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

(y penaxkiiii Hakazy MiHicTepcTBa
OXOPOHHM 3J10pOB’sl YKpaiHH

Bi7 14.02.2019 Ne 334)

MeToau4Hi pekoMeHAalll IVIAHYBAHHS Ta PO3PAXyHKY MOTPeOH y JiKapCbKUX
3aco0ax JJid aiTel, XBOPHUX HA MYKOBICIIH/103

I. 3aranbHa yacTuHa

1. MykoBicuM/103 — 11€ HAUMOIIUPEHIIIe€ MOHOTEHHE CIaJIKOBE 3aXBOPIOBAHHS
3 ayTOCOMHO-PEIIECUBHUM THIIOM YCHaJKYBaHHSA, SIKE MOKHA OXapaKTEePH3yBaTH SK
yHIBEpCalbHy €K30KPHUHOMATIIO.

2. CHOpUYMHIOETBCS MYTAIll€l0 TeHy, SKUM Koaye MeMOpaHHH OuIoK
«TpaHcMeMOpanHuil peryssitop mykoBicuuaody» (CFTR), skuil € kaHaioMm 10HIB
XJIOPY Y MeMOpaHaxX emTeaIbHUX KIITHH, PEryJaTOPOM I1HIIMX 10HHUX KaHaJiB 1
BIJIMOBIZIA€ 3a TpaHCHOPTyBaHHS OikapOoHaTiB. Haiibinem mnommupenorw (<66%)
anomautiero rena CFTR e F508del.

3. Ilporpama 3akymiBedb MEIUKAMEHTIB JUIsl JIIKYBaHHS MdIT€H, XBOpUX Ha
MykoBiciiuo3 cranoM Ha 01.01.2019 npoBoauThes o Hactynmanx MHH:

JlopHasa anbda — po3unH JyIsl 1HTaAIN, 2,5 Mr/2,5 M1 B ammysax;

[Tankpeatnn — MiHIMIKpOC(EpH B KHUIIKOBOPO3UMHHINA OOOJOHI, B OAHIM
karcym 10000 O/;

[laHkpeaThH — MIKPOIPaHyJId B KHIIKOBOPO3YMHHINA OOOJOHII, B OJHIN
karncym 10000 O/;

[lankpeatuH — MiHIMIKpOcepy B KHUIIKOBOPO3YMHHINA OOOJIOHII, B OJHIN
karcyii 25000 O/1;

KomictumeTraT HaTpiro — MOPONIOK JjIsi PO3UMHY IS 1H €Ki, 1HDY31H abo
1T y ¢piaakonax, 2 muiH. MO.

4. Ilns po3poOku naHuX MeTOAMYHMX PEKOMEHJAIlll BUKOPHCTOBYBAJIUCS
JDKEepeNia KIIHIYHUX HAacTaHOB, BM3HAYEH1 J0JaTKOM 4 10 MeToauKu po3poOKH Ta
BIIPOBA/DKCHHS MEIUYHUX CTaHAAPTIB MEIUYHOI JOMOMOTH Ha 3acajax JI0Ka30BOi
MEIUITMHU, 3aTBEPIKEHOT Haka3oM MiHICTepCTBa OXOPOHHU 3J0pOB’sl YKpaiHu
Bix 28 BepecHs 2012 poky Ne 751 «IIpo cTBOpeHHsI Ta BIPOBAJKEHHS MEIUKO-
TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHJapTH3alli MEJAUYHOI JIOMOMOTH B CHUCTEMI
MinicTepcTBa OXOpPOHU 370poB’s Ykpainw» (13 3MiHaMH), 3apEECTPOBAHUM B
Min’tocti Ykpainu 29.11.2012 3a Ne 2001/22313, a Takox YHI(IKOBaHUHN KIIIHIYHUAN
IIPOTOKOJI MIEPBUHHOI, BTOPUHHOI (cmemianizoBaHoOT) Ta TPETUHHOI
(BucokocCHeniani3oBaHoi) MeIU4YHOi JonoMoru «MyKOBICHHMIO03», 3aTBEPIKEHUN
Haka3oM MiHicTepcTBa OXOpOHHU 370poB’ss Ykpainu Big 15.07.2016 Ne 723 «IIpo
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3aTBEP)KCHHS Ta  BOPOBQKCHHS  MEIWKO-TEXHOJOTIYHMX  JOKYMEHTIB  3i
CTaHAapTU3AII] MEIUYHOI JOTIOMOTH MPY MYKOBICITHIO31».

II. ®opmyBaHHs noTpedOH

1. JlopHa3za anbda — 1€ MYKOJITHUHUN Mpenapar, SAKUHA NpUUMAETbCA 3
S5-plyHOTO BIKY KOXKHOTO JHS B 1031 2,5 Mr-5 mr Ha 100y (1-2 BBemeHHs). I3
pPO3paxyHKy Ipenapary no HKHbOMY JO3yBaHHIO — 2,5 MI/IeHb piuHa noTpeda Ha
OJTHOTO XBOPOTO CcKianae 365 dhaakoHiB.

Piuna mnorpeba mnpemnapary JlopHaza-aabda po3paxoBYEThCS Ha OCHOBI
KUIBKOCTI TIAIIIEHTIB BIKOM 4 pOKH 1 OUIbIIIE 3a TTONEepeAHIN Pik Ta MHOKHUTHCS Ha 365.

2. TlankpeaTuH 3acTOCOBYIOTh JUIsl 3aMiCHOI (pepMeHTOTeparnii, OCKUIbKU
Mali€eHTH 3 MYKOBICIIHJIO30M MAalwTh HEIOCTAaTHICTh C€K30KPHUHHOI  (PYyHKIIIT
MIIIUTYHKOBOI 3ao3u. Jlo3yBaHHS mpenapary He € (IKCOBaHUM 1 MiAOUPAETHCS
iHauBinyanbHo. [Ipemapar HeoOXigHO mTpuWiMAaTH BiJT MOMEHTY BCTAHOBJICHHS
Tiarao3y (3a JOTIOMOTOI0 CKPUHIHTY).

Po3paxyHok moTpeOu 3a1HCHIOETHCSI BUXOASYH 13 CEPEAHBOI KUIBKOCTI KamncyJ
MAaHKPEATHHY, SIKI B)KUBAE IMALIIEHT.

Piuna notpeba mnaHkpeaTMHy B MiHIMIKpocdepax B KHUIIKOBOPO3YMHHIN
o6omonIi 10000 O] po3paxoByeTbCsI HA OCHOBI JAaHUX IOJO CEPEIHbOI KUIHKOCTI
BXKUTHX KarcCyJ Ha 100y MOMHOXEHY Ha 365.

Piuna morpeba maHKpeaTHHy B MIKpPOrpaHyJiaXx B KHUIIKOBOPO3UMHHIN
o6omonIi 10000 O] po3paxoByeTbCsl Ha OCHOBI JaHUX IMOJ0 CEPEIHbOI KUIBKOCTI
BXKUTHUX KaICyJl Ha 700y MOMHOXEHY Ha 365.

Piuna mnotpeba mnaHkpeaTuHy B MiHIMIKpochepax B KHIIIKOBOPO3YMHHIN
o6omonI 25000 O/ po3paxoByeThCS Ha OCHOBI JAaHUX IMOJO CEPEIHBOI KIIBKOCTI
BXKUTHX KallCcyJl Ha 100y TOMHOXKEHY Ha 365.

3. KomictumeraT HaTpit0 — 1€ aHTUOIOTHK, SIKAWA 3aCTOCOBYETHCS IS
JikyBaHHS XpoHiuHOi 1H(pek1ii Pseudomonas Aeruginosa y dbopmi inramsmii. Kypc
JiKyBaHHA ckjagae 12 nHIB mo 2 BBelIEeHHS Ha 00y y mo3i 2 muH. On. Ha kypc
JKyBaHHS HEOO0X1AHO 24 (hrakoHU. 3T1THO 13 MIXXKHAPOJHUMHU HACTAaHOBAaMU Ipenapar
€ IPYTroI0 JIHIEI0 JIKyBaHHs XpOoHiuHO1 iH(pekii Pseudomonas Aeruginosa.

Po3paxyHok moTpeOu 3AIMCHIOETHCS BHUXOIMYM 13 TSKKOCTI MEepeoiry
3aXBOPIOBAHHS — 7% Malli€HTIB 3 OKa3HUKOM Ikanu [1IBaxmana-Kynpunibkoro <40
OaiB MOTPEOYIOTh BBEACHHS KOJIICTUMETATy HATPIkO.

4. YV pa3i BHeceHHs 3MiH 10 [lepemnikiB JiKapCchKUX 3aC00IB Ta MEIUYHHX
BHPOOIB, K1 3aKYITOBYIOTHCS Ha IMJICTaBl YroJ 010 3aKYITBJIi 13 CHeIiaai30BaHUMH
OpraHizamisiMi, $Ki 3JIMCHIOIOTh 3aKyMmiBIl 3a HampsMaMd BUKOPHUCTaHHS
OIO/DKETHHX KOIITIB 3a MPOrpamMor0 «3a0e3MedeHHs] MEIUYHHX 3aX0JiB OKPEMHX
Jep’KaBHUX TIPOrpaM Ta KOMIUIEKCHHX 3aXOJliB MPOTPAMHOTO XapaKTepy»,
pPO3paxyHOK MOTpeOM y HOBHUX JIIKAPChKUX 3aco0ax Ta MEIUYHUX BHUPOOaxX Mae
B1IOYBAaTUCh 3TIHO 3 I1HCTPYKIISIMU [JIi MEJAUYHOTO 3aCTOCYBAHHS JIIKAPCHKUX
3ac00IB Ta IHCTPYKIIISIMU IIOAO 3aCTOCYBaHHS (BUKOPUCTAHHS) MEIUYHUX BUPOOIB, a
TaKOX y BIANOBIIHOCTI 0 Haka3zy MIiHICTEpCTBa OXOPOHHU 3/I0pPOB’S YKpaiHU BiJ
28.09.2012 Ne 751 «IIpo cTBOpeHHSI Ta BIPOBAHKEHHS MEIUKO-TEXHOJIOTTUHUX
JOKYMEHTIB 31 CTaHAapTH3allii MEJAUYHOI JONMOMOTH B cHcCTeMi MiHicTepcTBa
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OXOpOHU 370pOB’st YKpaiHuw» (13 3MiHaAMH), 3apeecTpoBaHOrO B MiH’tocTi YKpainu
29.11.2012 3a Ne 2001/22313.

5. Po3paxyHok moTpeOu B mpemaparax Uisl JIKyBaHHS [iTEH, XBOpUX Ha
MYKOBICIIU/I03, 3/IIMCHIOETbCS HAa OCHOBI JAaHUX BiJ CTPYKTYPHUX HIAPO3AUTIB 3
MUTaHb OXOPOHU 310poB’s oOjacHuX, KuiBcbkoi Ta CeBacTOMOJIBCHKOT MICBKHX
Jep>KaBHUX aIMIHICTpaIlid 100 KUIBKOCTI JIT€H, XBOPUX HA MYKOBICIUI03, B
pO3pi3l aAMIHICTPATUBHO-TEPUTOPIAIBHUX OJIMHULIb 13 3a3HAYEHHSM Macu Tija,
MICALS Ta POKY HApOJKEHHS Malll€eHTa, TSHXKKOCTI nepediry 3a mkanoro [lIBaxmana-
Kynpunnpkoro. HeoO6Xi1HO Takok 3a3HAYMUTU Ha3BU JIIKAPCHKUX 3aCO01B BIAMOBIIHO
710 3aTBEPKEHOT HOMEHKJIATYpPH, a TaKOX JO03YBaHHS Ha OJUHUII0 BUMIPIOBaHHS,
KUTBKOCTI 3aCTOCYBaHb Ha PIiK, KUIBKOCTI OJHMHMIIb Ha pa30BE€ 3aCTOCYBaHHS,
KUIBKOCT1 OJJUHUIIG TIpenapary Ha pik, HasiBHI KOMEHTAap1 TOIIIO.

I11. IIpyHIMD po3noALTY BUAATKIB y po3pi3i Tepurtopiii
1. Posmoain 3aiHCHIOETHCS BIAMOBIAHO JO KUIBKOCTI MITeH, XBOpUX HA
MYKOBICIIHJI03, Ta 3a4BKU periony cranoM Ha 01.01 moTouHOro poKy.

IV. Pe3yibTaTHBHI NOKA3HUKH, 10 XaPAKTEPU3YIOTh BAKOHAHHS 0I0’KETHOI
porpamMu

IIporuno3oBani

Ne . . Jxepesio NMOKA3HUKH
IMoxa3Hukn Opununi BUMipy . L
iHpopmaii (KUIBKICTB,

BiICOTOK)

1 | npoaykry

1.1 | KinpkicTs miTe, Oci0 3asBKH PETIOHIB
XBOpPHX Ha
MYKOBICIIH/103

2 SAAKOCTI

2.1 | PiBenb 3a0e3neueHHA Bincorox 3asBKH PETiOHIB
TOPOCINX, XBOPHX HA
MYKOBICITH103, BiJ
3aITAaHOBAHOTO

3actynnuk nupekropa lenapramenry —

HAYAJIbHMK BilJIiJ1y 3 MUTAHb HATAHHA

MeJIUYHUX MOCJIYT HACEJTCHHIO

JlemapramMeHTy BIPOBA:KeHHS pedpopM A. T'aBpwiok



