena CFTR e F508del.

3. IIporpama 3akymniBesib MEIUKAMEHTIB JUIsl JIIKYBaHHS JOPOCIUX, XBOPUX Ha
MyKOBIiclU103, cTaHoM Ha 01.01.2019 npoBoauThes o Hactynuux MHH:

JlopHaza Anbda, po3uuH ajis IHrajsamin, 2,5 Mr/2,5 M B amnysax;

[TankpeaTuH, MiHIMIKpochepd B KHUIIIKOBOPO3YMHHIM OOOJIOHIN, B OJHIN
karcyni 25 000 O/I.

4. Ilns po3poOku nMaHuX MeTOAMYHMX PEKOMEHMAIll BUKOPHCTOBYBAJIUCS
JDKEepelia KIIHIYHUX HAacTaHOB, BH3HAYEH1 MO0JaTKOM 4 10 MeToauKu po3poOKH Ta
BIIPOBA/DKCHHS MEIUYHUX CTaHAAPTIB MEIUYHOI JOMOMOTH Ha 3acajax JI0Ka30BOi
MEIWIIMHY, 3aTBEp/PKEHOT Haka3oM MiHIiCTepcTBa OXOpPOHH 370pOB’S YKpaiHu
Bix 28 BepecHs 2012 poky Ne 751 «IIpo cTBOpeHHsI Ta BIPOBAKEHHS MEIUKO-
TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHJapTU3alli MEJAUYHOI JIOMOMOTH B CHUCTEMI
MiHicTepcTBa OXOpPOHM 310pOB’s YKpaiHW» (13 3MIHaMH), 3apeECTPOBAHUM B
Min’tocti Ykpainu 29.11.2012 3a Ne 2001/22313, a takoxx Haka3 MiHicTepcTBa
oxopoHu 3a0poB’ss Ykpainu Big 15.07.2016 No 723 «Ilpo 3arBepmkeHHs Ta
BIIPOBA/PKEHHSI MEJMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHJapTH3alii MeAUYHOl
JIOTIOMOTHY TP MYKOBICITUI031».

I1. ®opmyBaHHs MOTPeOH

1. JlopHasa anbda — 1e MyKOJITHYHHIA TIpenapar, KU MPUHAMAEThCs 3 5-
pIYHOTO BIKY KOXXHOTO JHS B 1031 2,5 mr-5 mr Ha n00y (1-2 BBemenns). I3
pPO3paxyHKy Ipemnapary Mo HIKHhOMY J03yBaHHIO — 2,5 MT/AeHb piuHa moTpeda Ha
OJIHOTO XBOpOTro ckiaaae 365 ¢paakoHiB.

Piuna mnotpeba mpenapaTy JopHa3a-adb(a po3paxoBYEThCS Ha OCHOBI
KUJIBKOCTI IOPOCIUX MAalI€HTIB TA MHOXKUTHCA Ha 365.

2. IlankpeaTuH 3acTOCOBYIOTh JUIsl 3aMICHOI (pepMeHTOTepamnii, OCKUIbKU
Nali€eHTH 3 MYKOBICHIMJIO30M MAalOTh HEJOCTATHICTh €K30KPUHHOT  (DYHKITIT
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MIIUTYHKOBOI 3ao3u. Jlo3yBaHHS mpenapary He € (IKCOBaHUM 1 MiAOUPAETHCS
THIMBI Ty aJIbHO.

Po3paxyHok moTpeOu 3a1HCHIOETHCSI BUXOASMYH 13 CEPEAHBOI KUTBKOCTI KamcyJ
MAHKPEATHHY, SIKI B)KUBAE IALIIEHT.

Piuna notpeba mnaHkpeaTMHy B MiHIMIKpochepax B KHUIIKOBOPO3YMHHIN
o6omonI 25000 O/ po3paxoByeTbCsI HA OCHOBI JAaHUX IOJ0 CEPEIHbOI KIIBKOCTI
BXKUTHX KaIrlCcyJ Ha 100y MOMHOXEHY Ha 365.

3. ¥V pa3i BHeceHHs 3MiH 110 [lepenikiB jikapchbKux 3aco0iB Ta MEIUYHUX
BUPOOIB, sIK1 3aKYMOBYIOTHCS Ha IMIJICTaBl YroJ1 1010 3aKYITIBII1 13 CHeIliaai30BaHUMHU
OpraHizailisiMu, sIKi 3JIMCHIOIOTH 3aKyMiBJI 3a HampsMaM{d BHUKOPHUCTaHHS
OIO/DKETHHX KOIITIB 3a MpOorpamoro «3a0e3MedeHHs] MEJUYHHX 3aX0JiB OKPEMHX
Jep>)KaBHUX TPOrpaM Ta KOMIUIEKCHMX 3aXOJliB IMPOTPAMHOTO  XapaKTepy»,
PO3paxyHOK MOTpeOM y HOBHX JIKApChKUX 3aco0ax Ta MEAMYHUX BHpPOOax Mae
BiIOYBaTUCh 3TIHO 3 I1HCTPYKIISIMU I MEIUYHOTO 3aCTOCYBaHHS JIKApCHKUX
3ac001B Ta THCTPYKIIISIMU IO/I0 3aCTOCYBaHHS (BUKOPUCTAHHS) MEIUYHUX BUPOOIB, a
TaKOX y BIAMOBIIHOCTI 0 Haka3zy MIHICTEpCTBa OXOPOHHU 3/10pPOB’S YKpaiHU BIJ
28.09.2012 Ne 751 «IIpo cTBOpeHHsI Ta BHPOBAKEHHS MEIUKO-TEXHOJOTTYHUX
JOKYMEHTIB 31 CTaHAapTHU3allii MEJAUYHOI JOMOMOTH B cucTeMi MiHicTepcTBa
OXOPOHHM 370pOB’s YKpainu» (i3 3MiHaAMHM), 3apeecTpoBaHoro B MiH’tocTi YKpaiHu
29.11.2012 3a Ne 2001/22313.

4. Po3paxyHOK moTpeOu B Ipemnaparax Ajis JIKyBaHHS JOPOCIUX, XBOPUX Ha
MYKOBICITUI03, 3JIIMCHIOETHCSI Ha OCHOB1 JIaHMX BiJ CTPYKTYPHUX MIiAPO3AUTIB 3
NUTaHb OXOPOHU 370poB’st oOnacHMX, KuiBchkoi Ta CeBacTOMOJIbCHKOT MICBKHX
JIep>KaBHUX aJIMIHICTpaIii MO0 KUTBKOCTI JOPOCIUX, XBOPUX HA MYKOBICITUI03, B
pO3pi3i aAMiIHICTPAaTHBHO-TEPHUTOPIAILHUX OJWHHUIIL 13 3a3HAYEHHSIM Macu Tija,
MICSIISI Ta POKY HApOJKEHHS MAIli€HTa, TSHKKOCTI mepeliry 3a mkanoro [lIBaxmana-
Kynpunipkoro. HeoOxigHO Takok 3a3HAYUTH HA3BH JIIKAPCHKHUX 3aCO0IB BiMOBIIHO
710 3aTBEPKEHOT HOMEHKJIATYPH, a TaKOX JO3YBaHHS HA OJUHUITI0 BHMIPIOBAaHHS,
KUIBKOCTI 3aCTOCYyBaHb Ha PIK, KUIBKOCTI OAMHHUI[b Ha pa30BE 3aCTOCYBaHHS,
KUIBKOCT1 OJJUHULb ITpenapary Ha pik, HasiBHI KOMEHTap1 TOILO.

II1. IIpyHuMI po3noALTY BUAATKIB y po3pi3i TepuTopii
1. Po3moain 3m1MCHIOETHCS BIJMOBIAHO JO KIJIBKOCTI JIOPOCIHX, XBOPUX Ha

MYKOBICITH/103, Ta 3asBKH periony cranoM Ha 01.01 moTodHOro poKy.

IV. Pe3yibTaTHBHI NOKA3HUKHU, [0 XaPAKTEPU3YHOTh BUKOHAHHS 0I0’KETHOI

nporpamMu
IIporuo3oBani
Ne . . AKepeJio NMOKA3HUKH
Moka3uuku OnuHuui BUMIpy . Jlaep . .
n/n iH(popmamuii (KIIBKICTB,
BiZICOTOK)
1 | mpoaykrty
1.1 | KinbkicTh 10pociux, Oci0 3asBKH PETiOHIB
XBOpHUX Ha




MYKOBICIII/103

2 AKOCTI

2.1 | PiBenn 3a0e3neueHHs
JIOPOCIIHX, XBOPUX Ha
MYKOBICIIHI03, BiJI
3aIIaHOBAHOTO

Bincorox

3asiBKU PETIOHIB

3actynHuk qupekropa dlemapramenTy —
HAYaJbHUK BiJJIiJ1y 3 NUTAHb HAAAHHSA
MeJIUYHUX MOCJTYT HACEJTECHHIO
JdenmapraMeHTy BIPOBAIKEeHHs pedopm

A. I'aBpuiiok




