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

MeToau4Hi pekoMeHAaNll IVIAHYBAHHA Ta PO3PAXyHKY NOTPeOH y JiKapCbKHX
3aco0ax AJisl TPOMAaJsiH, AKi CTPaKAAI0Th HA oppaHHi MeTa0oMiuHI
3aXBOPIOBAHHSA

I. 3aranbHa yacTuHA

1. Opdanni merabomiuHi XBOpOOM — 1€ BeJIMKa Tpyla CHagKOBHUX
3aXBOPIOBAHb, MPU AKUX € TEHETUYHI aHOMaITii MeBHUX (EPMEHTIB, IO MPU3BOIUTH
710 TIOpYyIIeHb 0OMIHY PEYOBHH B OPTaHi3Mi.

2. 3a mporpamoro 1o JiKyBaHHIO ophaHHUX METabOMIYHUX XBOPOO CTAaHOM Ha
01.01.2019 nmepenbauena 3akymiBis 3a KOIUTH JEPKABHOTO OFOIKETY HACTYIHHX
MHH:

Anrmioko3ujaza anb(da, TOPOMIOK Ui TPUTOTYBAaHHS KOHIIEHTPATY IS
po3unHy i iHGY31i, 50 Mr — u1st XBopoOu [lomme;

Arancunasa anbga, KOHIEHTpAT I PO3UMHY AJis 1HGY31i, 1 Mr/mi o 3,5 miu
y daakonax Ne 1 — qms xBopoou Pabpi;

Arancunasa 6era, MOPOIIOK JJisi MPUTOTYBAaHHS KOHLIEHTPATY ISl PO3UMHY IS
1H(Yy31i, 35 Mr — s xBopobou Dadpi;

Arancuzasa 0era, HOPOLIOK JUIsl MPUTOTYBaHHS KOHLIEHTPATY AJISl pO3YUHY IS
iH(Dy3iH, 5 Mr — 115 xBopoou Pabpi;

HituzuHoH, TBepAl Karcynu, 2 MT — IJis THPO3uHeMIi Tumy [;

HitusuHoH, TBepAl Karncyiu, 5 Mr — Ui TUpo3uHeMii tumy I;

HitusuHoH, TBepAl kancynu,10 Mr — aias Tupo3uHemii Tuny [;

Canponitrepuny  aurigpoxjopua, Taobnerku, 100 wmMr — s rinep-
(dheninananiHeMii.

3. Jna po3pobku gaHux MeETOAMYHUX PEKOMEHJaliil BUKOPUCTOBYBAIUCS
JpKepenia KIHIYHMX HACTaHOB, BM3HA4YeHi JoAaTkoM 4 1o MeToauku po3poOKH Ta
BIIPOBA/PKEHHSI MEJUYHHMX CTAHIAPTIB MEAMYHOI JIOMOMOTH Ha 3acajax JoKa30oBOl
MEIUIIMHYU, 3aTBEP/KEHOI HakazoM MiHICTepCTBa OXOpPOHHM 3JI0pOB’A YKpaiHu
Big 28 BepecHs 2012 poky No 751 «IIpo cTBOpeHHsS Ta BIPOBAIKEHHS MEIIHKO-
TEXHOJIOTIYHUX JIOKYMEHTIB 31 CTaHJapTH3allli MEJIMYHOI JOMOMOTH B CHCTEMI
MiHicTepcTBa OXOpPOHU 370pOB’s YKpaiHm» (i3 3MiHaMH), 3apEECTPOBAHUM B
Mir’rocti Ykpaiam 29.11.2012 3a Ne 2001/22313, a Takox ajganToBaHa KIHIYHA
HacTaHoBa o0 xBopoom Pabpi (KHm 2019-01) i BMJ Best Practice “Common
hereditary lysosomal storage diseases” guideline.

II. ®opmyBaHHs nNOTPeOH
1. Ilorpeba B mpenapari anriaoKo3ujaza anbpa pO3PaxoOBYETHCS Y
BIZITIOBITHOCTI /10 Baru maiieHTta. Moro pasoBe no3yBaHHs cTaHOBUTH 20 MT Ha 1 KT
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Macu Tila marieHTa. BBoauThcs mpemapar BHYTPINTHROBEHHO, pa3 Ha JBa THXKHI,
TOOTO HOTO piuHa MOTpeda HA OJTHOTO XBOPOTO CTAHOBUTHL 26 Pa3oBUX J103.

2. Ilotpeba B mpemnapari arajicujasa anb(a po3paxoBYETHCSA Y BiAMOBIIHOCTI
10 Bard namieHTta. Moro pasoBe no3yBaHHs cTaHOBHTH 0,2 M Ha | KI Macd Tila
naiieHTa. BBoauThCs mpenapatr BHYTPIIIHBOBEHHO, pa3 Ha JiBa THXKHI, TOOTO HOro
piuHa notTpeda Ha OAHOTO XBOPOrO CTAHOBUTH 26 Pa30BUX J03.

3. [loTpeba B mpemnaparti arajicuaasa 6eTa po3paxoByEThCS Y BIIMOBIAHOCTI JI0
Baru marienrta. Moro pasoBe J03yBaHHs CTAaHOBUTH | Mr Ha | KT Macu Tilla XBOPOTo.
BBonuTbes mpenapar BHYTPIIIHBOBEHHO, pa3 Ha JIBa THXHI, TOOTO HOro piyHa
norpeba Ha OJJHOTO XBOPOTO CTAHOBUTH 26 pa30BUX J03.

4. Tlotpeba B mpemapari CarpoNTEpUHY TIIPOXJIOPUI PO3PAXOBYETHCS Y
BiIMOBiAHOCTI 10 Baru maiienta. Moro pa3oBe J103yBaHHS CTaHOBUTH 10 Mr Ha 1 kr
Macu Tina mamiedta. [Ipenapar npuiiMaeTscs OAMH pa3 Ha jJeHb. Piuna morpeba B
mpenapari Ha OJHOTO IMAIIEHTa CTAaHOBUTH 365 pa3oBuUX J103.

5. [ToTpeba B mpemnapari HITU3EHOH PO3PAaXOBYETHCS Y BIMIMOBITHOCTI 10 Baru
namienTa. Horo pa3oBa J03a BHM3HAYAETHCSA 3 PO3paxyHKy 1 mr Ha 1 Kr macu Tina
namiedTa. [Ipenapat HeoOXigHO TpuiiMaTU I1OJHSA, TOOTO HOro piuHa morpeda Ha
OJIHOTO TAIll€EHTa CTAHOBUTH 365 pa3oBHUX J03yBaHb.

6. Y pasi BHeceHHs 3MiH 10 llepenikiB JiKapCchbKUX 3aCO0IB Ta MEIUYHUX
BUpPOOIB, SIK1 3aKyMOBYIOTHCSl Ha MIJICTaBl YroJl 100 3aKyIiBJIl 13 Creliali30BaHuMU
OpraHizaiisiMu, sIKi 3JIMCHIOIOTH 3aKyMiBJl 3a HampsMaMd BUKOPHUCTaHHS
OIO/DKETHHX KOIITIB 32 Mporpamoro «3a0e3nedeHHs] MEIUYHHX 3aXOJIB OKPEMHX
Jep>)KaBHUX TPOrpaM Ta KOMIUIEKCHMX 3aXOJliB IMPOTPAMHOTO  XapakTepy»,
PO3paxyHOK MOTpeOM y HOBHUX JIIKAPCHKUX 3aco0ax Ta MEAUYHUX BHpOOax Mae
BiIOYBAaTHCh 3TIHO 3 I1HCTPYKIISAMH JUJII MEJAMYHOTO 3aCTOCYBAHHS JIKAPCHKUX
3ac001B Ta THCTPYKIIISIMU IIO/I0 3aCTOCYBaHHS (BUKOPUCTAHHS) MEUYHUX BUPOOIB, a
TaKOXX Yy BIAMOBITHOCTI 10 Hakazy MiHicTepcTBa OXOPOHU 3A0POB’S YKpaiHU BiA
28.09.2012 Ne 751 «IIpo cTBOpeHHSI Ta BHPOBAKEHHS MEIUKO-TEXHOJOTTYHUX
JOKYMEHTIB 31 CTaHAapTU3alli MEIUYHOi JONOMOTH B cucteMi MiHicTepcTBa
OXOPOHHM 370pOB’s YKpaiHu» (i3 3MiHaAMHU), 3apeecTpoBaHoro B MiH’tocTi YKpaiHu
29.11.2012 3a Ne 2001/22313.

7. PospaxyHOk moTpeOm B mpenapatax s JIIKyBaHHS T'pPOMAJIsH, SKi
CTpaXJaroThb Ha opdaHHI MeTa0OoJIuHI 3aXBOPIOBAHHSA, 31MCHIOETHCS Ha OCHOBI
JAQHUX BiJ CTPYKTYpPHHX MIAPO3AUNIB 3 IMTaHh OXOPOHH 3JI0POB’S O0O0JIACHUX,
KwuiBcbkoi Ta CeBacTONoNbChKOI MICBKHX JIEPyKaBHUX aJMIHICTpAIii 11010 KiJIbKOCTI
TpOMaJIsiH, SIKI CTpaXJalTh Ha opdaHHI MeTabOJIYHI 3aXBOPIOBAHHS, B PO3pi3i
aJMIHICTPAaTHBHO-TEPUTOPIAIbHAX OJAWHHUIIL 3 3a3HAYCHHSM MacH Tila, Micslsd Ta
POKY HapOPKCHHS, diarHo3y maiieHTiB. HeoOXimHO TakoX 3a3HAYUTH Ha3BH
JTKapChKUX 3aco0iB Ta MEOUYHUX BHUPOOIB, BIAMOBIMHO 10 3aTBEPIKECHOI
HOMEHKJIaTypyu, a TaKOX JO3yBaHHS Ha OJUHHUIIK0 BUMIPIOBAHHS, KUIbKICTh
3aCTOCYBaHb Ha PIiK, KUIbKICTh OJIMHUIIb HAa Pa30BE€ 3aCTOCYBaHHS, KIJIbKICTh OJUHUIIb
JKApChKUX 3ac001B Ta MEAUYHUX BUPOOIB Ha PiK, HASIBHI KOMEHTAp1 TOILO.
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I11. IIpyHUIMI po3noALTY BUAATKIB y po3pi3i Tepurtopii

1. Posmominm 3MIWCHIOETHCS BIAIOBIIHO O KUIBKOCTI
CTpaX/JaloTh Ha OpQaHHI

MeTa00IuH1

3aXBOPIOBAHHSI,

«OXMATIOUT» ctanom Ha 01.01 morouHoro poky.

TpOMaJsiH, SIKi

ta peectpy HICI

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

nporpamMu
IIporno3oBani
Ne . . JKepeJsao NMOKA3HUKH
IMoxa3zuuku Oaununi BUMipy . Hikcep . .
n/n iHdopmamii (KiIBKiCTD,
BiZICOTOK)
1 | mpomykry
1.1 | KigpkicTh MallieHTiB, Oci0o Peectp HICJI
SIK1 CTPaXK/Ial0Th Ha «OXMATIAUT»
ophanni
MeTa0oIIIYHI
3aXBOPIOBAHHS
2 SAKOCTI
2.1 | PiBenn Bincoroxk Peectp HIACJI
3a0e3neYeHHS «OXMATIOUT» a6o
HaII€HTIB Big 3asBKHM PET10HIB
3aIIaHOBAHOI'O

3actynHuk qupekropa lemapramenty —
HAYaJIbHUK BiJUIiJ1y 3 NUTAHb HAAAHHSA
MeIMYHHUX MOCJYTI HACeJTeHHIO
JenmapramMeHTy BIPOBaJ:KeHHS pedpopm

A. I'appmitok



