3ATBEPJ[’KEHO

Haxka3 MinictepcTBa 0XOpOHH
310pOB'st YKpaiHu

17 rpyans 2019 poxy Ne 2498

(y penakuii Haka3sy MiHicTepcTBa
OXOPOHHU 37I0pOB'st YKpaiHu

BiJ 6 sx0BTHs 2023 poky Ne 1755)

MeToau4Hi pekoOMeHAalil IVIAHYBAHHS Ta PO3PAXYHKY NMOTPeOH Y JiKapCbKHX
3aco0ax I/l NAMI€HTIB, SIKi CTPAXKAAIOTh HA CHIHAJIBHY M’SI30BY aTPOQiio

I. 3arajibHa yacTuHa

1. CminanbHa M'sizoBa atpodis (mam — CMA) — pinkicHe (opdanne)
HEPBOBO-M'SI30BE€ 3aXBOPIOBAHHS, SIK€ CIpUYuMHEHe MyTauiero y reHi SMNI1 Ta
IIPU3BOJUTH J10 BTPATU MOTOHEHUPOHIB Ta aTpo(dii M’s31B, SIK HACIIIIOK PAHHBOI CMEPTI.
CMA Mae pi3HI THIH, SIK1 3aJI€XKaTh Bl 4acy MOSBHU Ta PIBHS BUPAKEHOCTI NMPOSBIB
3aXBOPIOBAHHS.

2. [lepenikom JiKapchbKUX 3aco0iB, IO 3aKYMOBYIOTHCS 3a JOTOBOPAMHU
KEpOBAHOTO JIOCTYITy, 3aTBep keHuM Kabinetom MinictpiB Ykpainu Bin 07 Gepe3ns
2022 poky Ne 216 mepeabaueHa 3aKymiBisS JIIKApChKOro 3aco0y pUCIUIIIAM s
JIKYBaHHS IMAIi€HTIB 31 CIIHAIBHOIO M S30BOI0 aTpodi€ro.

3. st po3poOky naHux MeToMYHUX PeKOMEHAIl BUKOPUCTOBYBAIHCS
JOKepena KIHIYHMX HacTaHOB, BM3HAYEHI J0JaTKOM 4 10 MeToauku po3poOKH Ta
BIIPOBA/KEHHSI MEAWYHUX CTAHIAPTIB MEAMYHOI JOMOMOTH Ha 3acajgax J0Ka30BOi
MEJUIMHY, 3aTBEP/KEHOT HaKa30M MiHICTepCTBa OXOPOHHM 3J10pOB’A YKpaiHu BiJ 28
BepecHs 2012 poky Ne 751 «IIpo cTBOpeHHsS Ta BIPOBAIKEHHSI MEIUKO-
TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHAapTHU3alii MEAUYHOI JOMOMOTH B CHUCTEMI
MiHicTepcTBa OXOpOHM 370pOB’s YKpaiHW» (13 3MIHaMH), 3apEECTPOBAHUM B
MinictepcTsi toctuuii Ykpainu Bi 29 nucronaaa 2012 poky 3a Ne 2001/22313, a
TaKOXX BHCHOBOK YIIOBHOB2XEHOTO OpraHy 3 JIEpXaBHOI OI[IHKA MEIUYHUX
TexHoJorii: pucaumiaam Big 08 rpyaas 2021 poky, iHpopMallis 3a3Ha4eHa B JI0CHE
3assBHUKA (TOB «Pom Ykpaina» Big imeni @. Xobdmann-JIg-Por JIta, [seitnapis)
Ha TIPOBEACHHS JCP)KABHOI OIIIHKM MEIMYHHMX TEXHOJIOTIH JIKAapChKOro 3aco0y
pucaumuiaMm (MOKa3aHHS JI0 MEIWYHOTO 3aCTOCYBaHHS 3a SIKUM TIOJlaBajiacs 3asBa,
3asiBJIeHa KOTOpPTa MAIli€HTIB, JIaHI MO0 JTOCTOBIPHOCTI PE3yNbTATIB MOPIBHSIIHHOI
KJIIHIYHOT €(peKTUBHOCTI Ta OE3MEKH 3asBICHOTO JIIKapChKOTO 3ac00y), Diagnosis and
management of spinal muscular atrophy: Part 1: Recommendations for diagnosis,
rehabilitation, orthopedic and nutritional care (Mercuri et al. 2018), Diagnosis and
management of spinal muscular atrophy: Part 2: Pulmonary and acute care;
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medications, supplements and immunizations; other organ systems; and ethics (Finkel
et al. 2018).

I1. ®opmyBanHs noTpedH

1. Pexum 10o3yBaHHS JIIKApCHKOTO 3ac00y pUCAMIIIAM 3aJIeKUTh BiJ] BIKY Ta
MacH TiJla TalfienTa:

Bik Ta maca Tina PexomennoBana qo0oBa mo3a
B1J1 2 MICSITB JI0 < 2 POKIB 0,20 mr/kr
> 2 poku Ta Maca Tija < 20 kr 0,25 Mr/kr
> 2 poku Ta Maca Tija > 20 kr 5 Mr
2. Kpurepii, 3a BIAMOBIIHOCTI SKUM PEKOMEHI0BAHO BpaxXyBaHHS MOTpeOU

naIieHTa y Jiikapcbkomy 3aco01 pucauriam (qam — Kpurepii npusHadeHHs ) HaCTyIHI:

1) mamieHT TpoMaAsSHUH YKpaiHu, SKUA TOCTIMHO MPOKUBAE HA TEPUTOPIi
Ykpainu;

2) Malie€HT Ma€e MOJICKYJISIPHO-TeHETHYHE MiaATBep pKeHHs 1-To Tuy 50-CMA:

JUTSI TIALII€HTIB BUSIBJICHUX 1] YaC HEOHATAJIbHOTO CKPUHIHTY — YMCJIO KOMIH reHa
SMN2 ckmamae 2 a6o 3 xomii;

JUTS THIIUX ITaIli€HTIB YyKucio komii rena SMN2 cknagae 2 abo 3 Korii, a TaKoXk
HAsIBHICTh KJIIHIYHUX MposiBIB 1-oro Ty CMA;

6) BIJCYTHICTh OTPEOU Y MOCTIMHINA BEHTUJIALII JIeTeHb (1HBa3UBHOT BEHTHIISAIT
3 TpaxeocToMi€r0 a00 HeIHBA3MBHOI BEHTWJIALIII JIereHb Olblie 16 roauH Ha ACHb);

5) BiJICYyTHICTh TOTOYHOTO JIIKYBaHHS JIIKAPCHKUM 3aCO00M HYCIHEPCEH;

6) BIACYTHICTh MPOTHIIOKA3aHb JO 3aCTOCYBaHHS JIIKAPCHKOIO 3aco0y
PUCIHILIIAM;

7) moTpuMaHHS BUMOT 3 CyINpoBoay maiieHTiB 13 CMA, 10 SKUX BITHOCSTHCS
(mami — Bumoru 3 cympoBojy):

OIlIHKA TOKA3HUKIB PO3BUTKY MOTOPHOI (YHKINI 32 MOTOPHUMH IIKaJlaMU
BIJINOBIJTHO 10 ()YHKIIOHAJIBHOTO CTaHy MAalll€EHTa Ta MOro BIKy (MEpBUHHA OLIIHKA Ta
KOJKH1 6 MICSIIIB BIATIOBIIHO):

mkana autsa4oi JikapHi Ounanensdii 1ysi BU3HAYEHHST HEPBOBO-M 30BUX
poznazniB y HemoByT (Children’s Hospital of Philadelphia Infant Test of
Neuromuscular Disorders (CHOP-INTEND);

mkana HeBposoriuHoro oOCTEXEHHsST HEMOBIAT 32 XaMMEpPCMITOM
(Hammersmith Infant Neurological Examination (NINE-2);

OIliHKa pyX0BOi (yHKIIIi MpHU HEPBOBO-M SI30BUX 3axBoproBaHHsX (Motor
Function Measure-32 items (MFM32/MFM);

dyHkionanpHa pyxoBa mkaiga XammepcMmit (Expanded Hammersmith
Functional Motor Scale (HFMS/HFMSIE]);

MOAyJb Juisl omiHKK BepxHiX KiHIiBOK (Revised Upper Limb Module
(RULM);

OLIIHKA JUXaTbHUX (QYHKIIH (KOXKHI 6 MICSILIB);
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Ja00paToOpH1 TECTH (Uepe3 OJMH MICSIb BiJl OYATKY JIKYBaHHS 1 KOKHI1 HACTYTH1
6 Mics1iB):
tecT Ha kpeatuHiH (Cr);
TecT a3oTy ceuoBuHH KpoBi (BUN);
¢dbyukionansHi mpoou nevinku (LFT);
3aranpHui aHam3 kposi (CBC).
MiHepaJibHa IEHCUTOMETPis (IIOpiuHO a0 3a MOTPedn);
peHTrenorpadis xpedra (1mopivHo ado 3a moTpedn).

3. 3a HEBIAMOBIAHOCTI OoJHOMY Ta Ounbiie KpurtepiiB mnpusHaueHHS He
PEKOMEHIOBAaHO BpaxyBaHHS NOTPeOU MAIIEHTIB Y JTIKAPCHbKOMY 3aC001 PUCTUTLIAM.

4. KpuTepii, 3a BiAMOBIAHOCTI SKHUM PEKOMEHJOBaHA BiAMiHA BpaxXyBaHHS
NOoTpeOu MalI€HTIB y JIIKapcbKoMy 3aco01 pucauruiam (nam — Kpurepii BiaMiHM):

1) BIJICYTHICTh ~ PETYJSIPHMX  BIIBIAYBaHb JIIKYIOUOTO  JIKaps s
NOTpUMaHHA BuMor 3 cynpoBony;

2) BiJIMOBa TaIlleHTa abo #oro OaThkiB (OMIKYHIB) TIPOJOBXKYBATH
JIKYBaHHSI, B TOMY YHCJII1 TIO PUYUHI BIICYTHOCTI €(PEKTY Bij JIIKYBaHHS;

3) HAsIBHICTh CEPHO3HUX MOOIYHUX PEAKITiH;

4) HEBIJIMOBIJIHICTh OHOMY Ta Ounbiie KpuTepisiM mpu3HauyeHHS.

S. [TepepaxyHOK KUIBKOCTI JIIKAPCHKOTO 3aCO0y PUCAMILIAM 31HCHIOETHCS

Bi,Z[HOBiI[HO A0 IIpaBUJI OKPYIJICHHAM YHCCII.

6. Posmoxgin nikapchkoro 3aco0y pHUCAWIIAM 3A1MCHIOETHCS Ha OCHOBI
po3paxyHkiB HarionansHOi AuTsS40i cremiaitizoBaHoi JikapHi «Oxmatauty MO3
VYkpaiHu, SKi HaJalTbCs 3a pe3yJbTaTaMU OLIHKM BIANOBIJHOCTI MAalI€HTIB YCIM
KpurepisiMm mnpuszHaueHHs Ta BiacyTHocTi KputepiiB BIIMIHM 3a pe3yJbTaTaMu
OMpalOBaHHs BJIACHUX JAHUX Ta/a00 NaHUX HaJaHUX CTPYKTYPHUMH MiIPO3ALIAMHU 3
MIUTaHb OXOPOHU 3J0pOB’ss obyacHuX, KuiBchbkoi Ta CeBacTOMONBCHKOI MICBKHX
Jep’KaBHUX aIMIHICTpAIlIH.

7. HamionanpHa nutsda crneriamizoBaHa JikapHsa «Oxmarauty MO3 Ykpainu
Hagae no MO3 Ta gepkaBHOTO TMIANpPUEMCTBA «MenWuHi 3aKyImiBiIl Y KpaiHW»
1H(}OopMaIrito MO0 MaIi€HTIB B PO3Pi31 aAMIHICTPATUBHO-TEPUTOPIATHHUX OAUHUILH 3
3a3HAYEHHSIM, MacH Tija, MICSIS Ta POKY HApOJKEHHs, J1arHo3y IMalll€HTIB,
BinoBIIHOCTI Kputepisam npu3zHaueHHs Ta HassBHOCTI KpurtepiiB BiAMIHU TOWIO, AJIs
3M1MCHEHHS BIJMOBITHOTO PO3IMOILTY.

II1. Pe3yibTaTUBHI MOKA3HUKH, 1II0 XaPAKTEPU3YIOTh BUKOHAHHSA OI0IKETHOI

nporpamMu
IIporuo3oBani
Ne . . Jxepesio NMOKA3HUKH
IToxa3Hukn Oaununi BUMipy . A
n/n iHpopmanii (KUIBKICTB,
BiZICOTOK)




1 | mpoaykTy
1.1 | KinbKicTh MaIli€HTiB, ocib BayTpimaborocmos
XBOPHX Ha CIIHAJIBHY apChKUN
M’s130BY arpodiro, sKi (YnpaBiiHCBKHIA)
OTPUMYIOTh JIIKyBaHHS 00JTiK
2 | aKkocTi
2.1 | 3abe3neueHus BIJICOTOK 3asBKH PETiOHIB,
MeIMKaMEHTaMU peectpu, 3BITH
TMaIi€HTIB, XBOPUX HA
CIIHAJIBLHY M’ S30BY
aTpodiro
3 | epekTHBHOCTI
3.1 | Cepenni Butparu OJIMHULb BryTpimmbsorocmnon
JKapchKOro 3aco0y Ha (TUTSIIIIOK) apChKUM
OJTHOTO TIaIli€EHTa (YnpaBiiHCBKHIA)
XBOPOTO Ha CHIHAIbHY 00K
M’s130BY atpo(iro Ha pik
Jupexrop
JemapraMeHTy MeIMYHHMX MOCTIYT Terasna OPABIHA




