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HEBPOJOrIA

ACMNEKTW NIKYBAHHSA

lamo2enemuyna mepania HyciHepcenom
| NAUIEHMIB 3i CRINANbHOW M'930B010 ampodgicis

CnivanbHa m’a3oBa arpodia (CMA) — pigkKicHe reHeTMYHe 3aXBOPIOBAHHS 3 LUMPOKUM GEHOTUMOBUM CMIEKTPOM,
wo 6yno enepue onucaxe we y 1890-x pp. Mpote ao nouarky XXI cr. He icHyBano naroreHeTU4YHOI Tepanii
CMA, ToXx nikyBaHHS 6yno 3ocepegkeHe Ha ONTUMIsALii TUX UM iHLIMX KNiHIYHUX NposBiB. 3ABASKU PO3YMiHHIO
narodisionorii 3axBoOpIOBAHHS T4 AOCATHEHHSM Y ranysi reHeTM4YHOI Tepanii, HUHI 3'9BMANCA HOBI NEepPCNeKTUBHI
AreHTU, 3aCTOCYBAHHS IKUX AO03BONSIE 36iNbLIMTU TPUMBANICTL TA NOMIMLIMTYA AKICTb XXUTTS NALiEHTIB.

Enigemionozia ma namo2enes

CMA, abo npoKcrMasTbHa CIliHaJIbHa MiOTPOdist — TeHETUYHE 3aXBO-
PIOBaHHST 3 aBTOCOMHO-PELIECBHIM TUTIOM YCTIATIKYBaHHSI, 32 SIKOTO
BiOYBa€THCS IETeHepallist KITAH y TEPeAHbOMY PO3i CIIMHHOTO MO3KY
3 acoLIHOBaHUM PYITHYBaHHSM O.-MOTOPHUX HelipoHiB. KitiHiYHO Lie mpo-
SIBJISIETBCSL TIPOTPECYBATTBHOIO CIA0KICTIO Ta aTpohielo MPOKCUMATTbHUX
M’SI3iB, 110 HACAMKiHEI[b TIPU3BOIUTH 10 3HEPYXOMJICHHSI TIAIlIEHTA.

3axBopioBaHict Ha CMA komiBaeThes B 1:6000 mo 1:11 tuc. Ta Ba-
pito€ 3aJ1eXXHO BiJl €THIYHOI HaJlexXHOCTi, cTaHoBIsIYM 8:100 TuC.
1tst epporneiinis, 0,89:100 tuc. wis adbpoameprkanwis ta 0,96:100 Tuc.
Jutst mynaris i Metucis (Burr, Reddivari, 2021).

[MTprunHoto BuHMKHEHHS: CMA € roMO3UTOTHA JIE/eLlisl y TeHi BIXKU-
BaHHs1 MOTOHelpoHiB 1 (SMNI1), sika mpu3BoauTh 10 AedinuTy Ginka
BUKMBaHHS1 MoTOHelpoHiB (SMN). HexpoctaTHicTb 11b0T0 Oiika BUKIU-
Kae MMCYHKIII0 Ta aTpodilo MOTOHEMPOHIB, 110 MPU3BOIUTH 10 TIPO-
rpecyBajibHOI aTpodii IornepeuHO-MOCMYTOBaHOI MYCKYJIATYpPH i TSDKKUX
YCKJIQAHEHb i3 OOKY iHIIMX OPraHiB i CUCTEM, 1110 € 3arPO3010 XUTTIO.
Ten SMN2 npaktiuHo ineHtuuHuit SMN1 i Takox npoaykye 0iok
SMN, npoTe HYKJIeOTHIHA 3aMiHa y 7-MY €K30Hi 3yMOBJIIOE HOT0O BUKITIO-
YEHHSI TPY CIUTIARCUHTY (BUJTyYEHHI iHTPOHIB i3 MonepeH1Ka MaTpUYHOI
PHK npu niporiecunry). B pesynsraTi cMHTE3yeThesl (PyHKILIOHATBHO
nedektHUii 6i10k SMN, 1110 ipoBoKye po3uTok CMA (Li, 2020).

Kniniuni npossu

CMA HeonHopinHa 3a GopMolo, a ii IPosIBY BapilOIOTh Bill TSKKOT
reHepali3oBaHoi C1A0KOCTI 3 JUXaJbHOIO HEIOCTATHICTIO, 11O MPU3-
BOIMTb JI0 CMEPTi MPOTSATOM JIEKiTbKOX THKHIB TiC/IsI HAPOIKEHHS,
J10 JIETKOI IPOKCUMAJIbHOI CJTA0KOCTI, 1110 PO3BUBAETHCS Y JOPOCIOMY
Billi. Biblir paHHi MposiBY 3a3BMYali OB’ sI3aHi 3 MOTipIIeHHAM (QYHKIIi
Ta IporHo3y: Knacudikaris miarumis CMA BU3HAYa€eThCs BIKOM 1e010-
TY, @ TAKOX KJIiHIYHOIO BArOMICTIO Ta OUiKYBaHOIO TPUBAJICTIO XUTTSI.

Icnye yornpu ocHoBHMX TUII CMA (I-1V), iput 1ibomy 0 TriaTHT rmpo-
SIBJISIETBCS B YTPOOi MaTepi, BUKJIMKAIOUM CMEPTh MPOTSITOM TMEPLINX Mi-
CSiB XUTTS, a [V TUI — y 0pOoCIOMY Billi Ta XapaKTepU3YETHCS JIETKOIO
cmabKicTio, He BIUTMBAIOYM Ha TpUBATicTh kutTs (Burr, Reddivari, 2021).

Haiirsoxuoro popmoro € CMA [ turty. Bona maniectye y niteit Bikom
10 6 MiC., SIKi HE IOCSATAIOTh MOMXJIMBOCTI CUIITI CAMOCTIITHO. 3a IIpUpoI-
HOTO nepediry XBopoOu MallieHTH HEYXUIbHO BTPAYatoTh 31aTHICTb pyXa-
tucs. [Tpu Tsekaomy BapianTi CMA I tunty («cnabkwuii [ Tvr») natieHTn
BMUPAIOTh a00 MOTPEOYIOTh MEPMAHEHTHOI IITYYHOI BEHTUJISALLIT JIETeHb
110 TOCSITHEHHS JIBOX POKiB. ¥ pa3i MEHIII TSKKOTO Tepediry («CruibHUi
[ Tir») XBOpi MOXYTb NOXKKUBATU IO TOPOCJIOTO BIiKY 32 YMOB aI€KBATHOL
BEHTWJISILIINHOI Ta MeIMKaMeHTO3HOI miaTpuMKky (Shokuhfar et al., 2020).

[Tpu CMA II Tuny (nmpomixkHa CMA) 3axBopioBaHHsI 1e0I0TYE
y Bili 7-18 mic. JIiTh MOXYTb CUIITH, a B IESIKMX BUIaaKaX HaBiTh
CTOSITY HE3BaXXal0UM Ha BiCYTHICTb 3aTHOCTI XoauTu. Haityactimmm
KJIiHIYHMM TPOSIBOM MOYATKY 3aXBOPIOBAHHSI € BiICTaBaHHS B OBO-
JoAiHHI 0a30BUMU pyxoBuMU HaBuukamu. Ocobu 3i CMA II Tuny
XapaKTePU3YIOThCsl KOPOTKOIO OYiKYBAaHOIO TPUBATICTIO XUTTS, sIKa,
MpoTe, Moxe BapitoBatu Biz 2 1o 40 pokis (Kaufmann et al., 2011).

Jle6tor CMA Illa minTuny npunanae nepeBaxHo Ha Bik 1,5-3 poku,
toxi ik CMA I1Ib miaTumny Haityacriie po3BUBAETLCS MICIst 3-TO POKY
KUTTA. Hepinko y miteit 30epiraeTbcs 31aTHICTh CUAITH, CTOSITH i Tie-
pecyBaTucs LIOHAMMEHIIE 10 MyOepTaTHOTO Mepiofy, Koau y Oara-
ThOX TMALLIEHTIB 3’ABJISIOThCS 3HAYHI TPYIHOIII MPU XOAbOI. Y XBO-
PUIX BiI3HAYAIOThCS M SI30Ba TiMOTOHIS i CTa0KiCTh Pi3HOTO CTYMEHS
BUPA3HOCTI 3 MePEBAKHUM 3aTyIeHHSIM J0 MATOJIOTIYHOTO MPOLIECy
MTPOKCUMATbHUX Iyl M’s13iB. [ToIIKOMKeHHS HEMPOHIB, 110 iHHEPBY-
10Th Oy/IbOAPHY MYCKYJIATYpY, 3yCTPIUa€ThCs Pifiliie, HIX TSLKUi hopMu
CMA. ITlepebir 3axBoproBaHHS XapaKTepU3YEThCS BiTHOCHOIO CTa-
OLTBHICTIO; TPUBAICTh XUTTS NaLieHTiB 3i CMA 111 Ty Hepinko
MOPiBHSIHHA 3 TAKOIO Y 3arajibHill MOMyJIsILii.

Cepen 3aranpHux cumntomiB CMA crtin BUpimuTH Taki, sK:

o 110OOKa TriMoTOHIS;

® [IpOrpecyBajibHa M’sI30Ba C1a0KicTh 3i 30epexeHHsIM (PyHKILii
JIMILOBUX M ’I3iB;

® BiICYTHICTb 200 OC/1a0JeHHS ITMOOKUX CYXOXKUIbHUX PeIIEKCiB;

o JIpiOHUI TPEMOp Ta KOHTPAKTYpPH.

Hitu 3i CMA, B SIKMX CIIOCTEPIra€Thcst M’g130Ba C1a0KiCTh Bifl 1M0-
MipHOI 10 TSDKKOI Ta,/a00 TSKKHIA CKOJTIO3, CXMITBHI 10 BUIIIOTO PU3UKY
TiMOBEHTUJISILIIT Ta AuXxanbHOI HepocTaTHOCTI (Shokuhfar et al., 2020).

Mlepesazu 3any4enny onizoHYKneomugis

[Tpotsirom TpuBasoro vacy jikyBaHHs CMA mosisraio y miaTpuMIi
XBOPHUX 13 paHHIM 3aJTydeHHSIM MeiaTpuIHUX (haxiBLIiB 3 MajiaTUBHOL
nonomoru, ocodmiBo st 1 (3okpema 0 minruy) i 11 Tumis. Heronasno
Oy po3po0JIeHi HOBI METOIM JIIKYBaHHI, SIKi I6MOHCTPYIOTh CYTTEBI T1ep-
CMEeKTHBU Y 60poTh0i 3 1M 3axBoptoBaHHsM (Ludolph, Wurster, 2019).

3 orisily Ha AaHi FeHETUYHMX AOCIIKEHb, KOPEKIIis CIIIaiiCUHTY
ek30HiB 7 y SMN2 € nmepcrnekKTMBHUM miaxonoM ajs teparii CMA.
Byno po3pobieHo KinbKa cTpateriit, siKi BKIIOYal0Th, 30KpeMa, 3ac-
TOCYBAaHHS XMMEPHUX a00 0i(hyHKIIIOHATBHUX aHTUCMUCIOBHX OJTiro-
nHykiteotunis (Li, 2020).

3nopeB 4 _YKpaiHu

BuxopucraHHs aHTUCMUCIIOBUX OJIITOHYKJIEOTUIIB SIK METON JIi-
KyBaHHsI po3naiiB LeHTpanbHOI HepBoBoi cuctemu (LIHC) mae neBHi
TepeBary, OCKiJIbKY IM ITpUTaMaHHi BICOKA LiIbOBA CIICIU(IUHICTD,
HU3bKa TOKCUYHICTh Ta CUCTEMHUIA BIUTUB, a TAKOX TPUBAJIMIA Tie-
pion HamiBBUBeneHHs (Li, 2020). 1o Toro X ix edekTit € 000pOTHUMU
Ha BiIMiHY BiI iHIIMX BapiaHTiB TeHETMYHOI Tepartii, SIKi OB’ g3aHi
3 0e3J1iYyI0 HE3BOPOTHUX 3MiH.

Hycinepcen — nepiuuii HOBUIA TipenapaT Ha OCHOBI OJTiITOHYKJIEO-
TUIB, CXBaJIEHUI YIIPaBJIiHHSIM i3 KOHTPOJTIO 32 SIKICTIO XapyOBUX TPO-
nykTiB i Jikapcbkux 3aco0iB CILIA (FDA) ta €BporneiicbkuM areHT-
CTBOM 3 Jlikapcbkux 3aco6iB (EMA) st tepamii Beix Tunis CMA. Bin
crieldivuHO 3B’SI3y€ThCs 3 pernpecopoM B ek30Hi 7 SMN2, MonyJiioe
MexaHi3M aedexTtHoro crtaiicuHry PHK ta 3a6e3neuye BUpoOHUIITBO
MOBHOPO3MipHOTO (hyHKIIoHATBHOTO Oiika SMN2. OcKilbku HyciHep-
CEH He NPOHMKAE yepe3 reMatoeHuedaniyHuii 6ap’ep, enuHUM edek-
TUBHUM CIIOCOOOM BBeJICHHSI € npsiMa inTpatekanbHa (IT) iH’exis, sika
He NMoTpeOye KOperyBaHHs1 1031; 1S BCIX MALliEHTIB MOXXHA BUKOPUCTO-
ByBaTu dikcoBaHy 103y 12 Mr/5 mit. IT-iH’exuii HyciHepceHy 3a6e3rme-
YyIOTb MOBHMIA PO3IOLI Tperapary o BCiit CTIMHHOMO3KOBIl pinyHi
(CMP) y tkanunu LTHC, s1Ki € MillieHsIMU 110ro TepaneBTUYHOT .

CepeHi MiHIMaJIbHI 3a/IMIIKOBI KOHLEHTpallii HyciHepceHy B CMP
30LTBLIYIOTHCS MPUOJN3HO B 1,4-3 pasu micjis 0aratopasoBoro BBEACHHSI,
JIOCATal0UM PiIBHOBAXKHOTO CTAHY OPIEHTOBHO MpoTsroM 24 mic. [Tpu mo-
JIATKOBKX YBEIEHHSIX Tperaparty Mic/ist A0CSTHEHHSI PiBHOBAXXHOTO CTaHy
nopanbioro HakonuueHHs y CMP a6o tkannHax LIHC He ouikyeTbces.

Cxema Tepartii HyciHepceHOM Tependayae BBEACHHS YOTUPHOX HABaH-
TaXYBATBHYX 103 (TIEPIL TPK BBOASATH 110 14 [HIB, a 4eTBepTy — uepe3
30 nHiB). 3acTocyBaHHS MiITPUMYBAJIbHKX 03 IIOYMHAIOTH Yepe3 4 Mic.
TIiCIIsT YeTBEPTOi 103H, sIKi BBOAATH 1110 4 mic. (Shokuhfar et al., 2020).

Ediekmugnicmb ma nepeHocuMicmb
oguopa3osozo IT-BBeeHHd HYCIHEPCEHY

EdexTuBHICTD Ta cIpUATINBUI TIpodiah 6e3meKr HyciHepceHy
0yJ10 TIEPEKOHJIMBO MPOIEMOHCTPOBAHO Y KJIiIHIYHUX BUMTPOOYBAHHSIX
3a yJacTio mamieHTiB 3i CMA pi3HUX TUTIIB TIPK TPUBAJIMX TIepiogax
criocTepexeHHs. 30KpeMa, BUBYaIU e(heKTUBHICTb OTHOPA30BOi 00-
mocHoi [ T-iH’ek1lii 5 MJ1 HycCiHEpCeHy, Mic/ist YOro MPOBOJMUIU CTaH-
NapTHY JroMbabHy nyHKiito (JITT) y MixxpeO1ieBoMy MPOMiXKY Mix
ocructimu Bimpoctkamu L3 i L4 (Chiriboga et al., 2016). Edbekrus-
HICTb HyCiHEpCEHY OLIIHIOBAJIM Y YOTHPHOX IPyIax Malli€HTiB, 1110 OT-
puMyBaiu pi3Hi 1o3u npemnapary (1, 3, 6, 9 mr). Ipyry JITT npoBo-
IAJIM Ha 8-if IeHb Y rpymax i3 no3yBaHHsM 1, 3 i 6 MT Ta Ha 8-if a6o
29-it ieHb y TpyMi 3 103010 9 ML

13 28 yyacHuUKiIB 24 0ci0 BKJIIOUMIIN Y TOBFOCTPOKOBE PO3LIMPEHE
NOCTIKEHHSI U151 OLIIHKM cTaHy yepes 9-14 MicsiuiB. IMyHoreHHoi Biz-
noBifi micist onHopaszoBoro IT-BBeaeHHs 1031 HyCiHepCceHy He OYJ10
BcTaHOBJIeHO. HebaxaHi siBuina crioctepiranucs y aiteit 3i CMA
II1 Tuny, miteit crapiioro Biky Ta mpu BUKOPMCTaHHI rojiku 21-ro
a60 22-1o po3Mipy (Ha BimMmiHy Bix 24-ro posmipy) (Hache et al., 2016).

HycinepceH 0yno BUSBIEHO uepe3 TOAMHY B IIa3Mi Ta uepes CiM
nHiB y CMP micns BeeneHnst. [Ticis oniHok yepe3s 9-14 mics11iB KOH-
ueHrpatiii Hycinepceny B LIHC Bce 11ie 30epiranucs Ha neBHiii BepXHiii
Mexi (1 Hr/mo).

Anani3 piBHiB 6inka SMN y 3pazkax CMP mokasas, 1110 B Ipy-
Tax MalieHTiB, SIKi OTpuMyBaIu 103U 1 un 3 M, 3MiH He Oymo. [Ipote
y TpyMax, yYaCHUKU SIKUX OTPUMYBAIM 10 6 i 9 MI' HyCiHEpCEeHY, KOH-
ueHtpaii 6inka SMN BusBUIMCS OGUTBLT HIXX YABIUi BUIIIMU Yepe3
9-14 MicsI11iB TiC/sT 3aCTOCYBAHHS TIOPIBHIHO 3 BUXiTHUM PiBHEM.

[Noninmeni pe3ynsraTy (DyHKIIOHATBHOTO aHai3y Oy/11 MPOJEeMOH-
CTpOBaHi y rpyrii 3 103010 9 Mr Ha 85-i neHsb. [lokasHuk 3a posimmpe-
HOIO IIKAJIOI0 OLIIHKY MOTOpHUX (DyHKIIii mpu CMA nikapHi Xammep-
cmita (HFMSE) mopiBHSIHO 3 BUXiTHMM TTiIBUIIYBABCS B CEPEIHBOMY
Ha 3,1 6ana. [Tomanbiie mosmimueHHs criocTepiranocs yepes 9-14 mics-
uiB — ouinka 3a HFMSE 36ib1mnacs B cepeqHboMy Ha 5,8 6ana (1o-
kasHuku 38 HFMSE Bapitotors Bix 0 10 66, IpruyoMy BHUILI BKa3yIOTh
Ha Kpallly pyxoBY (DYHKIIit0 MOPiBHSIHO 3 BUXiITHUM PiBHEM).

3arajoM He OyJ10 BUSIBJICHO TTpo0JIeM i3 0e3reKor0, siKi 00Mexy-
BaJiK O 103yBaHHS, 1110 103BOJIMJIO 30CEPEUTH YBAry Ha 103aX HYCi-
HepceHy MmoHaa 9 Mr.

3acmocyBanng HYCIHEPCEHY B HEMOBAAM
J gocuMnmomMuomy nepiogi CMA

EdexTuBHicTh Ta Oe3MeKy HyciHepCeHY BUBYAIU Y MOTOYHOMY
Binkpuromy nociiakeHHi ¢aszu I NURTURE 3a yyacTio 25 miteit
i3 TeHeTUYHO miaTBepIXKeHo CMA, sKi Briepiie oTpuMalii HycCi-
HepceH y focumnToMHoMmy nepioni (De Vivo et al., 2019). byno npo-
JIEMOHCTPOBAHO CTiMKIiCTh e(PeKTy mpemnapaty 3 cepeHiM TepiogoM
crnioctepexkeHHs 2,9 poky. [1pu ocTaHHBOMY BifBiTyBaHHi cepenHiil
BiK ziTeil craHoBuB 34,8 (25,7-45,4) Mmic. i nepeBuIIyBaB OUiKyBaHUI
BiK mosiBu cumntoMiB CMA I a6o I tumy. Yci namienTn Oynum XuBi
Ta He MoTpedyBaIN TPAXeoCTOMii a00 TOCTiiTHOT BEHTUJIALLIT JIeTeHb.

Bci 25 yyacHuKkiB HaBuMIKCS CHAiTH O3 omopu, 23 i3 25 (92%) —
XOIUTH 3i CTOPOHHBOIO I0IIOMOr0I0, a 22 i3 25 (88%) — camocrTiiiHo.

B.M. Kanycra

'V BOCbMM HEMOBJISIT CIIOCTEpiraaucst moodiuHi epekTH, siKi JoCTiTHUKA
BBaXKaJIM IMOBIPHO ITOB’I3aHUMH 3 HYCIHEPCEHOM, aJIe 3arajoM Ipe-
napat 100pe MepeHOCUBCS MPOTITOM YChOTO MEPIOLy CIIOCTEPEKEHHSI.

TakuM yHOM, OYJI0 IPOIIEMOHCTPOBAHO BAXKIMBICTh CKPUHIHTY HO-
BOHAPOKEHUX Ta [POAKTUBHOTO JIIKYBaHHST HyCIHEPCEHOM Opasy ITic/ist
BCTaHOBJIEHHSI TeHeTUYHOTO fiarHo3y CMA y HeCUMITTOMHUX HEMOBJISIT.

Buxusanicmb ma pyxoei qyHKWii Ha mni mepanii
HYCiHEPCEHOM | CUMNMOMHUX HEMOBRAM

[ToxgiitHe ciine paHaOMi30oBaHe Ta (iKTMBHO-KOHTPOJIbOBaHE
kiiniyHe pocaimkeHHst ENDEAR siBnsino coboro 13-micsune BuB-
YeHHS e(peKTUBHOCTI Ta Oe3MeKu HyCiHepCeHy B HEMOBJIST BiKOM
110 7 Mic. i3 reHeTHYHO miaTBepmkeHo0 CMA Ta 1e610TOM CUMITTOMIB
y Bini 10 6 mic. (Finkel et al., 2017). [Mauientu 3i CMA I tumy Oynu
paHnomizoBaHi 1o rpymn IT-BBeneHHs HyciHepceHy (n=80) i KOHT-
pomio (n=41) 3 imitarieto mporuenypu. BuxinHi xapakTepucTiku Mixx
rpynaMu Oy/iv MOPiBHSAHHUMMY 32 BUHSTKOM TOTO, 11O YYaCHUKU,
SIKi OTPUMYBaJIM HyCiHEpCeH, MaJiM OLIbII paHHI MOYaTOK CUMIITO-
MiB i 3HAUHIILIUI TArap XBOPOOU MOPIBHSIHO 3 KOHTPOJILHOIO TPYIIOLO.

[IpomixHuUi aHai3 MOKA3aB, 110 MALi€EHTU Y TPYIi HYCiHEPCEHY
MaJii 3HAYHO BUILLWIA PiBEHb PYXOBOI peakllii MOPiBHSIHO 3 yYaCHUKa-
MU KOHTposbHOI rpymu (41 Ta 0% BinmosinHo; p<0,001), 1110 crionyka-
JI0 10 IOCTPOKOBOTO MPUITMHEHHS A0CTiaKeHHs. OCTaTOuHUI aHai3
MPOJIEMOHCTPYBAB, 10 CEPEl XBOPUX MTPU 3aCTOCYBAHHI HYCIHEPCEHY
B 51% MaJa miciie MOTOpHA BiITIOBiIb MOPIBHSHO 3 BiICYTHICTIO Ta-
KO1 y KOHTpOJIbHIii rpymi. HaiinomupeHimm 3100yTkoM GyIio ji10-
CSITHEHHsI TOBHOTO KOHTPOJIIO Hall pyxaMu rojioBu (22%), 3a sIKUM
crimyBana 3gatHicTh iepeBeprarucs (10%), camocrtiitHo cumiti (8%)
icrostu (1%). [auienTtu y rpymi HyciHepceHy Mayii Ha 47 % HIDKIWiA
PU3UK CMEPTi MOPiBHSHO 3 KOHTPOJIBHOIO TPYIIONO.

HebaxaHi siBuiIa BUHMKANU 3 OTHAKOBOIO YaCTOTOIO B 000X Tpy-
nax. binpliicTh i3 HUX BiAMOBIgaNM TUM, 110 3a3BUYail criocTepira-
10Thest Y HeMOBJIAT 3i CMA i mpo sIKi OBiTOMJIsIIOCS Y TTONEPEeaHiX
JoCTiKeHHsIX. BogHouac )KOaHMX cepito3HUX M000I0BaHb i3 IPUBOLY
oe3neku IT-iH’eK1iiii Bin3dHayeHo He 0y10. TakoxX BUSIBIEHO, 1110 He-
CHpUSITIINBI e(eKTH, MOB’sI3aHi 3 CHHIPOMOM IOCT-TIONEePEKOBOI
MYHKLIIi, y AiTeil 3ycTpiyaloThesl pifiie, HiX Y JOPOCIUX.

Tox TOCTiTHUKY TN BUCHOBKY, 110 HYCiHEpCEH e(DeKTUBHMIA
IUISL ToJTinIeHHs pyxoBoi GyHkii (p=0,005) i 3araqbHOI BIKMBa-
HocTi (p=0,004) y HemosnaT 3i CMA. Lle BenbMM MoKa30Bo 3 OISy
Ha Te, 10 Y IPYyIi HyCiHepCeHy Bil MoyatKy 0yso Oiblie MalieHTiB,
sIKi epeOyBaii Ha IUTYYHii BEHTUIIALI JIeTeHb, HiX Y KOHTPOJIbHIl
rpymi. PesynsraTu aHanizy miarpym, oCHOBaHi Ha TPUBAJIOCTi 3aXBOPIO-
BaHHSA (<13,1 vs >13,1 THXHS), HO3BOMSAIOTH IPUITYCTUTH, 110 PaHHII
MOYaTOK Teparii HyciHepceHOM MOXKe MaKCUMIi3yBaTH il e(PeKTUBHICTb
(Finkel et al., 2017).

Y nocrnimkenni CHERISH 126 nirteit 3i CMA, B IKUX CUMITTOMA
TIPOSIBUJTKCS Y Billi MOHAJ 6 Mic., OYJT1 BUITAIKOBAM YMHOM PO3IOJIUICHI
y cniBBinHouIeHHi 2:1 st IT-BBeneHHs HyciHepceHy B 1031 12 Mr abo
ikTBHOI Mpolenypu (KOHTpoJIbHA rpymna) Ha 1, 29, 851 274-i1 nHi.
Sk Hacninok, y 57% miteit, 0 OTpUMYBaIN HYCiHEPCEH, TIOPiBHS-
HO 3 26% y KOHTPOJIBHIN IPYIIi CIIOCTEPIrajin 3poCTaHHS MTOKA3HUKIB
3a nikaioro HFMSE monaitmenine Ha 3 6aiu (p<0,001). Oxpim Toro,
3arajibHa 3aXBOPIOBAHICTb i YacToTa HeOaKaHUX SIBUILL Y LIMX IPymax
Oymu sictaBHumu — 93 1 100% BinnosinHo (Mercuri et al., 2018).

dacmocysanny HyciHepceny y gimeldi cmapwo2o Biky
i Jopocnux nauienmis i3 gedopMauicio xpedma

V miteii crapioro BiKy i IOpOCIMX BHACIIOK HEPBOBO-M’S30BOi
¢1abKOCTi PO3BUBAETHCS TSKKUIA CKOJ1i03. [TporpecyBaHHs CKOJi03y
3a3BMYaii MOTPedye XipypriyHOro BTpYYaHHsI, METOIO SIKOTO € 3HEPYXOM-
JIEHHSI CYMIXXHUX XpeOLiB 32 paxyHOK iX 3pOILyBaHHSI Ta 3aCTOCYBaHHS
KiCTKOBOTO a/IOTpaHCILIAHTATY [JIsl cTabinizalii (croHmuones). Y Takux
TMALiEHTIB CKOJTi03 Ta/ab0 CIOHAMIONE3 BUKIIIOYAIOTh 3aCTOCYBaHHS
CTaHIAPTHOTO TpaHCAaMiHapHOTO Miaxomy [ist oTpuMaHHs I T-mgoctymy.

3akiHyeHHs Ha HACT. crop.\




HEBPOJIOI'IA

ACMNEKTW NNIKYBAHHA

[Moyarok Ha nonepepHik crop.\

3aMicTh LbOTO MOLTBLHO PO3MISIHYTH BUKOPUCTAHHS TpaHchopaMi-
HasbHo1 JITT i1st iH’eKuii HyciHepceHy Mil KOHTPOJIEM PEHTIeHOCKOi,
110 3apeKoMeHIyBasIa cebe 1K Oe3MeYHuit Ta YCHilIHUIA albTepHATHB-
HUI TiXiA y IOpOCaKX i JiTeH i3 TSKKMM CKOJTIO30M XpedTa, a TaKoX
iHTepIaMiHAPHUM KiCTKOBUM CITOHIMJIONE30M, KOJIV KJIACUYHUI iHTEep-
JlaMiHapHUIA TiaXia HEeMOXJIMBUIE a00 mpoTurnokaszanuil. Lleit meton
CYNPOBOMXKYEThCS MiHIMATbHUMM HeOaxkKaHUMU SIBULLIAMU Oe3 cep-
ito3HuX yckinagHeHb (Shokuhfar et al., 2020).

BHacninok BUBUeHHS e()eKTUBHOCTI i Oe3meku TpaHchopami-
HajbHOiI IT-gocTaBKM HyciHEpPCEHY 3a yJacTio 28 XBOpUX Ha KiCT-
KOBUI1 crioHaunoae3 (cepenHiit Bik — 24,119,8 poky) i3 cepenHim
a00 ni3HimM noyaTkoM CMA H0oCniIHUKY Jii1IIM BUCHOBKY, L0 TakKe
BBeJIEHHSI HYCiHEpPCEHY € Oe3MeUHUM Yy MaLieHTIB i3 nedopMalieio
xpe0OTta. BukopucTaHHsI KOHYCHO-TIPOMEHEBOT KOMIT I0TEPHOI TO-
Morpadii JormomMarae OKpecIuTi aHaTOMIIO Ta OTITUMi3yBaTh TPA€K-
TOPIiIO TOJKM TIiJ Yac MepIIOro KOHTAKTY, TOX Ieii MeTOa MOXHa
BUKOPHUCTOBYBAaTH BUOIpKOBO IS IMoganbInux rmpouenyp (Weaver
et al., 2020; Cordts, 2020).

Kniniunuii Bunagok

Tauienm H., 13 poxis, HanipaBJieHNi1 10 HEBPOJIOTIYHOI KITIHIKM Yepe3
TMIpOrpecyBajibHy M SI30BY CJIA0KICTh MPOKCUMATBLHMX BifIIiTiB KiHIIiBOK.

Anamnes. Haponusest B pe3yibraTi KecapeBoro po3TuHy. Y Billi TPbOX
POKiB OyB roctapieHuit fiarHo3 CMA 3 Mi3HiM [T0YaTKOM.

Kninixo-nrabopamopre obcmedncenns. TlinBUILIEHUI piBEeHb KPEaTUHKi-
Hazu (312 Mxm/11), mokas3HuK 3a mikanolo HFMSE — 29 6arnis, pe3yssrar
TecTy 6-xBuMHHOI Xonpou (60MWT) — 87,5 M. [TouatkoBe 3HaYCHHS
cyMapHoro noteHuiany aii M’si3a (CMAP) 1o 1iKyBaHHS cTaHOBUMIIO 5,1
i4,4 MB B 000X 3arabHIX MaTOroMiKoBHX HepBax. PopcoBaHa KUTTEBA
emHictb jiereb (OXKEIT) — 4,65 1 (114%), 06’eM GopcoBaHOTO BUIIM-
Xy 3a Iepliy ceKyHIy MaHeBpy dopcoBaHoro Bumuxy (ODBI) — 3,55 1
(103%), O®B1/DXKET — 89%.

MonexyaspHo-eenemuyne docaiodcerHs. BUSBIEHO TOMO3UTOTHY Jie-
Jielito B ek30Hax 7 i 8 reHa 6inka SMN1.

Miaenos. HasiBHicth CMA TiATBEpIXEHO.

Tepanis. ¥ Biui 15 pokiB — IT-iH’exuist Hycinepceny. [Ticast 14 mi-
CSILIIB JIiIKyBaHHS MALiEHT MOKa3aB 3HAYHE KJIiHIYHE MOJIMIIEeHHS:
3a mkanoo HFMSE — 32 6amu, pesyiasrar 6MWT — 113 M. 3HaueH-
Hs1 CMAP B 000X 3araibHIX MaJOrOMLUTKOBKX HepBax — 5,9 14,6 MB.

KonTtponbHuit aHasi3 hyHKIIil TereHs nokasas nojtimeHHs OKET —
5,26 (129%) Tai O®BI1 — 3,8 1 (110%).

Takum YMHOM, KJTiHIYHMI BUIMAI0K JEMOHCTPYE Oe3MeKy it edek-
TUBHICTb Teparii HyCiHEPCEHOM Y TALliEHTIB i3 Mi3HiM nmoyatkom CMA
0e3 cepito3Hux nobiuHux edexris (Park et al., 2021).

BucHosKu

[TosiBa HyciHepceHy SIK TIepIIOi MaTOreHeTUYHOI Tepartii cTaa mo-
4aTKoM HOBoi epu JlikyBaHHSI CMA. T1poaeMOHCTpOBaHO MEPEKOH-
JIMBY e(DeKTUBHICTb Ta CIPUSITIMBUI MPODib Oe3MeKn HyCiHEPCEHY
B KJIIHIYHUX JOCJTIKEHHSX 32 y4acTo naiieHTiB 3i CMA pi3HUX TUITIB
TMIpY TPUBAIOMY TIepioii criocTepexxeHHs. B YkpaiHi HyciHepceH mpen-
cTapJieHuii mpenapatom Cninpasa (KoMmmaHis «SITHcceH»).

IHTpartekanbHe BBeeHHS Npemnaparty HyciHepceH (CriiHpa3a) 103B0-
JISIE ICTOTHO 3MIiHUTH TepeOir XBOpOOU, OJIMIIUTHA BUKUBAHICTb Malli-
€HTIB Ta HaIaTX MOXJIMBICTb HAOYTTS] HOBMX PYXOBHMX HABMYOK i3 MiHi-
MaJIbHUM PU3HKOM HeOaxKaHMX sIBUII Ta 0€3 Cepii03HUX YCKIIaTHEHb.
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Mpakmuynuii goceig mepanii

PekoMeHgauii 3 pe2yngapuoi KNiniYHOT DUIHKL
nawienmis 3i CMA

3rigHo 3 MiXKHAPOTHUMM CTaHIAPTAMM LIOIO JOTJISLY, HalaHO
Taki peKOMeHallii 1100 PeryiIspHoi KJIiHiYHOI OLIiHKM TAIliEHTIB
3i CMA [1,2]:

e omiHka pyxoBux ¢yHkuii 3a mkaramu CHOP INTEND,
HINE, nianma3zony pyxy;

® AHTPOIMOMETPUYHI BUMIPIOBAHHS, SIK-TO TOBXWHA JiKTHOBOI
KiCTKH, Bara, OKPYXHiCTb T'OJIOBU i TpyaHOi KTiTku, Ha 0, 15, 30,
60-if THi i TOTIM KOXHi 4 MicsIii;

® HiYyHA OKCUMETPIsl i TPAaHCKYTaHHWI MOHITOPUMHT (0 MOYaTKy
Tepartii, MOTiM KOXHi 6 MiCsIIiB);

® DPEHTIeH IPYIHOI KITITKHM Y MOJOXEHHI JIeXauu, 3a MoTpedr —
KOXHi 6 MiCSIIiB.

JHAHHA, AKUMU NOBUHHI BONogimMU GambKu,
ONIKYHI YU 3AKOHHI NPRJCMABHUKU [UMUHU
0 no4YamKy mepanii HYciHepceHom

[epen oyaTkoM Tepartii HyciHepCeHOM OAaThKH / OIIKYHH / 3aKOHHI
MpeICTaBHUKM TUTMHU MaloTh [1]:

o OyTu MOiH(GOPMOBAHi MPO Oe3MeKy Mpenapary, OLiHKY CITiBBil-
HOIIIEHHS PU3UKY i KOPUCTI Bifl TIKyBaHHSI Ta 110 Bill HHOTO OUiKyBaTH;

® PO3YMITH MOXJIMBI HeOaXaHi SIBUILA, TIOB’sI3aHi 3 MPOLIEAYPOIO
JIFOMOAJIbHOT TTyHKIii;

® BOJIOMITY HABMYKAMU TOTJISITY 3a IUTHHOIO 3 liarHo3oM CMA,
SIK-OT BMiHHSI KOPUCTYBATUCS MillIKOM AMOY, BiIKaIlLTIOBaYeM, Ipo-
BEJICHHSI IMXaIbHOI pealiiTallii, po3TsAryBaHb.

PekomengoBani mepanesmuyni 3axogu
Nepey KoXHow iW’EKuiclo npenapamy HYcinepcen

[Tepen KoxXHOIO iH’€KIIIEI0 HyCiHEPCEHY HEOOXiTHO TIPOBOAMTH |3 ]:

® aHaJIi3 3rOpTaHHs KPOBi — Koaryyorpama (IJist KOHTPOJIO PO3-
BUTKY TPOMOOIIMTOIIEHI1, TIOPYIICHHS KOAryJsilii);

® aHaJli3 Ha BU3HAYECHHs OiJIKa B ceyi (IU1s1 KOHTPOJIIO BUHUKHEH-
HSI He(POTOKCUYHOCTI);

o 00CTEXEHHSI Ha TIpeMeT Tiaporedatii y malieHTiB 3i 3HXKEHUM
PiBHEM CBiIOMOCTI.

JlikyBanng i MoHimopu#2 cmany nauienmis
MiX i’ EKUilinuMu go3amu HYciHepceny

CxeMmy JIiKyBaHHS i 3a1y4eHHs (axiBlIiB Ha Pi3HMX CTAIisIX
Tepartii HyciHepceHoM Y naiieHTiB 3i CMA 1-ro TuIy HeBeIeHO
y Tabsuti 1.

[Ticnsa oTprMaHHs iH’ €K1l HyCiHEpCeHy Nalli€HT Mae repe0yBa-
TH T HATJISIOM MEIMYHOI KOMAaHIM TPOTSATOM JEKiTbKOX TOIMH.
Heo0bxinHo BecTn peTenbHMT KOHTPOJIb CTAaHy XBOPOTO Ta Heraii-
HO CIIOBIlLIATH JIiKapsi Mpo Oyab-siKi i1oro 3MiHM. TakoX MOTpioOHO
320€3MeYUTH MPSIMUI KOHTAKT OaThKiB MallieHTa 3 JiKapeM (Ha-
MPUKJIAJ, 33 TOMOMOTOIO TeJie(OHHOTO 3B’SI3KY) LIS IOTHKHEBOTO
BiICTEXXEHHSI CTaHy XBOPOTO, 30KpeMa iHpopMyBaHHSI PO TOTPU-
MaHH$ €T, IPOBEAEHHS peaditiTaliiH1X MPoLEayp, KOHTPOJIIO
JUXanbHOI (hyHKIi [1].

Mipodiinb Gesneku npenapamy HYciHepce

HaijinommpeHirni HeCIpUSATIMBI SIBUIIA OB sI3aHi 3 JTIOMOAJb-
HOI0 MyHKIi€t0. bibLIicTh i3 HUX OyJIM 3apeecTpOBaHi MPOTSATOM
72 ron micnst BAKOHAHHS Tporieaypu. YacTora po3BUTKY i TKKiCTh
LIMX TOMIif Y3rOoIKYIOThCs 3 TepeadauyBaHUMU MPU JTIOMOATbHIl
MYHKLT. Y KIHIYHUX JOCTIKEHHSX TIPEnapary HyCiHepCeH XOIHUX
TSKKUX YCKJIAAHEHb, aCOLiOBAHUX i3 TIOMOATbHOIO MyHKIIIEIO,
SK-TO Cepio3Hi iHeKIlii, He crocTepiranocs [3-5].

Hecnpusarnusi sBuia, mop’si3aHi 3 TIOMOATbHOIO MYHKIIIEIO,
HaBeJeHi B Ta0uLL 2.

lipomoKon cnocmMepe)Xenus 3a nawienmamu
nicng iHmpameKanbHo20 BBEOEHHA Npenapamy HYCIHEPCEH:
gani kniniuno2o gocnigxenna ENDEAR

3rinHo 3 pe3ynbraTamMu KiiHiuHoro pocaimkeHHs: ENDEAR (mu-
Ts4a MaHidectaniss CMA), 10CTYMHi TaKi MOJ0XEHHS MPOTOKOJTY
CTIOCTePEeKEHHS 3a TMalieHTaMu Ticyst iHTparekaabHoro (IT) BBe-
JIEHHSI HyciHepceHy [7, 8]:

® KOHTPOJIb 3arajIbHOTO CTaHY MallieHTa (apTepialbHUI TUCK,
TyJIbC, YaCTOTA IMXaHHS, TeMIIepaTypa Tijia, My JbCOKCUMETPIsT) Yepe3
1, 2, 4, 6 rox micist BBEICHHS TIperapary;
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CMA npenapamom HYCiHepCen: 02nag HayKoBux nyGnikaui

Ta6n. 1. Cxema nikyBaHHS i 3any4eHHs dpaxiBuis Ha pi3HMX cTapiax Tepanii
HyciHepceHOM Yy nauieHTiB 3i CMA 1-ro Tuny: gocBig iTaniicbKux LeHTpiB
q & MouarkoBa gosa MigrpumyBansHa gosa
::A:’:mi Tocniranizauis
n en conan 1-3-it gHi Oenb 1 Oexb 15 OeHb 30 AeHb 60 OexHb 180 KoxHi 4 mic.
P 1-wa iH’ekuia | 2-ra in‘ekuis | 3-19 in‘ekuia | 4-ta iH‘ekuia | 5-Ta iH’ekuia | 6+ iH'ekuia
HeBp°’1°r/ + + + + + + +
AUTAYUN HEBpPOSOT
MynsmoHonor + + + + + + -
Peabinitonor + + + + + +
HyTpuuionor + + +
Meacectpa + + + " o + +
Ouraunit neuxonor / + + + + +
ncuxotepanesT
Anecresionor + + + + + +
Megiatp + + + + + +
1 pik nikyBaHHs

® KOHTPOJIb HEBPOJIOTIYHOTO CTAHY XBOPOTO, SIK-OT OIliHKA TICH-
XIYHOTO CTATyCy, piBHS CBIIOMOCTi, CEHCOPHOTO, PyXOBOTO (DyHK-
LiOHYBaHHSI, (GYHKIIil YeperHuX HepBiB, pedekcis, uepes 3, 6 rox
TTiCJIst BBEIECHHS MTpeTapary;

o [iepeOyBaHHS MallieHTa y CTalliOHAapi i HALJISIIOM MPOTSITOM
24 rop mic/st 3aCTOCYyBaHHS MEPILoi iH’ €KIIii Mpernapary Ta He MeHII
HIX 6 TOfI — IiCJIsT BBEICHHS HACTYITHMX [103.

Bumozu uingo 3aGesne4yenns nynbMoHONOZ2IYHOT JonoMozu
nauwienmam 3i CMA

[Tpu HajaHHI MyIEMOHOJIOTIYHOI J0oMoMOry naiieHtam 3i CMA
MaloTh OyTH BpaXOBaHi Taki BUMOTH [6]:

® HeoOXiIHIiCTh 3a1y4eHHs (paxiBLIsI-ITyJIbMOHOJIOra Ha BCiX CTa-
JliIX Tepartii;

® HasBHICTb TEXHIYHOTO OCHAIIEHHS JUI HeiHBa3MBHOI BEHTHU-
JISILLT JIeTeHiB;

® HasBHICTh YCTATKYBAaHHS 11 MEXaHIYHOTO OUYMIICHHS TUXajb-
HUX IUISIXiB (1HCY(IsITOP-eKCYhIATOp/BilKAIILTIOBAY).

-~
A ‘1, -
coain ‘1,

[MynbmoHonor | Menxonor

™ - ™

™
A

Diziotepanest

Hesponor \
(excneprt 3i CMA) H
A

Meacecrpa

Opronep,

"
A

Anecresionor

PMCYHOK. CTQHAGPTHG MYJNbTUAUCLUUIJTIMHAPHO KOMaHAaa

i3 3a6e3neyeHHs meauuHOI flonomoru nauieHtam 3i CMA*
Mpumitka: * [ns Taxkux nauiextis (abo 3 cepiosHoio aedopmalieio xpebra) HeobxigHe
3anyueHHs HeHpopagionora,/ HeMpoXIipypPra nig 4ac NPOBEAEHHS MOMBANBHMX MyHKLM.
Ananrosato 3a Mercuri et al., 2018 [2]

AnanrosaHo 3a Sansone et al., 2018 [1]

Tabn. 2. HecnpusaTnuei aeuwa,
NoB’g3aHi 3 IIOMBANbLHOIO NYHKLiEI0

Hecnpuatnusi seuwa Yacrora

TonosHui 6inb Dyxe yacro (21/10)

Hygora Dyxe yacro (>1/10)

Binb y cnui Dyxe yacro (>1/10)

AganrosaHo 3a MedDRA [4]

Haganns Meguykoi gonomoz2u nauiekmam 3i CMA

CranpapTHa MyJbAMCIUITIIHApHA KOMaH/a i3 3a0e3MmeYeHHs

MeIMYHOI foroMoru narieHTam 3i CMA mpezcraBieHa Ha pUcyHKy.

Bumoru 3 ¢pyHKIIIOHAJIBHOTO OCHAIIEHHS LIEHTPIB, A€ 3ilic-

HIOIOTh iHTpaTeKalbHi iH’eXIIil [2]:

o KaOiHeT mis nmpoBeneHHs IT-iH’ exiiif;
® TIPOTOKOJ BUKOHAHHS I T-iH’eKiIiii;
o KabiHeT 1JIs1 MOHITOPUHTY CTaHy MallieHTA MicJisl MPOBENECHHS

npoLenypH;

® TIPOTOKOJ BUKOHAHHS ceaaitii/aHectesii mpu IT-iH’exirisix;
o peaHiMallis / BiIIiIeHHS iHTEHCUBHOI Tepartii.
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CIMNMIHPA3A

(HyCiHEepCeH) o msimeeemrs

PO3KPI/II/IT~E§-:'

IXHIA BHYTPIWHIA . &
NOTEHLIAJ -l

Codin,
Bik 2,5 poky,

I 3 n P E n A PAT o M = ; CMA 3 gebtoToM y guTavomy Billi

- (Tvn 1) npu nikyBaHHi
c n I H P A 3 A npenapatom CI1IHPA3A

Kopotka iHcTpyKuis ana meauyHoro 3actocysanHa npenapaty CMIHPA3A (SPINRAZA)

Cxnag: pitoya peyouHa: nusinersen; 1 Mn MicTUTb 2,4 Mr HyciHepceHy; 1 OnakoH no 5 M MiCTUTb 12 Mr HYCiHEPCEHY; JOMOMKHI PeYOBUHM. HATPIO aurigpodocdart
AQUrifpar; auHaTpito pocdar; HaTPilo XNopPKA; Kanito Xnopui; KanbLito Xnopua Auriapar; MarHito Xnopua rekcarigpar; HaTpis ruapoKcus; XNopoBOAHEBA KICOTA; BOAA ANs
iH’ekuin. Jlikapcbka hopma. Po3uun ana iH’ekuiin. OCHOBHI ¢hi3nKo-XimMiyHi BIACTMBOCTI: NPO30PUIA 6€36apPBHNIA PO3HUH.

dapmakoTepaneBTH4Ha rpyna. IHLi npenapaTu Ansa NikyBaHHA 3aXBOPIOBaHb KiCTKOBO-M'130BOI cuctemun. HyciHepceH. Kog ATX: MO9AXO07.

Kniniuni xapakrepucTuku. llokasanns. Npenapat CniHpasa nokasaHuin Ans nikyBaHHs cniHanbHOi M’a30B01 atpodii (CMA), cnpuyinHeHoi MyTalielo B XpOMOCOMI 5Q.
TpoTnunokasanks. [inepyyTNNBICTb A0 Ait040i pe40BUHN ab0 [0 6YOb-AKOi 3 OMOMDKHUX PEHOBUH.

Cnoci6 3acTocyBanHs Ta go3u. Npenapat CniHpasa npu3HadeHnii Ans iHTpaTeKanbHOro BBEAEHHS 3a ONOMOro NIOMOaNbHOI NyHKLi. PekoMeHa0BaHa [103a CTaHOBUTL 12 Mr
(5 mn) Ha oaHe BBedeHHS. Tepanito npenapatom CniHpasa cnif NoYMHaTK AKOMOra paHille nicns BCTAaHOBIEHHs fiarHo3y 3 4 [03 HacuyeHHs y 0, 14, 28 1a 63 geHb. icns uboro
OZMH Pa3 KOXHi 4 MicALi Cnif BBOAUTM MigTPUMYBaNibHY A03Y. [pU3HA4eHNIA NULle Ans 0AHOPa30BOro 3aCTOCYBAHHS.

IHCTPYKLUif LWOAO NPUrOTYBAHHA NiKapcbKoro 3acoby nepen BBeAEHHAM

®nakoH 3 npenaparom CniHpasa cnif nepesipuTh Ha HAsABHICTb YAaCTUHOK nepef BBeAeHHAM. DnakoH He Clif BUKOPUCTOBYBATH, SKLLO CMOCTEPIratoThbCs YaCTUHKM Ta/abo
pianHa y (hnakoHi He nposopa i 6e36apsHa. [purotysanHsa po3yuHy npenapaty CriHpasa 4ns iHTpaTeKkanbHOro BBEAEHHS MOBUHHO 3[iliCHIOBATICA B aCENTUYHUX YMOBAX.
Mepen BBELEHHAM (PIAKOH CIlif AicTati 3 XONOAWbHIKA | AaTh HArpiTues 4o KimHatHoi Temneparypu (25 °C), He BLAOHUCh [0 30BHILLHIX [Kepen Tenna.

AKLO h1akoH He 6YN0 BiAKPUTO i PO34YMH HE BUKOPUCTOBYBABCA, (DNIAKOH CNif NOBEPHYTM B XONOAUMbHUK (AWUB. PO34in «YMOBU 36epiraHHs»).

beanocepeiHbo nepes BBEEHHAM, 3HIMAIOTh NIACTUKOBY KPULLIKY, MPOTUKAIOTL LIGHTP NPO6GKKU (hnakoHa ronko LWNpuua Ta BUTArYTb HEOOXIAHUA 06’EM PO3HIHY.
Mpenapat CniHpa3a He Cnig po3BOAUTW. BUKOPUCTAHHS 30BHILLIHIX iNbTPIB HE NOTPIBHO.

Y pasi, AKL0 pO34KH He BUKOPUCTOBYBABCA NPOTArOM 6 roAuH nicnsa oro HabyupaHHs y WnpuL, po34MH Cifg yTUNi3ysartu.

HeBMKOPUCTAHWIA NiKapCbKMiA 3acib i BiaX0au HEOOXiAHO YTWUNi3yBaTW BiANOBIAHO A0 MiCLEBUX BUMOT.

[itn. Mpenapar 3acTOCOBYKOTH AN NiKyBaHHA JiTeil.

Mo6iyHi peakuii. Mo6i4Hi peakuii, NoB’a3aHi 3 NOMOANbHOW NYHKLiE0. [Iy>Ke 4acTo: ronoBHUIA 6iNlb, 6/1H0BaHHS, 6inb B CRIWHI. Y nicnspeecTpauintHoMy nepiofi 3 HEBiLOMOK
4acTOTOK CMOCTepiranucs cepiosHi iHgekLii, Taki IK MEHIHTIT, BUNAAKK rigpouedanii Ta aCenTMYHOr0 MEHIHTITY.
TepMiH npuaaTHoCTI. 3 POKN.

Kareropis Bignycky. 3a peuentom.

Mepea NPU3HAYEHHAM CRifi 03HANOMUTMCA 3 NOBHOH IHCTPYKUIEHD ANA MEUYHOro 3aCTOCYBaHHS.

Peectpauiintte noceigyeHHs MO3 YkpaiHu Ne UA/17852/01/01, 3atBepaxeHo MO3 Ykpainn 11.01.2020 poky Hakasom Ne 41 TekcT cknafeHo y BiAnoBigHOCTI 3 IHCTPYKLi€E0
AN MEANYHOr0 3acTOCyBaHHS, Ky 3aTBepakeHo MO3 Ykpainu 11.01.2020 poky.

3a JofaTkoBO iH(hopmallieto 3BepTaiiTech 3a agpecoto: 04070, m. Kuis, Byn. Cnacbka, 30; Ten. (044) 490 64 64, dhakc (044) 490 64 65.

@otorpadum npreBeaeHbl UCKIIOYUTENBHO B KAHeCTBE UIITHOCTPALIMIA U OTPKAOT Pe3yribTarhl, AOCTUTHYTLIE Y KOHKPETHbIX NauMeHToB. IHAVBUAYanbHbIe Pe3yrbTaTbl MOTYT OT/INYATLCA.
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