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0O.M. Ko3znoga, k. mea. H., KHI «Micbka gutaua nikapHs N2 5» 3MP, m. 3anopixxs

JACMOCYBAHNA IHMpameKanbHol IW CKUIT HYCIHEpCeny 3 nepeqnpoueqyphum
Y3 ]l npu maXKil geqiopmauii xpebma na mni cninanoHol M'930801 ampodii

CnivanbHa m’a30Ba arpodis (CMA) — e nepeBa>kHO ABTOCOMHO-PELLECUBHE reHEeTU4YHe
30XBOPIOBCHHS, LLLO XAPAKTEPU3YETLCA M 30BOIO CNIABKicTIO BHACNIAOK AereHepauii nepeaHboro
pory cnuHHoro mo3ky. HyciHepceH HewoaaBHO 6yB cxBaneHuii 9k iHTparekanbHuii (IT) npenapar
ana nikysaHHa CMA. PosrnaHemo edekTuBHicTb Ta 6e3neky cepii IT-iH’ekuii HyciHepceHy npu

CMA 2-ro Tuny 1 aedopmalii Xxpe6Ta 3 BUKOPUCTAHHSM YNbTPa3BYKOBOro pgocnigkeHHs (Y3/)

Ha npuknaai kniviuHoro eunagky. Pesynbraru posmiweHi y esupanni JA Clinical Reports (2020; 6: 61).

CMA — nporpecyBajibHe 3aXBOPIOBAHHSI, 1110 XapaKTepU3YEThCS
Pi3HUM CTyNeHeM TsKKocTi. Buninstiors ’sth TvniB CMA 3aexHo
Bill MOYaTKy Ta HAWBUIIOI MOTOPHOI (pyHKIIIT: Bift TUITY () — HAUTSXUIOT
(hopMu 3 00MEXEHOI TPUBAICTIO XUTTS, 10 TUIY 4 — HallJIeruoi
(opmu, sIKy 3a3BMYaii 1iarHOCTYIOTh Y 1opociomy Bili [1]. HyciHep-
CEH, HEIllOIaBHO CXBaJICHUIA JliKapchkuii 3acid npu CMA, He poHU-
Kae Kpi3b reMatoeHuedaniqHuii 6ap’ep, ToMmy Horo moTpioHO BBOIUTH
uuisixoM noBTopHuX IT-iH’ex1iiii, 11106 3amo0irT¥ MporpecyBaHHIO
xBopoOu [2]. Y HopmanbHuX oci6 IT-mocTyn 3a3Bryaii iHili1010Th
i3 BUKOPUCTAaHHSIM METOIMKN aHATOMiYHUX OPi€EHTUPIB.

[Mamientn 3i CMA cTpaXxnaiTh Ha TSDKKAI CKOJTIO3 i 9aCTO MaloTh
BCTaHOBJIEHI MeTaneBi KOHCTPYKIIi y xpeOTi [3-5]. ¥ Takux xBopux
MOXe OyTH BaXKO iIeHTU(DIKyBaTH aHATOMiYHi opieHTupu as 1T-
noctymy. byno nokasaso, 110 ogepxaru goctyn ao IT-mpoctopy no-
roMarae MmyHKIist g KoHTposeM peHtreHockorii Ta KT y peanrbHoMy
yaci [6, 7]. CniHanbHa aHecTe3is a00 MyHKIIid 3a gormomoroo Y3/1
€ TiepefonepaliiHIMu MpoLeaypaMu, O MependayaoTb MEHIIM
BIUIMB pajiiallii, HiXk peHTIeHOCKOMig a00 MyHKILisl MiJ KOHTPOJEeM
KTy peanbHOMYy yaci.

Posrnsinemo Bumnanoxk naiieHTKu 3i CMA Ta TskKoto nedopma-
1Li€lo XpeOTa, sIKiii BBOAWIM MOBTOPHI iHTpaTeKabHi iH €Kil HyCi-
HepCceHy HIISIXOM JTIoMOaIbHOI MyHKIIiT 3 iepeanpouenypHum Y31,

Kninivnuii sunagok

Tauienmxa éivom 21 pix 3i CMA 2-e0 muny. Heposnoru, 1110 crioctepira-
JIU 32 >KIHKOIO, CKJIIW TUIaH 1711 OTPUMAHHSI HYCiHEpCEHY, SIKUI MOTPiOHO
Oys10 BBoAMTY I T-11U151XOM PEryJIspHO, MOXJIMBO, 10 KiHLISI KUTTSI.

B anamHe3i nauieHTKuM Oysia XipypriuHa orepatisi 3 iMIiaHTanii
3pOCTATLHOTO CTPUXHS Y Billi LIECTU POKiB; CTPUKEHB 301TbLIMBCS
BTpUYi Ta OyB BUJIYYEHUI 32 YOTUPU POKHU TTiCJIS XipypriyHOTO BTPY-
YaHHS yepe3 iHdeKIito. Y XKiHKu Oyna Tskka aedopmariis xpeodTa
31 CKOJIIO30M Ta POTALLi€l0 XPEeOLLiB.

Jlns nepeanpoLeaypHoro 1ocimkeHHs oyao onepxano KT-nani
Ta PEHTIeHiBCbKi 3HIMKU B OfHii1 poekiii (puc. 1). Ha KT-3HiMKy
BMSIBJIEHO LIITbHY T'y0YaCTy KiCTKOBY TKAHUHY B 3aJIHBOMY CETMEHTI
BiIHOCHO HIDKHIX rpyaHux xpeouis 1o L3. Kyr Ko66a cranoBus 60°
(T5-L5). Yepes wui yckinaaHOBaJbHI YUHHUKY MALIIEHTKY CKEpy-
BaJIM B aHECTE310JI0TiUHe BimaineHHs 11t oTpuManHs [ T-iH’exuii
HyciHepceHy. 11106 yHUKHYTH HaaAMipHOTO BIUIM BY pafiallii, 0ysio
3aMJaHOBAaHO MyHKUiIo 3 mepennpouenypuum Y3/ 3amicts KT
3 ypaxyBaHHSIM BiKY XiHKH.

[Mpouenypy npoBoauan y cTaHAapTHIN onepauiitHiii. [Tig ce-
Jauielo MirazogamMoM y 1031 1 MT mamieHTIi Hajaau MoJoXeHHs
JIeXauM Ha JiBoMy 0011i. AHi OCTHCTHI BiIpOCTOK, aHi iHIIi yac-
TUHU XpeOTa B 1iii mo3ulliii He manbnyBanucs. [lepeanpouenyp-
He Y3l BUKOHYBaJIM 3 BUKOPUCTAHHSIM KOHBEKCHOTO JaTUyMKa
3-8 MIi (LOGIQ ¢ Premium; GE Healthcare, SInonis), mo6
3HANTU MOXJIMBUI noctyn a0 IT-nmpocTtopy B cermenTtax L3-L4
i L4-L5 (puc. 2).

[Ticns iHdinbTpallii MicLIeBOro aHeCTeTHKa CIiHAJIbHY TOJKY
Ksinke xaniopom 25 G 0yJ10 BBeIEHO ITii KyTOM 45° 10 OCTHCTOTO
BizmpocTKa (mapameaiaHHui miaxin) (puc. 3). I[1ig yac apyroi crpo-
OM Micisg HEeBEJMKOI 3MiHM KypCy MOPIiBHSIHO 3 MEePLIOI0 KiHYMK
roJiku 0yJ10 ycrilHo noMinieHo B I'T-npocTip i3 miATBepIXKEHHAM
3BOPOTHOTO BiATOKY CMTMHHOMO3KOBOI pinuHu. Jdani npubaus-
Ho npoTsiroM 120 ¢ BinOyBasocsi BBeIeHHSI HyciHepceHy (B 103i
12 mr/5 ma).

XKoaHux yckjagHeHb Mijg yac abo Mmicjs mpoleaypu He Bij-
3navanu. [lizHime manieHTKy Oy10 BUMKcaHo 3 jdikapHi. CTaHOM
Ha 31 tpaBHs 2020 p. xiHka ycmimHo orpumana tpu IT-iH’ekuii
y Takuit camuii croci6b 6e3 Oyab-sIKUX MpodJeM (Ipyry Ta TPeTio
iH’eK11ii Oysi0 BUKOHaHO uepe3 1 i 3 micsui micig nepiuoi). [Tnany-
eTbes, o IT-BBeaeHHS HyCiHEpCeHY BilOYBaTUMETHCS 110 MIBPOKY
MPOTSATOM YChOTO XUTTSI TALli€HTKHU.

50 mm/ noginky

A : 3

Puc. 1. A - nepeHbO3aAHIN PEHTreHIBCbKUIA 3HIMOK Xpe6LiB y oaHil npoekuii; b — TpuBuMipHMiA pekoHcTpyiioBanui KT-3Himok;
Ha BUAi 330y NOKA3AHO POTALLil0 XPe6LLiB Ta 3pOLLEHHS 3aJHbOrO CETMEHTA

(KpaniansHo) Lkipa (KayaansHo)

L X 0 o

lMnacruHka pyrn xpebus

3apHs TBepaa MO3KOBA

IuTpaTekanshui npoctip obonoHka

Puc. 2. Y31-3HimoK, ofiepXkaHuii 6e3nocepeaHbO
nepep, NyHKLi€l0, KONM AATYUK 6YIO NOoMilLeHo
B NapamepfiaHHY caritanbHy KOCy MAOLMHY

Puc. 3. BBegeHHs cniHanNbHOI ronku
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V 11iboMy 3BiTi TIPO KJIIHIYHMI BUTAI0K OMUCAHE YCIIillIHE BCTAHOB-
nenHs IT-noctymy 3a nornomoroto nepeanpoueaypHoro Y3/, Ockinbku
CMiHAJIbHY aHECTe3il0 i3 BUCOKKMM BiICOTKOM YCITiXy BUKOHYIOTb 3 BUKO-
PUCTAHHSIM METOIUKY AHATOMIYHUX OPIEHTUPIB, Y PYTUHHI KTiHIYHIl
npakTuii ¥Y3/1 3 i€l METO0 3aCTOCOBYIOTh HeyacTo. [1pote HelonaBHO
omny0J1iKoBaHi 3BiTH MPO KJIiHIYHI BUIAAKY TTOKA3aJI, 1110 METOAMKA
niepearnporeaypHoro Y3/1 3MeHIIye KiJIbKicTb CIpo0 Ta 3HIKYE YacTOTy
YCKJIaaHeHb [8]. 3a faHUMU CUCTEMATMYHOTO OTJISLTY IOCIiKEHb, BUKO-
PMCTaHHS 1iarTHOCTUYHUX JTIIOMOATbHUX MYHKIIiH i3 IepearnpoLeaypHUM
V3]1 y BinaieHHSIX HEBiAKJIAAHOI JOMOMOTH aCOLIIOBAIOCS 3 BULLIUM
TMOKA3HMUKOM YCITiXy, MEHIII TPaBMaTUYHUMM JIIOMOATBHIMU ITYHKITSIMK
Ta HUXKYMMU BUTPATaMU yacy Ha rpoteaypy [9].

Park et al. moBimoMuIM PO CKOPOUEHHS KiJTbKOCTI XOJIiB TOJIKOIO
MiJ yac crmiHaJbHOI aHecTe3il nmepeanpoueaypHuM Y3/ y naiieHTiB
i3 MepeBaXKHO JIETKUM CKOJIIO30M i IesIKUX 0Cib 3 MOMipHUM Ta TS~
kuM ckofio3oM [10]. Chin et al. TakoX BUSBUIM 3MEHILEHHS KiJlb-
KOCTi XOJIiB TOJIKOIO NP BUKOPUCTaHHI mepeanpoueaypHoro Y3/
Y XBOPUX 3 OXKMPIHHAM, TOMIPHUM i TSKKMM CKOJIIO30M Ta paHillie
MepeHeceHUMH orepalisiMu Ha xpeOoTi [11].

KT Ta peHTreHiBcbKi 3HIMKHU MOKA3YyI0Th, SIK BULJISIIAE XpeOET
i ie po3MillieHUit MOXJIMBUE TIPOXif B iHTpaTekaabHui ripoctip. [Tpo-
Te 1i 300paXkeHHsI MOXYTb OyTH HeiH(OPMAaTUBHUMMU, KOJIU MALIEHT
nepeOyBae y nosoxeHHi uist BuKoHaHHs I T-mynkuii. Y3/1 6e3noce-
PEIHBO TIepe/l MyHKITEI0, KOJIM XBOPOTO MOMIIIEHO B TIOJIOKEHHST LTSI
BUKOHAHHSI TIPOLIEAYPH, MAE MOJIMIIMTH PO3YMiHHSI aHATOMil, 10T10-
MOTI'TH 3MEHIIMTH KiJIbKICTb XO/IiB TOJIKOIO Ta MMOBIPHI YCKJIaIHEHHSI.
Ile 0cobnMBO BaXJIMBO, SIKILO MALliEHTaM, MOXKJIMBO, JOBOIUTHCS
MOBTOPHO BUKOHYBATH CIiHAIbHI MTyHKIIil.

IT-noctyn He 0OMeXY€ETHCSI TONEPEKOBUM BiZLILIOM XpeOTa. Y esSKuX
MeanuHuX 3akianax mist I T-iH’exiiit HyciHepceHy 3aCTOCOBYBAIH IYHK-
Wi 1miiky Matku |3, 12]. Takox HeloaaBHO OMUCaHO YCITIHI MTyHKILi
HIMIAKY MaTKy 3 TiepearpoieypHiM Y31 17151 BBeIeHHsT HyCiHEepCeHY Til-
JITKAM 13 TSDKKUM CKOJTI030M i CIMHHOMO3KOBOIO METAJIEBOIO KOHCTPYK-
1i€10 B ronepekoBoMy Biaiti xpeota [4]. OmHak myHKIIT IMIAKK MaTK1
MIPOBOMSTH PIIKO, OCKLTLKY BOHU TOB’s13aHi 3 IOTEHLIIHHUM PU3UKOM
TIOLITKO/DKEHHSI CITMHHOTO MO3KY 11 HEBPOJIOTIYHMX ycKiianHeHb. Hato-
MiCTb JTIOMOAJTbHI MyHKI1ii BUKOHYIOTh HA0araTo yacTiliie, 10 TOro 3K BOHU
3HayHO Oe3rneyHilti. ToMy BapToO crioyaTky crpoOyBaTH BUKOHYBATH X
3a IoroMoroto Y3J1, HaBiTh SIKIIO JOCTYTI 31A€ThCST HAM3BUYAITHO BAXKKKM.

Y po3misgHyTOMY KITiHIYHOMY BUITAIKY Tporeaypy min Y3I-KoHT-
poJieM Y pealbHOMY Yaci He TMPOBOIMIN Yepe3 TeXHIYHi CKIaTHOIII.
V nocnimkeHHi, B IKOMY BUBYAIM MOKJIMBICTD CITIHAJTbHOI aHEeCTe3ii il
V3/1-KOHTpOJIEM y peabHUX yMOBAX, aBTOPH IOKA3a/I 3MEHILIEHHST TPY/I-
HOILIB y TIALIIEHTIB, IKMM OYJ10 3arTaHOBAHO OTepallito Ha HYDKHIX KiHIIiB-
Kax [13]. [ynxuist min Y3/1-KOHTposeM y pealbHOMY Yaci Ma€ MOXKIIUBI
TiepeBary B 0ci0 i3 TSKKMM CKOJTIO30M, OCKTBKY repeanporeaypHe Y31
3a0e3r1evye TiIbKM TOUKY BBEIEHHS Ta KYT, SIKi OTlepaTop MOBMHEH 3a-
mam 'sitati. OHAK MOXKITMBICTh BUKOPUCTAHHS Y3]1-KOHTPOITIO B PYTUH-
Hili TPaKTULIi Y MALIEHTIB i3 TSDKKUM CKOJTIO30M 1€ HAJIEXXUTh BUBYUTH.

BucHoBKu

Ha npuxiani kKiiHiYHOTO BUMAAKY PO3ISIHYTO CEpilo YCITIIHUX
IT-in’ek1iii HyciHepceHy 3 nepeanpoleaypHuM Y3/l y nmaiieHTiB
i3 TsKKOIO edopmaltieto xpedTa BHacainok CMA. byio riubiie 06-
[PYHTOBAHO (PYHKIIOHATBHICTb J0JATKOBOTO BUKOPUCTaHHS Y31
ToAi, Kosu IT-nmyHKIis moTpiOHa XxBopuM 3 ycKiaaaHeHuM I T-gocty-
nom. CJ1izt 3ayBaXKUTH, 1110 11 TIEPIIMIA 3BIT, Y IKOMY METOAMKY Tepe-
nipotieaypHoro Y3/1 3acrocoByBaiu Uist iH’€KI1ii HyCiHEPCEHY ILLISIXOM
JIoMOaIbHOT MYHKIIi MalieHTaM i3 TsKKoio aedopmalieio xpeoTa.
Takum yMHOM, BUKOPUCTaHHS TepenonepaliitHoro Y3/ HacTiiiHO pe-
KOMEH/IOBaHe JUIs JIIKYBaHHs, sike ToTpedye mosTopHoro I/I-gocrymy.

Cnmcok nitepaTypy 3HOXOAUTLCS B PEAAKLi

CP-264554

©




© CMIHPA3A

(HyCiHEepCeH) i msimeeemrs

POSKPUUTE==

IXHIX BHYTPILIHI =

NOTEHLUIAN o

Bik 2,5 poky,

I 3 n P E n A PAT o M < CMA 3 1e6I0TOM Y AUTAHOMY BiLli

(tvin I) Npy 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 M HYCiHEPCEHY; JOMOMKHI PeYOBMUHM. HATPIO aurigpodocdart
AUrifpar; auHaTpito pocdar; HaTPilo XNOPKUA; Kanito Xnopui; KanbLito Xnopua Auriapar; MarHito Xnopua rekcarigpar; HaTpisi ruapoKcus; XNopoBOAHEBA KICOTA; BOAa ANs
iH’ekuin. Jlikapcbka thopma. Po3uun ana iH’ekuiin. OCHOBHI ¢hi3nKO-XimMiyHi BIACTMBOCTI: NPO30PUIA 6€36aPBHNIA PO3HMH.

dapmakoTepaneBTH4Ha rpyna. IHLi npenapaTu ans nikyBaHHA 3aXBOPHOBaHb KiCTKOBO-M'130B0i cuctemu. HyciHepceH. Kog ATX: MO9AXO7.

Kniniuni xapakrepucTuku. llokasanns. Npenapat CniHpasa nokasaHuin Ans nikyBaHHs cniHanbHoi M’a30B01 atpodii (CMA), cnpuynHeHoi myTauielo B XpOMOCOMI 5Q.
TpoTunokasanys. [inepyyTNNBICTb A0 Ait040i pe40BUHN ab0 [0 6YOb-AKOi 3 4OMOMDKHUX PEHOBUH.

Cnoci6 3acTocyBanHs Ta go3u. Npenapat CniHpasa npu3HadeHnii Ans iHTpaTeKanbHOro BBEAEHHS 3a ONOMOro IOMOaNbHOI NyHKLi. PekoMeHa0BaHa [03a CTaHOBUTL 12 Mr
(5 mn) Ha oaHe BBeeHHS. Tepanito npenapatom CniHpasa cnif noYMHaTK AKOMOra paHille nicns BCTAaHOB/EHHs fiarHo3y 3 4 103 HacuyeHHs y 0, 14, 28 1a 63 geHb. icns uboro
OZMH Pa3 KOXHi 4 MicAui cnif BBOAUTM MigTPUMYBaNibHY A03Y. [pU3Ha4eHNIA NuLle Ans 0AHOPa30BOro 3aCTOCYBAHHS.

IHCTPYKLUif LOAO NPUrOTYBAHHA NiKapcbKoro 3acoby nepes BBeAEHHAM

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

AKLO hN1aKOH He 6YNO0 BiAKPUTO i PO3YMH HE BUKOPUCTOBYBABCA, (DNIAKOH CNif NOBEPHYTM B XONOAUMbHUK (AWUB. PO34in «YMOBU 36epiraHHs»).

beanocepeiHb0 nepef BBEEHHAM, 3HIMAKOTb NIACTUKOBY KPULLIKY, MPOTUKAIOTb LIGHTP NPO6GKKU (hnakoHa ronkot LWNpuua Ta BUTArYTb HEOOXIAHUA 06’EM PO3HIHY.
Mpenapat CniHpa3a He CNif po3BOAUTW. BUKOPUCTAHHS 30BHILLHIX iNbTPiB HE NOTPIBHO.

Y pasi, AKL0 pO341H He BUKOPUCTOBYBABCA NPOTArOM 6 roAuH nicnsa oro HabyupaHHs y WnpuL, po34uH Cifg yTUnisysartu.

HeBMKOPUCTAHWIA NiKapCbKMiA 3acib i BiaX0au HEOOXigHO YTWUNi3yBaTh BiANOBIAHO A0 MiCLEBUX BUMOT.

[itwn. Mpenapar 3acTOCOBYKOTH AN NiKyBaHHA JiTeil.

Mo6iuHi peakuii. Mo6i4Hi peakuii, NoB’A3aHi 3 NOMOANbHOW NYHKLIE. [y>Ke 4acTo: ronoBHUIA 6iNb, 6/1K0BaHHS, 6inb B CMIWHI. Y nicnspeecTpauinHoMy nepiofi 3 HEBiIOMOK
4acTOTOK CMOCTepirannca cepiosHi iHgekLii, Taki AK MEHIHTIT, BUNAAKK rigpouedanii Ta aCenTMYHOr0 MEHIHTITY.

TepMiH npuaaTHoCTI. 3 POKN.

Kareropis Bignycky. 3a peuenTtom.

Mepea NPU3HAYEHHAM CRif 03HANOMUTMCA 3 NOBHOH IHCTPYKLIEHD ANA MEAUYHOro 3acTOCYBaHHS.

Peectpauiintte noceigyeHHs MO3 YkpaiHu Ne UA/17852/01/01, 3atBepaxeHo MO3 Ykpainn 11.01.2020 poky Hakasom Ne 41 TekcT cknafeHo y BiANOBIAHOCTI 3 IHCTPYKLi€E0
AN MEANYHOT0 3acTOCyBaHHS, Ky 3aTBepakeHo MO3 Ykpainu 11.01.2020 poky.

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

dotorpadum nprBeaeHb! UCKIIOYUTENBHO B KAHeCTBE UIITHOCTPALMIA U OTPKAOT Pe3yribTarthl, AOCTUTHYTLIE Y KOHKPETHbIX NaUMeHToB. VIHAVBMAYaNnbHbIe Pe3yrbTaTbl MOTYT OT/INYATHLCA.
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