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MDKAUCLUUNNIHAPHI NPOBJIEMA

KPYIMAWU CTIN

Begenns XBOpUX HA chiHanbHY M930BY ampodit:
Yac gny peanbHux amin

BupiweHHs npo6nemu nikyBaHHA pigKicHMX HepBOBO-M'A30BUX 3axBoptoBaHb (PHM3) Ta iHwmx
opthaHHMX naTonoriii € BKpait BaXXIMBUM AN JOCATHEHHA BUCOKOro PiBHA MeAUYHOT A0NOMOrM

B YKpaiHi Ta BignoBigHOCTi HaLioHaNbHOT CUCTEMMU OXOPOHM 340pPOB'A EBPONENCLKUM CTaHAApPTaM.
MuHynoro poky HanpukiHui oceHi B M. KueBi BigbyBcs kpyrnmii ctin «llinotHa Mepexa
MyNbTUAUCLUMNNTHAPHUX KOMaHA Ha Npuknafgi cniHanbHoi M'A30Boi atpodpii. LLinax go iHTerpauii
B eBponeiicbky Mepexy pedepentHux ueHTpiB (ERN)», y xoai skoro obrosopioBanu iHiyiatuby
WoA0 CTBOPEHHA HaLioOHaNbHOT MepeXi 3 MynbTUAMCUMNiHapHuX rpyn ¢axisyis i3 PHM3.
Yuactb y 3axoai B3aaM HayKoBLi Ta nikapi pi3HMX cneuianbHocTeid,

a TakoXX npefcTaBHUKK 6naropiitHoro doHay «[itn 3i cniHanbHOW M'A30BOI0 aTpodhieio».

CMA — ypa)XeHHs pyxoBux Heiiponis
aln Mynbmuop2anHe 3aXBOPHIBAHNA?

I3 nmporpamHuoro ponosinpo «Cmi-
HanbHa M’s130Ba atpodis (CMA)
B YKpaiHi: peanii Ta mepcrieKTuBm»
BUCTYNIMB HAYKOBUII CHiBPOOGiT-
HuK 1Y «IHcTUTyT HeBponorii,
ncuxiaTpii Ta Hapkonorii HAMH
Vkpainu» (M. XapkiB), KaHgu-
JaT MeIMYHMX HayK AHApii
Banepiitosuy Iarimno.

— Y HemogaBHO BUJAHUX MiX-
HapOJHMX peKOMEeHJalifaX i3 fiia-
rHocTukM Ta mikyBanHa CMA (Mercuri E. et al., 2018)
1le 3aXBOPIOBAHHS BU3HAYAIOTb AK CKIa[IHNII TeHETUYHO-
IeTepMiHOBAHUIT PO3/Iaf, AKMil Mae 6arato pisHUX KIi-
HIYHMX aCIEKTiB i TOMY Ma€ pO3INIANATUCA BUKITIOYHO
3 TO3M1iJi MyIbTUAMCHUIITIHApHOTO Tifxony. ChoromHi
mapajurma BefieHHA nanieHTis 31 CMA icTOTHO 3MiHIo-
€TbCs. SIKINO 1je fOHeZaBHA PORMHY HAli€HTIB Oyan
3MYyIIeHI caMi KOOPAMHYBATH 00CTEeXXEHH S JUTUHY Ta Bi-
3UTU JIO JIIKapiB, TO 3TifHO 13 Cy4YaCHUMMM peKOMEHalli-
aMu 10 QYHKIi0 Ma€e B3SATY Ha cebe Tak 3BaHUIL MiKap-
KOOPAVIHATOP — 3a3BUYail Ije AUTAYNI HEBPOJIOT, AKNI
rnbOKo 0613HaHMIT i3 Iepe6iroM i MOTeHIITHNMY HACTTif-
Kamu Liel narosorii. lle gacTb sMory 3pilicHIOBaT! MOHi-
TOPUMHT MPOTPECYBAHHA Pi3HUX MATONOTIYHUX MPOLECiB
y CTPYKTYpi 3aXBOPIOBAaHHSA Ta CBOEYACHO IPM3HAYATHU
IIpeBEHTYBHE NTiKyBaHHS, AKIIO0 BOHO, 3BICHO, MOXK/I/BE.

ITpu nigo3pi Ha CMA Hapasi peKOMEHAYETbCSI 000B’sI3-
KOB€ BUKOHAHHS MOJIEKY/IIPHO-TeHeTYHOTO aHAi3y A/
Bepudikarii giarnosy. lenernunnit fedexr (memenis uu
MyTallif) TOKa/Ti3yeThCs Ha XPOMOCOMi 5q i3 3ay4eHHAM
SMNI, mo xogye 6inox SMN (survival motor neuron -
6i/10K BMXMBAHOCTI MOTOHEIIPOHIB), yKpall HeoOXinHuI
I/1s1 HOPMaJIbHOTO PO3BUTKY Ta PyHKILioOHYBaHHA. B oc-
HOBY KiiHiuHOI kmacudikanii CMA (Tabn1.) moKIafeHo Bik
neboTy Ta cTyminb TAXKocTi mepebiry (Wang C.H. et al.,
2007); BoHa He BPaXOBYe KOPEJIALIIO 3 JTAHMMM FeHeTHYHOTO
aHaisy. Yacrime TpannAoTbeA 1 Ta 2 TUIIN 3aXBOPIOBAHHA.

Tabnuus. Kninivyna knacugikauis CMA
Tun CMA Bik ae6loty | MakcuMyM pyxoBux dyHKLUi#H Tp:::’::“
| (TAMKKMI) 0-6 Mic CnAiHHA HIKOMW He JOCAraETLCA <2 poKiB
:V(IE?OM'H- 7-18 Mic CTOAHHA HIKONMW He JOCAraeTbCA | >2 POKIB
Il (nerxun) >18 Mic BneBHeHO cTOATb, 4acTo X04ATb Morte byTu
HopMarnbHo
IV (aopocna | Opyraun Tpeta Mano BiAPI3HAETLCA HopmansHa
dopma) [eKafa MUTTA | Bif TaKOro B «340POBUX»

Ha cporopHi B peectpi 6narogiitnoro poupy «diru
3i CMA» nanmiuyerbca 244 nanienTu. 3BicHO, Iie He OC-
TaTOYHE YUCTIO, afi)Ke JIepP>KaBHOTO PEECTPY XBOPUX Ha
CMA B YkpaiHi Hemae. BignoBigHo 0 JaHUX 3a3HAYEHOTO
peectpy, 23% yKpaiHCbKUX MaljieHTiB MaloTh 1 Tum CMA,
50% — 2 tu, 18% — 3 tumn i B 4% Ty He BU3HAYEHO.

HalimommnpeHimyuMy nNpusHaYeHHAMU AIA «IiKy-
BaHHA» CMA B YkpaiHi i1 foci 3annuraroTbcs MosiBi-
TaMiHM rpynu B, moniBiTaMiHM Ha OCHOBi KapHiTUHY,
HelipomiguH, AT®, TpuMeTunrigpasuHii npomnioxar,
KOPTEKCHH, irmopediekcoTepanis, eeKTpOCTUMYIAL S,
Macaxk Tomo. BogHoyac MiXkHapo#Hi KOHCEHCYCH 3 Be-
meHHA manieHTiB 31 CMA pekoMeHJYIOTb TaKi MeTOauU
HeMeMKaMeHTO3HOI Tepamii:

o ¢isyuHa Tepamnis (Tepamis akKTMBHUMMY 71 TAaCUBHUMU
pyxamn);

3nopeBs” YKpainu

e iHBa3MBHA TAa HEiHBa3MBHA BEHTU/IALLiSI JIET€Hb;

e Tpaxeo- 41 raCTPOCTOMis A5l 3abesmedeHHs Oe3mey-
HOTO 1 aJleKBaTHOTO HYyTPUTUBHOT'O Ta BOZHOTO OaJIaHCY;

e BaKIIMHAIlis;

o ajTiaTMBHA XipypriuHa Kopekiis (B TOMy YUCIi CKO-
J03y), BUKOPUCTAHHSA OpTe3iB, IPOTe3yBaHHS;

e MOOimi3aris (MOTOKOIACKM).

Jlikap-koopauHaTop, AKUN Befe namieHTta 3i CMA,
KOOPAMHY€E OTPUMMAHHS HUM IHTeHCUBHOI Tepail, dap-
MaKoTepamii, IyJTbMOHONIOTi9HOTO /I OPTOIESNYHOTO
JiKyBaHHs, KOHTPOJIIOE XapuyBaHHsA, CTaH HIYHKOBO-
KIIIKOBOTO TPAKTy Ta KiCTOK, HEIIPOM SI30Bi acIeKTH pe-
abiniranii Ta BU3Ha4ae IpiopuTeTHI Ail B pasi ypaskeHHs
iHmuMX opraHis (puc.).

MynbMoHonoriyHe
NiKyBaHHSA

Heitpom’sizoBi
acnektn/
peabinitauis

IHTeHcUuBHaA
Tepanis

OpToneauyHe
NiKyBaHHS

YpaxeHHs
iHWIKX opraHiB

XapuyBaHHsi,
craH LWWKT
i KicTok

MepukaMeHTO3Ha
Tepanis

Puc. BegeHHa nauieHTis 3i CMA

Crpareris cyuacHoi ¢papMakoTeparmii clpsMoBaHa
Ha migBuieHHs piBHsA 6in1ka SMN. IIprHIMIIOBO 11HOTO
MO>KHA JOCATTY 200 LIIIXOM 3aMiHV T'eHa 3 BUKOPUCTAH-
HSIM BIPYCHOTO BEKTOpa JJIA JOCTABKM B KITITUHU QYHK-
nioHanmbHOTO reHa SMNI (excrieprMeHTaIbHMI IpeapaT
AVXS-101), abo masaxom mopmbikamii CraicMHTy reHa
SMN2 p1st mocuieHHs cuHTe3y QyHKILIOHaIbHOrO Oinka
SMN. [Ipyruit masax BUFAETHCA peanicTUYHIMNUM: Ha-
pasi y CBITi B)Xe 3apeeCcTpOBaHuII NIperapar HyCHMHEPCEH,
SKMIT YBOJWTBCA IHTpaTeKaIbHO Ta 30i/blye piBeHb SMN
y ueHTtpanbHii HepBosiil cuctemi (ITHC). Ha dinanpunx
CTafifxX KIIHIYHUX [OCTiKeHb IepebyBae iHmmMIl iHHO-
BalliliHNII Ipenapar — pichinaaM, AKuil Ha BifMiHy Bij HY-
cuHepceHy 3yMoBiioe 36inbienns pisus SMN sk y ITHC,
Tak i Ha nepudepii. Ilpu npomy picainmam sasse cob6omwo
HU3bKOMOJIEKY/IAAPHY CHONYKY, KII0Y0BOI0 II€PEBaroo
AKOI € MOXK/IMBICTD IIEPOPAZIbHOTO MPUIIOMY.

Mynsmuop2anie 3axsopiBanng nompebye
MUNbmMugucuunninapuo2o nigxogy

[Ipo mpununnu po6oru ERN
(European Reference Networks -
€Bporeiicbki JOBiTKOBI Mepexi)
13 MiKyBaHHA PiIgKICHUX CKIaHUX
3aXBOpIOBaHb y opmari Bigeo-
3BEpHEHHA Y4YaCHMKAM KPYIJIOTO
crony posnosiB uneHn Harnapo-
Boi papgu ERN, gupekrop Inctu-
TYTy pigkicHuUX xBopo6 bonrapif,
npodecop Pymen Credanos.

- IToTpe6a B CTBOpEHHI eKCIIEPTHUX LIEHTPIB 13 MUTaHb
PifKicHOI IaTo/Orii He BUK/IMKAE )KOJHUX CYMHIBIB, ajike
Ha CbOTOJIHi BifloMO PO iCHyBaHHA 6i71b1I HIX 6 THC.
TaKMX 3aXBOPIOBaHb. 3aranoM y €ppomneiicbkomy Corosi
(EC) na pifkicHi ckafHi 3aXBOPIOBAHHS CTPAXKIAE K Mi-
HiMyM 1 oco6a 3 6rm3bKo 30 mH. [Ipy 1bOMY HalieHTiB
3 OfIHMM NI€BHUM PiJIKiCHMM 3aXBOPIOBAHHAM J1y>Ke MaJIo
/I TAaK CaMO Maso eKCIepTiB i3 caMme uiei cmenndivnoi
narornorii. Tomy B €C ctBopeHa cucrema ERN - 11e BipTy-
a7IbHI MepeXi 3a yuacTIo MeIMYHMX NIPaljiBHMKIB 110 BCil
€spori. Boun cipsimosati Ha 60poTHOY 31 CKTAFHUMMU 41
PiAKICHMMM 3aXBOPIOBAHHAMM Ta CTAaHAMI, 110 TOTPeOy-
I0Tb BMCOKOCII€EI]ia/1i30BaHOTO IiKyBaHHA /l KOHILIEHTpallii
3HaHb 1 pecypciB. BefleHHA MallieHTa B paMKaxX CUCTEMMU
ERN sBrisie co6010 prKIaf peamisatii MyIbTHANCI{UITT-
HapHOTO MiJXOAY.

IlTo6 mepernssHyTH AiarHo3 i MiKyBaHHS MallieHTa, KO-
opnyuHaTopy ERN cKIMKaroTh BipTyanbHi KOHCYIbTaTUBHI
paau MepuuHKX QaxiBiiB i3 pisHUX AUCHUIUTIH i Bifga-
JIeHO 0OTOBOPIOIOTH KOXKHUI KOHKPETHUIT BUIIATOK, BU-
KOPMCTOBYI0uK crenianisoBany IT-maTdopmy Ta 3acobu
TeleMeUIMHN. BuKopyucTaHHS cydacHUX 3ac06iB KOMY-
HiKanuii B OEIHAHHI 3 MOXXIMBOCTSMM LIUPPOBNUX TEXHO-
noriit (eHealth) 3aomamxyrors pecypcu, faroTh mikapsaM
3MOT'y Kpallle aHa/Ii3yBaTu JaHi, 0OMiHIOBAaTVICS JOCBITOM
13 NMTaHb ONTUMI3allil J1aTHOCTUKMY, JIKyBaHHA Ta JI0-
IIARY 3a XBopyuMU 3 axiBIsAMM 3 pisHMX KpaiH. e fos-
BOJIAI€ TIAIi€EHTaM OTPUMYBATH NOTPiOHI KOHCY/IbTaIii Ta
MiKyBaHH: 6e3 HeOOX1THOCTI BUDK/KATH B iHIIY KpaiHy.

Kpim Toro, ERN nonermyorb 06MiH 3HaHHAMY Ta [0-
CBiJIOM, IPOBeeHHs K/IIHIYHNUX JOCIJ)KeHb, IIpollech
HifroToBKY i migBMINeHH: KBamidikauii paxiBuis, ckma-
TAHHA METOLMYHUX HACTAHOB.

IniniatuBa mWoOKO CTBOpeHHs Ta QYHKIIOHYBaHHSA
ERN nanexutp Kpainam-uneHaMm €C. Pajja kpaiH-uneHiB
€C € odiniitHNM OpraHoM, 110 YIOBHOBa)XKEHMIT CXBa-
JIIOBATY Ta IPUNVHATY YWIEHCTBO B Mepexax. Paja mae
IpefCcTaBHUKIB y BCix KpaiHax €EC i EBponeiicbkoi eko-
HOMIYHOI 30HIL.

Hapasi icHye Bxe 24 pedpepenTHI Mepexi, KOTpi creni-
a/i3yI0TbCA Ha Pi3HUX 3aXBOPIOBAHHAX. 3arajioM Mepexa
ERN Bxirouae 6inpin Hix 30 mikapens i 900 Biffineus.
Y paMKax 11i€l Mepesxi HaJlaHa Mefj/uHa JJOIIOMOr'a TUCH-
YyaM Ial[i€HTiB, i OpraHisalid IpoLecy MOCTiTHO BLOCKO-
HamoeTbes. Tak, mif ac IV xoudepenuii ERN, mo Biz-
6ynacs B M. bproccens (Benbris) 21-22 nucronapa 2018 p.,
KpaiHU-4YIeHN NpUNHANYU 18 iHAMKaTOPiB AKOCTI, 10
[A0Th 3MOTY 3HiIICHIOBATU 00 €KTUBHMIT MOHITOPUHT
IiAIbHOCTI BK/IIOYEHUX JI0 MePeXi LIeHTPiB.

I3 nponosnitiero Npo yrBOpPeHHH
OCepeKiB, 0 OMiKyBaTUMYThCs
HaflaHHAM XBOPUM MYJIbTUANC-
LUITiHAPHOI JONOMOTH, BUCTY-
nMB Npe3suaeHT XapKiBChKOToO
6maropgiitHoro ¢oupy «Jirtu
3i CMA» Biraniii Mukonaitopuy
MarromeHkKo.

- Y €pori ¢pynkuionye Mepexa
MYIbTUAUCHUIUTIHAPHUX KOMaH],
AKa Hafla€ MeJUYHY JOIIOMOTY IIa-
nientam i3 PHM3 (ERN Euro-NMD) i fonomarae gonatu
Gap’epn Ha LUIAXY Ho ii oTpuManHs. Ilopsy i3 mikapsamu

IIpopoBikeHHA Ha cTOp. 4.




MDKAUCLUWNNIHAPHI NPOBJIEMA

KPYrMAWU CTIN

Begenns KBOpUX Ha ChiHANLHY M’930BY ampodit:
4ac gng peanbhux 3Min

IIpoposxenns. IloyaTox Ha cTop. 3.

aKTUBHY y4acTb y po0OoTi njiei Mepexxi O6epyTs i mari-
€HTCbKI opraHisanii, mo o6’eHy0Th XBOpUX Ha PHM3
i yreHiB ixHix poguH. besymoBHO, Takuii mifXif € pawio-
HanbHUM it y Bunagky CMA. MynbpTuanucuuniinapHi
KOMaHJM — Iie KOMEKTUBY eKCIepPTiB i3 pisHux cdep, sgki
TMMYaCOBO YTBOPIOIOTHCSA JisA 3a0e3edeH s Koeriaib-
HOCTI pillleHb i1 Y3TOfI>)Ke€HOCTI /1iji Mifl 4yac HaJlaHHS KOH-
CY/IbTallillHUX NTOCTYT, KEPYIOUNCD IHANBIAyaIbHUM II/Ia-
HOM pobOTH [T HiTeit i fopocnux, xBopux Ha CMA. Mera
po6OTH MYIBTUAUCIVIUIIHAPHIX KOMaH/[, IONATAa€ B Ha-
IaHHi KOMIUIEKCHOI MeiuIHOi fonoMory xsopuMm Ha CMA
TaKOi KOMaHJ¥ CTalOTh MpalliBHUKY TiKyBa/lbHUX, Ha-
YKOBUX, TPOMAfIChKUX, JeP>KaBHUX YCTAHOB, SIKi 6axka-
I0Tb 3pOONTH CBiJl BHECOK Y CIIPAaBYy LOIIOMOIY XBOPUM
Ha CMA. Po6oTy MynpTuaMcLMIIIiHAPHOI KOMaH/V Opra-
Hi30BYy€ JIiKap-HEBPOJIOT Ha IificTaBi KOMIIEKCHOI OLIiHKM
mpo6eM MalieHTa, KOJeria/bHOCTi B IPUITHATTI pillleHb
i mpiopurteTHOCTI TpobIEM, SIKi MiAIATAIOTH KOPEKIIii,
BUKOPVUCTOBYIOUM HALli€HT- 1 IPOO/IEMHO-OpiEHTOBAHMIT
nizgxin. JJo ckmamy Takoi KOMaH/ M TAKOX BXOJATD IIefiiaTp,
cKuxosor, (izioTepanesT, AiETOIOT, OPTOMEN i peaHiMa-
TOJIOT.

Y pamkax peanisanii minoTHoro npoexty B YKpaiHi
HMPOIOHYETHCA CTBOPUTY MEPEXY MYIbTUANCIUIITIHAD-
HUX KOMaHJ| 3 ocepegkamu B Xapkosi, Kuesi, JIbBoBi,
3amopixoki, Opeci (3 moganbnM 3a1y4eHHAM HOBUX
ueHiB). KepyBaHHs po60ToI0 Mepesxi Ta BUpilIeHHS Op-
raHi3alliIHMX NIMTaHb 3/1/ICHIOBATIIME €KCIIEPTHA KOMICif,
360p1 SIKOI CKIMKATUMYTbCs 3a morpeboro. o 1i ckmangy
OyAyTb BK/IIOUCHI pefcTaBHUKY OnarogiitHoro Gpoumy
«itn 31 CMA», B TOMY 4MC/i MEUYHOI pafiX Ta BONOH-
TEPU 3 YMC/IA EKCIIEPTiB. YTBOPUTH TaKy MEPEXY B YKpa-
ini mpononyerbca y 2020 p., a 3TOOM OTPUMATH 3aIPO-
neHHA Ha ciisnpanio 3 ERN Euro-NMD.

[ ycnimHoro GyHKIIIOHyBaHHS MepeXKi My/IbTU/VIC-
LUIUTIHAPHUX KOMaHJ| HeoOXiTHI Taki CK/1afoBi:

e Opranisallifina — HaABHICTb iHILIIaTUBHUX OCEPENKiB,
OJLHOZYMIIiB, 3alliKaB/IeHUX 0Ci0;

o QpyHKIiOHa/NbHA — 3[aTHICTh HaJaBaTy MYJIbTUJVC-
uunniHapHy gomomory manientaM 3i CMA 3aBaAku
3HaHHAM, TOCBifly, TEXHIYHOMY 3a0e3IIeUeHHI0, TOCTYIY
0 TeXHOJIOril, KOMyHiKanijiHiil iHTeponepabeTbHOCTI
(3maTHICTD CHCTEMM B3aEMOJiATY Ta PyHKI[IOHYBATH 3 iH-
IIVMY CUCTeMaMM 6e3 0OMeXXeHH s JOCTYIL i1 peatisaii);

o piHaHCOBa — HasABHICTD cTabiIbHOTO piHAHCYBAHHS
LIS HiETPUMKY [isIBHOCTI 6a30BOTO PiBHS, PO3SBUTKY
1 yJIOCKOHAJIEHHS;

* 3aKOHOJiaBYa — 3a0e3MeueHHs IPaBOBOI MiATPUMKY
Ha MiclleBOMYy piBHI, Ha piBHi JiepKaBM, a TAKOXX MiXKHa-
PpOAHa iHTerpanis i yCHilHOrO pe3ynbTaTy.

YkpaiHcbka Mepexka MyIbTUAMCIUIITIHAPHUX KOMaH]
CTBOPIOETHCA 3 METO MIojanbwmoi inTerpanii fo ERN
i posIIMpeHHs [OCTYIY ALli€HTiB Ta JliKapiB 1o iHdopma-
LiTHUX pecypciB i migBuieHHs eeKTUBHOCTI JOIIOMOTU
rpomajAHaM YKpainu, xsopuM Ha CMA 11 inmi PHM3.

Mynbmugucuunninaprui nigxig noYUHAEMbCS
3 MOYHO20 QiazHo3y

IIpo cran pgiarnoctuku CMA
B YKpaiHi posnosina saBigyBau
nmabopatopii reHOMiKM TIOJMHYI
IncTuTyTry Momekynsapuoi 6io-
norii Ta resetTukn HAH Vkpa-
iuu (M. KuiB), fokrop 6iomoriu-
HUX HayK, npodecop JTogmMuna
AppamiBna JliBlnns.

- CMA € reHeTUYHO JieTepMi-
HOBAHNUM 3aXBOPIOBAaHHAM, TOMY
TeHeTHYHa [[IaTHOCTUKA 3 TOYHUM
BU3HAYEHHAM MYTallill i KOHCY/IbTallis MiKapsA-reHeTuKa
€ IPYHIUIIOBO BaXK/IMBJUMMU, OCOOIMBO B KOHTEKCTi PO3-
BUTKY (papMaKOTeHeTUKI Ta pO3pOOTIeHH iHHOBALITHIX
3ac06iB TapreTHOI Teparmii.

CMA - 1e 3aXBOPIOBaHH:A 3 KTACUYHMM ayTOCOMHO-
pellecMBHMM TUIIOM yCHafIKyBaHHsA, IpU AKOMY XBOpi
JiTH HapOMKYIOThCA B aOCOMIOTHO 3J0POBMX 6AaThKiB,
Y POIOBOfI AKMX HiKOMM He 6y/I0 XBOPUX. 30POBi 6aTbKN

putuHU 31 CMA € reTepo3uUroTHMMHU HOCIAMM peLjecyB-
HOTO IaTOJIOTIYHOTO I'€Ha, /I PU3MK IOBTOPHOTO HAPOJ-
JKeHHA B HMX XBOPOI JUTHHY CTaHOBUTD 25%. Tomy pe-
flaji aKTya/lbHIiIIMM BUJJAEThCA MUTAHHA PO CKPUHIHT
reTepO3UTOTHUX HOCIIB TAaTOMOTiYHMX TeHiB ab0 CKPUHIHT
HOBOHAPOJPKEHNX 13 METOI0 BYACHOTO JIiIKYBaHHS.

Y cepepubomy 1 mopuHa Ha 50-60 0ci6 € reTeposuroT-
HuM HocieM reHa CMA. 3a faHMMM BOCTifI>)KeHb, IIPOBe-
IieHNX Ha 6asi Bifpiny renomiku mopguun IHCTUTYTY MO-
neKy/sipHoi 6ionorii Ta reHetvky HAH Ykpainu, B Hawiit
KpaiHi meit mokasHuk csarae 1:31 (2,24% momynsuii)
(Conosybes O. 1 coasT., 2013).

Crnip 3a3HaunTy, o YKpaiHa Oyna ofHielo 3 mepmunx
KpaiH, y sIKiil 6y/10 3a1109aTKOBAaHO JOCTI/KeHHs Ta [ia-
rooctuka CMA. 3okpema, B paMKaX HayKOBUX JOCITi-
IKeHb Ha 0asi [HcTuTyTy MonekynspHoi 6ionorii Ta re-
Hetku HAH Vkpainu nposoputacsa npeHaTaabHa flia-
rHocTuka CMA 3 BUKOPUCTaHHAM aHa/i3y jenenii 7-ro
ex30Hy reHa telSMN (y maTepiani 117105a) Ta BCTAHOB/IEHHS
reTepO3UTOTHOTO HOCI/ICTBa MYTAaHTHOTO I'eHa. 3rofioM
Oymu pospo6reni MopdikoBaHi METOAMKM aHAII3Y Ki/b-
KocTi Komiit reHa SMN2 3 BUKOpUCTaHHAM KinbKicHOI
nonimMepasHo-tanmtorosoi peakuii (ITVIP) y peanbHOMY
Jaci, [0 Mae 3Ha4YeHHsI /151 IPOTHO3Y Iepebiry 3aXBopio-
BaHHA. Hapasi ogHuM i3 HalinepcrneKTUBHIIINX METO/iB
reHeTM4HOro aHasnisy mpu CMA Mo>XHa BBaKaTUl BUCO-
KOYYTIMBY METOJMKY MYIbTUIIZIEKCHOI Tira3HO3a/IeXXHOT
3oHp0B01 amInti¢ikanii (MLPA), mo gae 3MOry BU3HaUUTH
menenii Ta komiitHicTh reniB SMN1 i SMN2. MeToguky
MLPA cporofiHi mmmpoKo BUKOPUCTOBYIOTb 32 KOPJO-
HOM, 0c00m1BO 3 MeTow ckpuHinry CMA: Taki minoTHi
IpoeKTH Be peanisyiorbcsa B CHIA, Ispaini, Himedunni
ta Pocii. B Ykpaini Bxxe npanorots naboparopii JTHK gia-
THOCTUKH, Y AKUX BUKOHY€ETHCA IPAKTUIHO BECh KOMII-
JIEKC MOJIEKY/IIpHO-T€HeTUIHUX JOCTIi/IKEeHb, JOLIiTbHIX
y xopi giarHocTuku CMA.

Orxe, TeHeTMYHE NOCTiKEHHA € 30/I0TUM CTaHAAp-
toM y piarnoctuni CMA. BusHaveHHs crienudidnoi My-
Tallil Mae Ba)kJIMBe 3HAYeHHS [/Is IPOTHO3Y Iepebiry
CMA, 3’ACyBaHH:A CTAaTyCy HOCiJICTBa, NpeHaTalIbHOI
Ta IIepUiMIIIaHTaLiifHOI JIarHOCTUKY B POJJHI XBOPOTO
Ta BUOOPY 3ac06iB Tepamii.

IlocBifoM TreHETUMYHUX JOCIi-
m>KeHb Ipy nigo3pi Ha CMA 1o-
minumacs KepiBHHUK mabopatopii
TeHEeTMYHUX JOCIif’)KeHb, Mpo-
BifHMIT HAYKOBUII CiBPOGITHUK
Y «IHCTUTYT cHajiKOBOI MATONO-
riit HAMH VYkpainu» (M. JIbBiB),
BoKTop Giomoriynnx Hayk l'anmna
iy Bacunisma Makyx.
o\ — CMA € oHi€I0 3 HAMTYACTIIINX
HNPUYMH JUTAY0I CMEPTHOCTI BiJ
CIaJIKOBUX 3aXBOPIOBAaHb, OJHAK OCTAHHIMI POKAMI 3aB-
ISIKY 3HAYHUM yCIixaM y papMaKoreHeTHII B I{UX Maiii-
€HTIB 3BM/IAcA Ha/jif Ha nikyBaHHA. [Tommpenicts CMA
B YKpaiHi 3arajom 3icTaBHa 3 TaKOI0 y CBITi: B cepefi-
HbOMY 3 IJMM 3aXBOPIOBAaHHAM HapOIKY€eTbCA 1 OUTKMHA
Ha 6-11 Tuc. Ax Bigomo, CMA symMoBeHa MyTalliAMM 4u
menenisimu B reHi SMNI, AKi IpU3BOAATD 0 HEZOCTATHOTO
BUPOO/IEHHsI PYyHKIIIOHA/IBHO aKTUBHOTO 6inka SMN, 1110
Ma€ KpUTUYHE 3HAYEHHA JJIS BYOKMBAHOCTI MOTOHENPO-
HiB, a TAKOXX BIUIVMBAa€ Ha HepudepudHi opraHy Ta TKa-
HyHy. Hapasi BifsHawa€eThcs BUcOKa 3aTpe6yBaHiCTh f0-
ponosoi giarnocTuku CMA B poiuHax, y AKKX yXKe Oy/n
BUITA[IKV HAPOJ>KEHH JiTeil i3 IIYIM 3aXBOPIOBAaHHAM.
Hamu 6y710 mpoBeieHo JOCTif)KeHH 3 MOJIeKY/IAPHO-
TeHeTUYHMM BU3HAYEHHAM YaCTOTY TOMO3UTOTHUX Jiefle-
1iji 7-ro Ta 8-T0 eK30HiB reHa SMN y Ialli€HTiB BMCOKOTO
pusuky CMA (n=480). 3a pe3ynbraraMy MOJIEKY/ISIPHO-
TeHeTUYHOTO JOCTi>)KeHH S, Jlefellis 7-To Ta 8-TO eK30HiB
rena SMN1 6yna BusiBieHa y 29,4% BUIajKiB, gemenis
7-ro ex30Hy reHa SMIN1 -y 3,1%, nenenis 7-ro Ta 8-ro ex-
30HiB TeHa SMN2 - y 4,5% manienTis. Y 219 narjieHTiB
fieneniji BUSABIEHO He 0Y10. 3aBASAKU MOJIEKYISPHO-
TeHeTMYHOMY aHali3y, 0 MiATBEpPAUB HAABHICTD I0-
MO3UTOTHUX JieJIelili eK30HiB 7-T0 Ta 8-ro rena SMNI,
ynanocs Bepudikysatu giarHos CMA B 172 nauieHris
Pi3HUX BIKOBUX KaTeropiit.

CMA - py>Xe reTeporeHHe 3aXBOPIOBaHHs, JI0TO Ilepe-
6ir Moxxe OyTy HeTunoBUM. barato B YoMy Lie 3a/IeXKUTH
Bifl KinmbKoCTi Komiyi reHa SMN2 y KOHKpETHOTO MalfieHTa:
«3aJIMIIKOBa» KiZbKIcTh 6inka SMN, 1110 HUMMK BI/[p06)m—
€TbCsI, 3yMOBJIIOE JIETLIINII IIepebir 3aXBopoBaHHA. biok
SMN MicTUTBCA B yCiX KIiTMHAX OpTaHisMy. 3HVDKEHMIA
piBens 6inka SMN y ITHC i nepudepnunnx TKaHMHAX
€ ocHoBoIo nmatoreHesy CMA. IIpoTe foBeneHo, 110 piBeHb
6inka SMN TaKoX 3HM)KYETBCA 1 y CKeTeTHUX M A3aX,
KJIITMHAX KPOBi (TPOMOOINTAX, PETHUKY/IOLUTAX, €PUTPO-
IIUTaX, TPaHy/IOLUTaX, MOHOHYK/Ieapax) i ¢pibpobmacrax
y naunientis 3i CMA nopiBHAHO 3i 3f0poBUMHU 0cobaMM
B IpyIaX KOHTPO/0. BUKopucTaHHA iHHOBALIIHKX TIpe-
naparis, AKi mifBUIIYIOTD piBeHb 6inka SMN y pisHuX
OpraHax i cucTeMax opraHismy, BiJKpMBa€ HOBI MiX0nu
10 KOMIIJIEKCHOTO JIiKyBaHH# NalieHTiB 3i CMA.

%%

ITip gac poboTH KpyIIOro cTony Oy/ay 3acnyXaHi duc-
JIeHHI BUCTYTIM HAyKOBIIiB i KJIiHIIMCTIB, a TAKOX BifOy-
NUCS aKTUBHI mpodeciitai auckycii. YaacHukn saxony
BUCIIOBUIN JYMKU 3 IIPUBOJLY CTBOPEHHSA Ta Pi3HUX ac-
IeKTiB pyHKIiOHYBaHHs Maii0yTHbOI Mepexi My/IbTH-
OMCIUITIHApHUX KOMaH/| i3 BefleHHA na1jieHTiB 31 CMA.
Tak, Banmentun Onexcanaposud PorosmHcbkuii Big
iMeHi KomekTuUBy Kadenpu gursadoi xipyprii Ta op-
tonepnii HanioHanbHOro MeMYHOTO YHiBepCUTETY
im. O0.0. boromonbus (M. KuiB) npepcraBuB Homnosigp,
IPUCBSIYEHY CIiHaIbHIl MaTonorii (30kpeMa, CKOmiosy)
B nanieHTiB 31 CMA, 150 epecyBaloTbCsA Ha iHBamif-
HMX Bi3KaxX, pO3KpUBINM ii HA KOHKPETHUX KIiHIYHMX
npuknajgax. 3apigysayu lleHTpy HagaHHA naniaTUBHOI
moriomoru M. Kuesa, mikap-anecresiornor Irop IlerpoBmy
Tpodimop mopyuup Baxaupe NMTaHHSA NPO Hala-
TOJPKEHH A maniaTuBHOI moroMoru maijientam 31 CMA
Ta CIiBIparo 3 ixuimMu cimsimu. 3aBigyBau kadegpu
BUTSIY01 HEBPOJIOTIi Ta MEIMKO-COI[ia/IbHOI peadimiTa-
nii HamioHanbHOI MeIMYHOT aKageMil MiCIaaunaoM-
Hoi ocBitu (HMAIIO) im. II.JI. llynuka (M. Kuis),
pupextop I3 «YkpaiHCbKUIT MeJUYHMIT EHTP pe-
abGinitanii mireil 3 OpraHiYHMMY Ypa>keHHAMY HEPBO-
BOI CIICTeMW», KAaHAMJAT MeIMYHIX HayK Bonogumup
IOpiiioBuy MapTHHIOK BUCTOBUBCS 3 IPUBOAY 3aKOHO-
[aBYMX IificTaB PyHKIIOHYBaHHS Mepexi. [lomeHT Ka-
denpu gurayoi Hesponorii HMATIO im. ILJI. Illynuxka,
KaHAMAAT MefMYHIX HayK BikTopis OnexkcaHgpiBHa
CBUCTITBHUK NigKpecauaa BaXIMBICThb JJep>XKaBHOTO
¢dbiHaHCYBaHHs Cy4acHOI Me[MYHOI JOMOMOIY HiTAM
3i CMA Ta HaBYaHHS JTiKapiB 0COOMMBOCTAM JTiKyBajIb-
HOI poOOTY 3 UMY MAI[iEHTAM, @ TAKOXK PO3IIOBiIa Ipo
HiATOTOBIEHICTH O y4acTi B po6OTi Mepexi MynbpTH-
AVCHUIUTIHAPHNUX KOMaHJ KoneKTuBY KniBcbkoi Micbkoi
putAadoi kniniunoi nikapui Ne 1. Ilposignuii Hayko-
BUIl CHiBPOGITHUK BifjIiTeHHS ICMXOHEBPOIOTII s
BiTell i3 NepMHATATIbHOIO MATONOTi€X0 11 OPraHHUMHU
3axpoproBaHHAMU 1Y «IHcTUTYT nemiarpil, akymiep-
crBa i rinekomnorii im. O.M. JIyk’anosoi HAMH Vkpa-
iHm» (M. KniB), kaupupar MeguuHnx Hayk Onekcangp
OnexkcangpoBuy MipolIHiKOB BJMCTIOBMB BiJ| iMeHI Ke-
piBHMIITBA 3aKJIafy TOTOBHICTDb NIPUENHATHCA IO TaKOI
Mepexi, a TAKOXK IOf[I/IUBCA IOCB1IOM MK AMCIUIITIHAP-
HOTO BefleHHs Ta peabimirarii girei i3 Tsoxkkumu PHM3,
30kpeMa 31 CMA.

Midzomysana AHxena Tomivyesa

Marepian nigrotoBneHo 3a cnpuanna TOB «Pow YKpaiHa»,
M. Kuis, 04070, Byn. . CaraipauHoro, 33.
Ten.: +380 (44) 354 30 40,
dbakc: +380 (44) 354 304.
www.roche.ua
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MDKAUCLUUNNIHAPHI NPOBJIEMA

PE3O/TIOLII S

KPYIMAWU CTIN

Kpyriaoro crony «IlinorHa Mmepexxa MyIbTUAMCIUIIIIHAPHUX KOMaH[ Ha npuknagi CMA.

Y4acHMKY KPYITIOTO CTOMY — MEAWYHI TPaIliBHUK,
npodinbHi creniamicTy, HayKoBIyi, mpeacTaBHUKM Ko-
mitery BepxoBHoi Pagyu Ykpainu 3 nutaHb 370poB’s
Hallii, Me[uYHOI JOIOMOIY Ta MeAUYHOIO CTpaxy-
BaHHS, 1HIIi 3a1jiKaBJIeHi CTOPOHMU Ta IPeJCTaBHUKI
nanieHTchKoi opranisanii «litu 31 CM Ay, mo pempe-
3EHTYE IIJIOTHUI IPOEKT MYIbTUAVCIUIITIHAPHOI KO-
MaHAu s nikyBaHHs CMA, cTaBATb 3a MeTy 00 €I
HaTy TBOPYMII MOTEHIIia/l /1S NOINO/IeHH 3HAHD,
00MiHY JJOCBiZIOM, IPAaKTUYHOTO BIPOBA/)KEHH Hall-
CyYacHIIINX METO/IB JIIKyBaHHS, IIaTHOCTHKU Ta IIPO-
¢inaktukn CMA it inmunx PHM3.

3acnyxaBHIN TOMOBiAi MI>KHAPOZHUX 1 BITIYM3HA-
HIX eKCIIEPTiB, /IiKapiB, MpeCTaBHNKIB Malji€HTChKOI
opraHisanii, opraHiB 3aKOHOJABYOI BIafy, a TAKOX
3alliKaB/IeHMX CTOPIiH.

BpaxoByroun 4iHHe 3aKOHOJIJABCTBO Ta Mi>KHAPOJIHi
3000B’A3aHHA YKpaiHu, 3aleK/apOBaHUIl PyX HAIIOl
mepxasu go €C, npomnosnuiii yuacHUKiB KpyIaoro
CTOmYy.

bepyun go yBarm pexomeHnpganii Pagu €sponn
Ta TocaHHA €Bpornericbkoi Komicii o €Bpornericbkoro
[TaprmameHnTy 1IOKO piKiCHUX 3aXBOPIOBAaHb, JOCBi]
YIHHOI €BPOIIEIIChKOI MepexXi pedepeHTHUX LIeHTPiB
(ERN) i MynpTUANCINIITIHAPHUX KOMAHI.

Cnparouiuchp Ha:
e HAABHMI B YKpaiHi OCBil MeJMYHOI JOIIOMOT
naniertam 3i CMA it inmmmy PHM3 i npodinaktukn

ITnax go inTerpanii B ERN»

25 xoBTHA 2019 poky, M. Kuis

CIIafiKoBOI MaToyIoril, iHAMBifyanisauii 3acobiB mep-
BIHHOI, BTOPMHHOI Ta TPETUHHOI MENUYHOIL JOTIOMOT I
Ta IPOQITAKTUKY;

* YCBiJOMJIEHHS, IO COILlia/IbHMII e()eKT BUHUKHE
JIuLIe IIPpY MOENHAHHI 3yCUJIb YCIX — YYEHMX 1 JIiKapiB,
6aTbKiB 1, HAITOJIOBHILIE, Tep>KaBy, KOTPi BKIagyTh
CBOi 3HaHHA Ta CU/IM Y CTBOPEHHSA MepeXi /I IOofo-
JIaHHS KpU30BOi cutyauii y cdepi gornomorn mauieH-
TaM 31 CMA 11 inmmmu PHMS3;

e CyYacHUII eTall peanisdalii MiTOTHOTO MPOEKTY
«MynprugucnunrizapHa komMasza gt CMA».

BusHaroun HeoOXifHICTb CTBOPEHHS MepeXKi My/Ib-
TUAUCHUIITIHAPHUX KOMAH/, SIKi BpaXOBYIOTb IIOTpeOu
nanienTis i3 PHM3, a Tako>x po3po6/1eHHs AepKaBHOI
HOJITHKY (Iporpami) MeIUYHOI HOOMOTHY NAIliEHTaM
31 CMA it inmmmy PHM3, y Tomy uncrni and noganb-
moi inrerpanii Ykpainu B ERN.

Bupimmn:

1. OpranisyBaTu HalliOHaJIbHY MEPEXY 3 MY/IbTHU-
AUCUMUIITiHapHUX Tpyn ¢axiBuis 3i CMA miaxom
yTBOpeHHA HacaMmIepen ocepenkiB y Kuesi, JIbBoBi,
Ogeci, 3anopixKi, KOTpi MalOTh CTaTU OCHOBOIO JI/IS1
CTBOPEHHS Bi[IIOBiHOI iep>KaBHOI IpOrpamu, Mifmnm-
CaBIIM MEMOPAaHYM IIPO HaMipn.

2. Creoputu HarnAzmoBy pamy 3a3HaueHOI Mepexi.

3. ¥Y34Tu 32 OCHOBY IIO/IOKEHHA PO MYIbTHU-
RUCHUIITiHApHI KOMaHAM TepMiHOM Ha 1 pik abo

JI0 BUHVMKHEHHS CYTTEBUX 3ayBa)keHb (BHECEHH IIpa-
BOK 32 METOJIOM y3TOf[>KEHHS CTOPOHAMI).

4. 3a y4acTIO0 IPEJCTABHMUKIB yCiX 3al[iKaBIe€HUX
CTOpPiH — OpraHiB fiep>KaBHOI B/Iafiy, HAYKOBIIiB, MiX-
HapOJHMX i NMallieHTCHKMX opraHisaniii, 6isHecy,
He3a/IeKHUX eKCIePTiB — BUSHAYUTY UUIAXU diHaH-
CyBaHHsA, QYHKIIIOHYBaHHSA, CTabiNIbHICTD, 3aKOHO-
TaBYy il afMiHiCTpaTMBHY MiATPUMKY Ta o 01.12.2019.
Y3TOOUTH JOPOXKHIO KAapTy CTBOPEHHS Ta PO3BUTKY
Mepexi.

5. Buectn Ha posrnaj MiHicTepcTBa OXOpOHM
340poB’s YKpaiHy NPONO3NLii 0J0 3aTBePAKEeHHS
Ta BIPOBA/I>)K€HH I CYICTeMM HaJlaHH A OIIOMOTY Ialli-
eHrtaM i3 PHM3 na mpukmagi CMA 11 3a0BONEHHSA
noTpeOd MAIiEHTIB i3 MMM 3aXBOPIOBAHHAMMI HA MaK-
CUMaJIbHOMY PiBHi Cy4aCHUX 3HAaHb.

6. Buectu npomnosuuiro fo Komirery BepxosHoi
Pagy Ykpaiuu 3 nuTaHb 3[0poB’s Haljil, MeAMYHOI
TOIOMOIY Ta MEJMYHOIO CTPAaXyBaHHA IPO 3MiHU
[0 3aKOHOJABCTBA YKpaiHM B YaCTMHI rapMoHi3anii
i3 3akoHoziaBcTBOM E€C, 110 JaCTh 3MOTy IPUETHATUCS
mo ERN.

7.1IpesenTyBaTy HanpaloBaHHA XapKiBCbKOI My/Ib-
TUAUCUUITIHAPHOI KOMaHAM Ha TpeHiHry 02.11.2019
B XapKoBi.

8. Pesonionito HaNpaBUTHU BCIM 3alliKaB/IeHUM CTO-
POHaM i JOK/IaCTV 3yCUMIb A/ il BUKOHAHHA.

[IpnitHATO 6iNBIIICTIO Ha 3aCijaHHI KPYT/IOTO CTOTY.

OrEPATHU

FDA opo6puno npenapat gna neyenua HER2-nonoxurenbHoro
nporpeccupyiowero paka rpyaHou xeJes3bl

23 aexabpa 2019 r. YnpasneHue no KOHTPO/IO Ka4ecTBa NPOAYKTOB NUTAHNA N NEK3PCTBEHHbIX
cpeacts CLWA (The U.S. Food and Drug Administration = FDA) Bbl4ano pa3pelleHne Ha MapKeTUHr
no yCKOpeHHoW npoueaype npenapaTa JHxepTy/Enhertu (pam-TpacTy3ymab aepyKcTekaH-nxki) ons
NeYeHnA B3pOoC/bix C HeonepabenbHbIM NN MeTacTaTuYeCckM HER2-NONOMMTENbHBIM PAKOM FPy4HOM
renesbl (PMH), nonyumBLLMX Neverre A4ByMA 1v 6onee NpeaLlecTByOLMMY CXEMaMIN TePanun Ha OC-
HOBE HaNPaB/eHHbIX Ha peLlenTopbl 3NMaepManbHoro ¢aKkTopa pocTa Yenoseka (HER2) npenapatos.

JHXEpTY — 3TO KOHDBIOraT aHTUTEeNa, HaueneHHbl Ha HER-2 1 MHrMBUTOPbI TONOM30MEPa3sbl.
MpenapaT n3bupaTenbHO CBA3bIBAETCA C pelenTtopamun HER-2, 06ycn10BAMBAIOLLMMIN POCT U pac-
NPOCTPaHEHNE 3/10Ka4eCTBEHHOr0 HOBOOOPA30BaHWA, 1 AOCTaBAAET PAKOBbLIM KNETKAM TOKCUYHbIN
ANA HUX NHIMBUTOP TONOM30MEPa3bl.

HER2-nonomunTenbHbln P = 370 TN P, KOTOPbIN 43eT NONOMUTENbHbIA Pe3ynbTaT TecTa
Ha 6eM0K, Ha3blBaeMbl peLlenTopoM 3NnaepManbHoro GakTopa pocTa Yenoseka-2 (HER-2), cnocob-
CTBYIOLLMM POCTY PAKOBbIX KNETOK. MpnbAn3nTenbHO B KaKA0M 5-M cnyyae P nmeetca myTauma
reHa B PAKOBbIX KETKaX, Bbl3blBaloLLaA N36bITOK 6enka HER-2. HER2-nonowutensHobl P - 370
arpeccusHbIZ TUN PMHK.

YTBepraeHne npenaparta bblf10 0CHOB3HO HA3 PE3YNbTaTax KANHUYECKOro UCMbITaHWA, B KO-
TOPOM MPUHANN y4acTue 184 naymeHTKM ¢ HER2-NonoXnTenbHblM HeonepabenbHbIM 1/unm
MeTacTaTudeckmum P, nonyymslume =2 aHTU-HER2 npenapata. [Jo Hayana npnemMa JHXepTy
NaUMEeHTKM NonyYanu ot 2 4o 17 npenapaTtos A4NA eYeHUA PaKa. B KAMHNYECKOM UCMbITaHNN
NaUMEHTKM NONYYanu JHXEPTY Karmable 3 Hef, nccnegoBaHne onyxonnm MeTogamMum Bu3yanmsa-
LMK NpoBOANAN Karmable 6 Hegenb. OOWKMIA ypoBEHb OTBETA B KIMHUYECKOM MCCNeA0BaHNN
C yvacTtmem 184 weHwmH ¢ HER2-nonowuntenbHbIM PMH cocTasmn 60,3% npu cpegHen npo-
OONKUTEeNbHOCTM oTBETa 14,8 mec.

Hanbonee YacTbiMm N060YHBIMK 3D dEKTaMU ANA NPUHNUMBIOLLNX DHXEPTY bblAn TOLWHOTA, YCTa-
NOCTb, PBOTa, anoneumsa, 3anop, CHUHEHNe anneTnTa, aHeMUA, CHUHKEHNE KONNYeCcTBa HernTpodu-
NOB, Anapesn, NeNKoNeHWA, Kalenb 1 CHUHKEHWEe Konnu4ecTsa TpoMboumToB. MNocnegHee ABNAeTCA
NOTEHLMaNbHO CePbe3HbIM U PacnpoCTPaHEHHbIM NOH60YHBIM 3G GEKTOM, KaK ONMMCAHO B PYKOBOA-
CTBe N0 neyveHunto. MauneHTbl, Nony4vatoLme IHXepTy, MOryT NOABEPraTbCA MNOBLILLEHHOMY PUCKY
pPa3BuUTMA ANCOYHKLNM NEBOr0 HenyaoYuKa, KOTOPaA BO3HUKAET, KOrAa cepaLe He MoeT 3ddek-
TMBHO MEePeKaYNBaTb KPOBb B OPraHm3M, Kak 370 6bl10 BUAHO € Apyrumun HER2-HanpasneHHbIMU
MeToaamu nedeHuna P, MNpenapaT npoun3soauT KoMnaHuaA Daiichi Sankyo.

Odwuumanbhbil agpec FDA: www.fda.gov
HOBOCTU BO3

3abonesaeMocTb xonepoﬁ B MUpe CHU3uNach, Ki4yeBble aHOAEMUYHbIe
CTpaHbl coobwaloT 06 ycnexax B 6opbbe ¢ 6051e3HbIO

Yucno cnyyaes 3a60n1eBaHMA x0Nepon B rnobanbHOM MacwTabe cHM3MNOCb B 2018 r. Ha 60%.
06 3TOM coobulaeTcA B AoKnage BO3, B KOTOPOM 0TMeYaeTcA 06HaAeHnBaoLWaA ANHAMNKA

3nopeBs” YKpainu

[M1PO NOJIOBHE

noKasaTtenen NPoPpuNaKkTUKM xonepbl 1 60pbbbl C Hel B OCHOBHbIX 04arax 3Toro 3abonesaHunA
B MUPe, TaKNX KaK ManTun, Comanu n [lemokpatmyeckana Pecnybamka Koxro (OPK).

Mo gaHHbIM, NoNyYeHHbIM OT 34 cTpaH, B 2018 r. xonepow 3a6oneno 499447 4yenosex,
ymepno - 2990. CobpaHHble BO3 gaHHble rOBOPAT O TOM, YTO, XOTA B pAAe CTPaH NPOLOIHKAI0T
BO3HMKATb BCMbILLKK X0N€epbl, B LLe/IOM ANHAMMKA 33601eBaeMoCTV NO3BONAET rOBOPUTL O 3a-
METHOWN TeHAEHUNN CHUMEHNA YPOBHA Nepeaayn nHbexkunn. 31a TeHAeHUMA NPOAONKIMAACH
n B 2019 roay.

B 2018 r. B 11 cTpaH 6bI10 OTNPABAEHO MNOYTH 18 MAH 403 NEPOPaNbHOM BaKLUMHbI NPOTWB X0Nepbl
(MBX). Mocne co3panHuAa rnobanbHoro 3anaca MNBX 8 2013 r. B pa3Hble CTPaHbl MMPa 6bIN0 NOCTaB-
NeHo NoYTW 60 MNH J03. «TABW, AnbAHC NO BaKLUMHaM» NPeaoCcTaBnn GUHAHCMPOBaHME ANA 33Ky MNKK
BaKUWMH 1 NpoBeAeHnA rNobanbHbIX KaMMNaHWIM 338 BaKLMHALNIO.

B okTAbpe 2017 r. MobanbHas LenesaA rpynna no 6opbbe ¢ xonepor NPUCTYNnAa K peannsaumm
rno6anbHON 4OPOKHOM KaPTbl ANA 3PDEKTUBHON 4ONrOCPOYHON 6OPbHbLI C XONEepOor U ee 3NMMUHE-
unn. MocTasneHa uenb Kk 2030 . COKPaTUTb CMEPTHOCTb OT X0/1epbl Ha 90% 1 NpeKkpaTUTbL Nnepeaady
B 20 cTpaHax. CTpaternA 3343eT OpUeHTUPbI A4NA pa3paboTKM HALMOHANbHbBIX NN3aHOB AeNCTBUN
no TPEM KNt0YeBbIM HaNpasneHMAM 60pbbbl C X0Nepon:

+ PaHHee BblABNEHME 1 0NepaTUBHbIE AeNCTBMA B CBA3M CO BCMbILLIKAMWN ANA OrPAHUYEHNA UX
pPacnpoCTPaHeHus;

* MHOrOCEKTOPasbHbIA NOAX0A, 06 beAVHAIOLLMN TaKMe acneKTbl, KaK 3NNAHAA30P, BaKUMHALNA,
MOBWAM33aLMA MECTHOMO HACeNEHWA, 3 TaKHe BOAOCHAbHKeHMe, CaHNTapmA 1 rmrmueHa, AnAa npoodu-
NAKTWKM X0Nepbl B NPOHAEMHbIX PaROHAX 3HAEMUYHbIX CTPaH;

* 3O QEKTUBHBIN MEX3aHU3M KOOPANHALMM YCUANIA NO TEXHUYECKOW NoaaeprKe, Mobmunmsaymm
PecypcoB 1N HaN3KMBAHWMIO NAPTHEPCTB H3 MECTHOM W rNo6anbHOM YPOBHAX.

B HoBOM fOKNage 0TMeYaeTCA, YTo pAAa CTPaH, B TOM Yncne 3ambua, FOwHbIn CyaaH, TaH3aHuA,
Comanu, baHrnagew n Hurepus, 3Ha4nMTeNbHO NPOABUHYANCH B Pa3paboTke HaLMOHA bHbIX M1aHOB
OEeNCTBUN B PaMKax CTpaTerum rnobanbHOM JOPOKHON KapTbl.

CoBMeCTHO ¢ napTtHepamu BO3 oKa3biBaeT MUHUCTEPCTBAM 34PaBOOXPAHEHNA NOALEPHKY
B OCYLLEeCTBAEHUW He3aMeaNUTeNbHbIX U ONrOCPOYHbBIX Mep No 6opbbe ¢ Xonepow, B TOM uncne
B 061aCTN 3NNAHAA30P3, Mep PearMpoBaHMA HA BCMbILWKK 1 NPOPUNAKTUHECKNX MEPOMNPUATHUN,
TaKMX Kak MNBX n nHdopmMmnposaHme o pucke.

B 2018 r. cTpaHoBble 610po BO3 3KCTPEHHO pearnpoBany Ha KPYMHbIe BCMbILLKN B TAKMX CTPAHAX,
Kak PK, Hurepua, Yranaa, ViemeH, 3ambua 1 3umbabee. BO3 Take nomorna Mamtu, O6beanHeHHoN
Pecnybauvke TaH3aHWA (3aH31bap) 1 3amMbun B nepexoie OT PearnpoBaHNA Ha BCMbILLKK K 4ONMO-
CPOYHON paboTe MO KOHTPOMIO Y IAUMUHALNK XONepbl.

Xonepa - 370 0CTPaA AvapenHan MHPeKLMA, BO3HMKAIOWAA Npy ynoTpebaeHnn nuiesbix
NPOAYKTOB MW BOAbI, 3aparkeHHbIx bakTepuen Vibrio cholerae. Xonepa noparkaeT Kak geTen, Tak
N B3POC/IbIX U MPY OTCYTCTBUN TEHYEHUA MOMET NPUBECTU K CMEPTe/IbHOMY MCXOAY 38 CHUTaHHble
yacbl. 1o oyeHKkam BO3, exkerogHo 0T 1 40 4 MH YeN0BEK 3aParKaloTCA X01epor 1 NopAAKa 143 TbiC.
YesloBeK CTAHOBATCA epTBOW 3TON HoNe3HN.

OduumnanbHblii agpec BO3: www.who.int

lModzomosuna Onba2a TamapeHKo
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LLllo HaM BIAOMO NpoO ChniHAJIbHY

M’a30BY aTpodiio?

CniHanbHa M'a3oBa aTpodia (CMA) - ue
HanJyacTilua NpUYvHa AUMTAYOI CMepPTHOCTI
Bi cnagKoOBMUX 3aXBOpPIOBaHb' "2

CMA Bpa>xa€ npubsIM3HO...

HOBOHAPOAKEHMX
A 110 BCbOMY CBITY'

CMA 3a3BnYyau fiarHOCTYETLCS Y ANTSAYbOMY Billi
Ta NMPOTIKAE 3 MOPYLUCHHSIM PYXY, ANXaHHS], KOBTaHHSI,
¢ YHKLUIN iHWKNX opraHiB Ta cucrem’-8

CMA — 3axBOploBaHHA

BCbOro Tina'®

Nitepartypa: 1. Belter L. et al. Journal of Neuromuscular Diseases 5, 2018;167-176. 2. Bowerman et al. Disease Models & Mechanisms, 2017;(10):943-954. 3. AptemeHko B. tO., MnoTtHas E. B.
Journal of Perioperative Medicine, Jan. 2018, Vol. 1, Ne 1. 4. C. Simone et al. Cell. Mol. Life Sci. (2016) 73:1003-1020. 5. S. Rudnik-Schoé Neborn et al. Muscle Nerve 42:144-147, 2010.
6. G. Hamilton & T.H. Gillingwater. Trends in Molecular Medicine, Jan. 2013, Vol. 19, Ne 1. 7. F. C. Nery et al. Neurol Genet 2019;5:e353. 8. E. Mercuri et al. Neuromuscular Disorders 28 (2018) 103-115.

IHbopMaLisa ana npodeciiHOT AiANbHOCTI MeANYHMX | dapMaLEBTUYHMX NPaUiBHUKIB. [1ns po3MilleHHA B crewiani3oBaHMX BUAAHHAX, NPU3HAYEHUX ANA MeANYHIX
3aKknagis abo cnevianicTiB 0XxopoHu 3aopoBs’a. NosigomMmnTh Npo nNobiyHi ABKMLLA Nig Yac nikyBaHHA npenapaTtom TOB «Pow YkpaiHa» abo nockapXnTnca Ha AKICTb
npenapary BU MOXeTe 38 KOHTAaKTHUMU peKBi3uTamm odicy abo Ha eneKkTpoHHyY agpecy ukraine.safety@roche.com. 3anut meguuHoi iHbopMaLii npo NpoayKTU
TOB «Polu YkpaiHa» BM MOXeTe HaficnaTy Ha eNnekTpoHHy aapecy: ukraine.medinfo@roche.com

TOB «Pow YkpaiHa», m. Knis, 04070, Byn. . CaraiigauHoro, 33. Ten.: +380 (44) 354 30 40, dakc: +380 (44) 354 304. www.roche.ua



