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OpToneauuHi IPOABH CIIiHATBHOL M’A30B01 aTPOdii -
3’ACOBAHi Ta HE3’ACOBAHI TEOPECTUYHO-IIPAKTUYIHI IUTAHHA

Suma A.M?, Iyx FO.M.?, Cnaza A.B. "2, Bamamanecky JL1',
Yesepoa A.1% Kinua-Iloniuwyx T.A%, Cxypamos O.10.?

Pestome. Cninanvha m’a3oea ampogis (CMA) — 3ax60pro6anis saie Mae aymocomHo-
pevecusruii xapaimep YCnaoxyeartis ma nposeriEmsCa npoepecusror Claokicmio i ampo-
piero M’A318, w0 00YMOBNCHI 0e2eHepayiero Hetporie CRUNHO20 i 0Y1b0aAPH020 GI00INY 207106-
1020 MO3K). Mema 00CIIONCeHHA. AHani3 Jiimepantyprux oxcepen npucésenx oiazHocmuyi
Ma JUKY8aHI1I0 OPMONeOUHHOL Namono2ii y navicumis 3 pisnumu popmamu CMA. Mamepianu
ma memoou. Poooma 6a3yemucs Ha pempocneKmueHom)y 021401 cmametl, AKi npucésyeHi
Oiaznocmuyi ma JiKyeanmo navyienmie i3 CMA. Ilpoeedenuti noutyx y 6asi PubMed 3a nepioo
2010 - 2024 poku, nepesaza HadABaAIdACh mamepianam ocmanmix 5 poxie. Pe3ynsmamu
ma ix 002060penna. [Py ananisi 1imepamypHozo nouLyKy, AKULLMAE 8IOHOUEHHS 00 NAMO-
JI02iT 0nopHO-pYX06020 anapamy npu CMA uUAEneHO HeBEUK) KINbKICIb HAYKOBUX pooim,
U0 CMOCYIOMbCS 0COOMUBOCIELL KIIHIKO-0pmoneouunux nposasie CMA, ma ix 3anexcHocmi 6io
muny 3axeoprosanna. IIpaxmuuno iocymns iHopmaia o000 3mik CmpyKmypro-QyHKyio-
HANLHO20 CMAHY KICMKOBOT MKAHUMU Ma MA308ux cmpykmypy navienmis i3 CMA. He 3na-
10eno 0unoi Kaacugpixayii 0e USHAUAEMsCa NOPYUEHHA PYHKYIOHANHO20 CIAH)Y HUNCHIX
KIHUIBOK 3ANIeHCHO 810 CUN0B020 0eiyuimy M’A316, 6U0Y OPMONCOUMHIUX NPOABIE Md CIYNEHIO
empamu GyHKUii 00 camocmitinozo nepecysanns. Ananis 1imepamyprux oxcepen ceiouums
npo I0CYMHICmb EOUHOL OYMK, W000 Xipypeiunoi cmpamezii npu JKY8ari OpmoneoudHux
npossie CMA, maxoxc 1e 8UCBIMIIONMBCA OCOOMUBOCE ONEPAMUBHUX 8MPYUAHD 3 KOPEKUTT
MUX YU THUUX OPIMONEOUMHUX NPOABIS, HEe POPOOIECHA CUCEMA MEOUKAMEHIMO3HOT KODeK-
Ui nopyuters cmpyxmyprHo2o cmary Kicmxogoi cucmemu npu CMA. Bucwoeku. 11amonozis
0nopro-pyxo602o anapamy npu CMA nompedye 0emansno20 GyHOAMEHMANLHO20 6UBHEHHSA 3
YPAXYBAHHAMN MUNY 3AXE0PI06AHNS, 8apianmy 11020 nepediy, Cmary m’A308ux ma KiCmKo8ux
CMPYKMyp, 6iKy nayicwma, 6uoy ma Cnynemro opmoneoudHoi namonozii, a memoouxu, o
3ACmocosyIoms 0 il Kopexuyii — po3poOKY ma YOOCKOHANCHHS.

Kmouoegi cnoea: cninansha m’s306a ampois, x60poba Bepowiza — [0pppmarna, x60poba
Zlybosiya, xeopoba Kyzenvoepea — Banianoepa, 6Usux ma niosusux cmezna, KoHmpaxmypu
cyenobis, oegpopmais cmon, 02140 Jimepanmypu, Xipypeiure JiKY8anHa, MeOUKAMEHMOHA
mepanis, 0imi.

Beryn

HepBoBO-M'A30Bi 3aXBOPIOBAHHA — OJHA 3 Hall-
OinbIl BEJMKUX TI'PYI CIIAJKOBUX 3aXBOPIOBAHb HEP-
BOBOI CHCTEMH, AKA XAPAKTECPU3YETbCA 3HAYHOIO TI'e-
HETUYHOIO I'€TEPOIEHHICTIO Td NPU3BOAUTD 10 iHBA-
Tiau3anii JUTUHY, BTPATH PYHKII] X0Ab0U TA OnOpU
(1]. IIpoBigHe MmicLe B CTPYKTYpi LMX 3aXBOPIOBAHD
HAJIEKNTH CHiHAIbHINA M'430Bil arpodii (CMA), AKa €
HAMOUIbII NOMUPEHOIO I'€HETUYHOIO IIPUYUHOIO JU-
TAY0! CMEpPTHOCTI. Lle 3aXBOPIOBAHHA MA€ AYTOCOM-
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'KHIT "Micoka Ooumaua xainiuna nikapua" YepHieeywkoi micokoi paou,
Yipaina, Yeprisii

2V duemumym mpasmamonoeii ma opmonedii HAMH Yipainu», Ykpaina,
Kuis

HO-PELECUBHUN XaPAKTEP YCHAJAKYBAHHA Ta MPOAB-
JIAETHCA IPOTIPECUBHOIO CIAOKICTIO i aTpOdiero MA3iB,
110 TI0B’A34H4 3 JlereHePaIliclo HENPOHiB CIIMHHOIO i
(B HANOIIBIN TAKKUX BUNAKAX) OYJIbOAPHOTO BiiTy
TOJIOBHOTO MO3KY [2-6].

HaykoBugMu JOCTEMEHHO JOCHIKEHO €Tionaro-
rene3 CMA Ta BCTaHOBJIEHO, 1[0 OCHOBHOIO IPUYU-
HOIO XBOpPOOU y Maitke 95% XBOPUX € TOMO3UI'OTHA
Jenenis (parMeHTta JOBIOro ILiedd 5 XpOMOCO-
mu Bif 1 cmyru 11 ginguxu go 3 cmyru 13 pingaHku
(5q11.1-13.3), B iHIKX XBOPUX BUABIAETHCA JIC/IELIis
bOr'0 (PparMeHTy Ha OAHIN i MyTalid HA iHWIiNA XpO-
MOcoMi [7-9]. HagBHICTb 4M BiACYTHICTh OPYIIEHD B
CTPYKTYpi iHIMUX TIEHiB JIUIIE BIUIMBAE HA TAKKICTDH
nposBiB xpopobu. Ten SMN1 Tta foro nexnTpomep-
Ha Konig SMN2 KOAyIOTb iIEHTHYHHIT OiTOK — TaK

32



3BAHMI «(PAKTOP BUKUBAHHA MOTOHEHPOHiB> [10-12].
Jledexr y reni SMN1 1pusBoAUTS 10 3HUXKEHHA HOTO
KiJIBKOCTI Ta AKOCTi B MOTOHEUPOHAX CIIMHOT'O MO3KY,
0 B CBOIO YEPIY, BUKIUKAE PO3BUTOK MOJNICHCTEM-
HO{ T4 IOJIOPTaHHOI ATOJIOTT 3 aTpOodiero M'43iB Ta
PO3BUTKOM B TOMY YHCJIi TAKKOI IATOJIOTI] OIIOPHO-
PYXOBOI'O A11APaTy 3 NOTIPIIEHHAM TA BTPATOIO (PYHK-
1ii X061 Ta onopu nanienTamu [13-15].

[TomupeHicTh 3aXBOPIOBAHHA JOCUTb 3HAYHA, Td
KOJIMBAETHCA B Meskax Big 1 1Ha 6000 g0 1 ma 10 000
nacenennd. Tak, nomupenicte CMA B Cnony4eHux
[ratax AMepuKH — 7,5; B KpaiHax €BPONENCHKOIO
Com3y - 5,0 Ha 10000 HaceneHHs. TOUHOI KiNbKOCT]
xBopux Ha CMA B VKpaini Hemae, npoTe 3rifHo Jed-
KUX IIOBiJOMJIEHDb, 3XBOPIOBAHICTb MOXE CTAHOBUTHU
B Mekax 5 Ha 10000 Hacenenns [8, 16-19].

Beranosnennsa giarnozy CMA € ckmajHuM 3aB/jaH-
HAM, [0 OOYMOBJIEHO HEOOXIAHICTIO AU(DEPEHIIINTHO]
JiaTHOCTUKY 3 {HIIUMU HEPBOBO-M'A30BUMU 3aXBO-
proBaHHAMU (IOJiHEHponarii, mporpecyrdi M’A30Bi
AUCTPOii Ta iH.) Ta BKIOYAE B cebe 0OOB’A3KOBUIT
OIJIAJl JUTAYOIO HEBPOJIOTd, OPTOIE/d Ta I'€HETHKA,
043y€ThCA HA 32CTOCYBAHHI I'€HETUYHOI Bepu@ikanmii
[iarHogy, 6i0XiMi4YHOMY Ta €NeKTpoMiorpapivHOMy
METO/jaX AOoCHifKkeHHa [20-23].

[cHye 3HAYHA KiIBKICTD PI3HOMAHITHUX KJIACH-
(ikanin CMA B OCHOBY AKUX MOKJIAJCHO I'€HETHYH]
JOCJIKEHHA, KIiHIYHI IPOABA T4 BAPiaHT mepeodiry
3aXBOpIOBaHHA [24,25]. [Ipore, HaN6iABI BiIOMOIO i
nomupenow € knacudixania CMA, Aka Bigobpaxae
(PYHKLIIOHAJIBHUN CTAH MALi€HTIB T4 TAKKICTD XBO-
po6u, 3rifHO AKiM BAOKPEMIIOIOTh TPXU OCHOBHI TUIIH
CMA: I - raxxui, II — npomixkuunit ta III — nerkum.
[HKOMM 10 Knacu@ikauii JOAAI0Th APTPOrPUIO3, 260
HYJIbOBUI THUII — HAATIKKY (POPMY 3 NPEHATAILHUM
NOYATKOM, Ta [V — Ha/UIETKU, JOPOCIUN THII 3 100-
posikicHuM tiepebirom [8, 17, 26].

CMA nepmoro tuny (I Tum), a60 xBopoda Bepx-
Hira — foppmana — HAMOLIbII TAKKUK | TOMKUPEHUN
TUI 3aXBOPIOBAHHs (61 60% AiarHOCTOBAHUX XBO-
pux). Kniniyno maniectye 10 6-Mics4HOro BiKy T2
IPOABJIAETHCA M'A30BOIO TIIIOTOHIEI0 3 MEPIIUX JHIB
KUTTA 1 CYIPOBOJKYETHCA 3HIKEHHAM, 400 B3arani
BiICYTHICTIO CYXOXUJIKOBUX peiieKkciB. XapakTepHi
paHHi Oyab6apHi NOPYIEHHSA, 3HIKEHHA TITIOTKOBO-
ro pegmexcy, GaCUUKyIApHi MOCMUKYBAHHA M'A3iB
A3ukKa. Lla popma CMA noeHyeTsed 3 oairoppeniero.
[Ipu opronegnyHOMy OO6CTEKEHHI BUABIAIOTHCA 3HA-
YHi IIOpymeEHHA (POPMYBAHHA KiCTKOBO-CYIJI000BOIO
amapary: gepopmanig rpygHoi KITku (JiIKonoAiona,
KinenoziOHa rpyAHa KIiTHHA), BUKPUBJIEHHAM Xpeo-
Ta (CKOJIiO3), JUCIUIA3iA KyJbIIOBUX CYITIOOIB, TAXKKI
KOHTPAKTYPU CYIJIO6iB, KIMIMIOHOTICTD, BiICYTHICTIO
MOXJIMBOCTI MALI€HTIB 1O XOABOU T4 ONOpH. Y Hara-
THOX MALIE€HTIB BUABIAIOTHCA {HINI BPOJKEHI aHOMA-
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nii (remanriomu, rigponedanis, KpUNTOPXi3M Ta iH.)
[7, 27, 28]. lns 0bOTO TUIY 3aXBOPIOBAHHA XAPAKTEP-
HUM € 3JI04KiCHUI BapiaHT nepebiry, mo 3a3BUva,
YCKIAHIOETCA MPOIPECYIOUOI0 AMXATbHOI HEJO0-
CTATHICTIO, K4 PO3BUBAETHCA IO 2-X POKIB KUTTA T4
€ IPUYUHOIO PAHHBOI JUTAYOT CMEPTHOCTI [29-31].

CMA gpyroro tumny (II Tui), TAKOX BifoMa 4K XBO-
po6a Jlybosina, € IPOMiXKHOIO (POPMOIO 3AXBOPIOBAH-
HA. 3a3BUYail NPOABIAETHCA Y Bini 1,5-2 pOKiB, Mae
TEHJICHIIIIO 1O PO3BUTKY aTpo(ii M’43iB, IpOrpecyo-
40f NPOKCUMANBHOI C1a0KOCTI M'A3iB HIXKHIX KiH-
1iBOK. L]i mamieHTn MOXYTb CAMOCTIMHO CHJIiTH 6€3
CTOPOHHBOI JOINOMOI'H, OJHAK Yy HUX 3HAYHO IOPY-
meHa (PyHKIig XoAp0u Ta onopu. Hanbinem nommupe-
HUMH OPTONEJUYHUMU TIPOABAMU JiA 1€l hopmu €
NPOTPECYIOUUH CKOMiO3, KOHTPAKTYPU CYII00iB i aH-
KiJIO3 CKPOHEBO-HIKHBOILIENEIHOrO Cyrnooy. Iloes-
HAHHA CKOJIO3y 3i CIa0KiCTIO MiXpebepHUX M'd3iB
TAKOK MOXE IPU3BECTU [0 PECTPUKTUBHOI JUXANb-
HOI HEJJOCTATHOCTI 3 KATACTPO(PIYHMMHU HACTIAKAMU
(17, 31-33].

CMA Ttpersoro tuny (III tum), a6o xsopoba Ky-
reapoepra — Baiangepa, npoaBrg€eTbCs, AK IPABUIO,
micng 3-piuHOrO BiKy. 3AXBOPIOBAHHA 3a3BUYAN MAE
NOOpOAKiCHUN TIEpeOir, IPOrpecye AyKe MOBIIBHO i
YaCcTO NPU3YIUHAETHCA. [lepmuMu KIiHIYHUMU [IPO-
ABAMHU € HECTINKA X0/Jd Yepe3 IPOKCUMAIbHY M’A30BY
CJIA0KiCTh, O HAPOCTAE, TAd M'A30Bi aATpOPii B HIX-
HiX KiHI[iBKaX. MOXYTb CIIOCTEPIiraTucs IICEBJOT-
nepTpodii MTUTKOBUX M'A3iB, AKi MOXYTb IOMHJIKOBO
AiaTHOCTYBATHUCA AK NPOABU MiogucTpOdii Jromena.
[Iporpecyoua cnabKicTh Ta M’30Bi aTPOdIl TAKOK
IPOABIAIOTHCA 1 B JUCTAJIbHUX BiifIiIaX HIKHIX KiH-
iBOK 400 MPOKCUMATBbHUX M'34X BEPXHIX KiHI[iBOK.
CyXOXHUIKOBi pe(IeKkCHu 3 0CTa0JeHUX M'431B BifICyT-
Hi 2460 3HauHO npurHiveHi. [nd niei xkareropii xBo-
pUX XapakTepHi KiCTKOBi gedopmalii, CyXOKUIKOBI
perpakuii i KoHTpaxkTypu cyrnoois [18, 34].

CMA uerseproro tuny (IV tum), 260 TaK 3BaHUN
JAOPOCIUH THII JiarHOCTYETHCA ¥ 1% BUIIA/KIB, CUMII-
TOMHU 3dXBOPIOBAHHA MPOABIAIOTHCA MicaA 18-pidHO-
IO BiKy, MAI0Tb HAWJIETMHN (PEHOTUI 3aXBOPIOBAHHA
3 HEOOMEKEHOIO TPUBAMICTIO XKUTTA [5, 30, 35].

BinbImicTb aBTOPIB TAKOX BUAUIAIOTH HYJIbOBUM
tunn CMA, 1o NMOYMHAE PO3BUBATUCH L€ BHYTPill-
HbOYTPOOHO T4 IPOABIAETHCA PO3BUTKOM 3HAYHO
BUPAKEHOI CIAOKOCTI i TilOTOHIl 3 iCTOTHUM 3MEH-
IIEHHAM AKTUBHOCTI I1oja. IIpu 06CTEKEHH] TAKUX
AiTel MOXYTb OYTH BUABJIEHI apedeKcis, AUIIeris,
Je(EKTU MIKIEPEACEPAHOI IEPETOPOAKU i KOHTP-
aKTypu Cyrn06iB. JUXajbHA HEAOCTATHICTD € OJHUM
i3 OCHOBHUX YCKJI4JHEHDb HAd PAHHIN CTAAil nepeodiry
3aXBOPIOBAHHA. CepeHa TPUBAMICTD KUTTA TAKUX Ji-
TEl 4aCTO He mepesuItye 6 micaris [26, 36, 37].

[TifcyMOBYIOYM BUKJIAJICHE BUINE CJIiJ| 3aYBAKUTH,
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mo KiIiHiyHui nepebir CMA e pi3HOMaHITHUM, Xa-
PAKTEPU3YEThCA MOJICUCTEMHICTIO Ta MOJIMOPPHIC-
TIO YPAXKEHHS, 3AICKUTDH BiJj TUIY 3XBOPIOBAHHA | Ba-
piaHTy ¥Oro nepeoiry, a OpToneAnYHi IPOIBU BUPIi3-
HAIOTHCA 3HAYHUM ITONIMOP(Pi3sMoM — aTpodii M'43iB,
Aepopmanii, KOHTPAKTYpH, pePpakiii, TOmO.

Marepianu i meTonu

AHAJIi3 3HAYHOI KiNBKOCTi 3aKOPJOHHHMX Ta BiT-
YU3HAHUX HAYKOBUX JOCTI/KEHD CBilYUTD, 110 OCHO-
BH4 Mdaca pOOIT NPUCBAYEHA PO3MOBCIOKEHOCTI,
eTiosorii, maToreHesy, KIiHiYHUM OCOOMMBOCTAM 34X-
BOPIOBAHHA, AIArHOCTUI Ta MEAUKAMEHTO3HOMY Ji-
KyBaHHIO CMA. TTIOTpi6HO CKa3aTH, MO Li NMUTAHHA Y
OinbIOCT] BUNA/KIB 3'ICOBAHI HAYKOBIAMHU 400 4aK-
TUBHO JOCHIPKYIOTbCS, BUBYAIOTHCA i PO3BUBAIOTHCA:
CTBOPIOIOTHCA Td YAOCKOHAMIOIOTHCA Knacudikanii Ha
OCHOBi IPOBEAECHUX T'E€HETUYHUX [OCHIKEHDb, PO3-
POBIAIOTHCA TA IIPOBOAATHCA KIiHIUHI BUIIPOOYBAHHA
OO0 MEJUKAMEHTO3HOI Tepanii CMA.

B niteparypHux pKepenax IpUCBAYeHUX Aiaraoc-
THUL{ TA JIKYBAHHIO OPTONEAUYHUX NIPOABiB CMA izt
BUJUINTY HACTYIIHI:

- pedopmarii Tynyba, Xxpe6Ta (HEPBOBO-MAZ0BUI
CK0J1i03), KiHI[iBOK [38];

- BPOJUKEHUI MAPATiTUYHUN KOMOIHOBAHUN BU-
BUX Ta HiABUBUX CTerHa [39];

- KOHTPAKTYpHU CYIJIO0iB BEPXHIX Td HUXHIX KiH-
1iBoK [38, 40];

- pedopmatii cTon (eKBiHO-BAPYCHA, €KBiHYCHA,
IUIOCKA, Ma/JAI04a, IUIOCKO-BAJIBIYCHA T4 iH.), HECTA-
OlIBHICTD HAKOJNIHHUKA, CYXOXWIbHI pedpaxuii, Ti-
EPMOOBINBHICTD Y Cyrn06ax 12 iH. [38, 41].

DOOopMyBaHHA NEPEPAXOBAHUX BUIINE OPTONEAUY-
HUX HacaiKiB CMA HayKOBIi TOB’A3YI0Tb 3 ATPO(dielo
M’431B, iX AUCOIAHCOM Ta PO3CIA0IEHHAM 3B’ 13KOBO-
CYMOYHOIO amapary [37,42].

Ha sxanp my6mikanii, mo BHUCBITIIOIOTH OpTOIIE-
Anyny naronorito npu CMA HOCATH IOOJMHOKUI
XaPAKTEDP T4 HE BiJOOPAKAIOTH OCOOIUBOCTI KIiHIKO-
OPTOINEAUYHOIO IEPEDIry 3a1eKHO BiJf TUIY 3aXBO-
PIOBAHHA, BU/Y T CTYIEHIO OPTONEJUYHOT [1ATOJOTI],
BiKy IaIlieHTa, BAPiaHTy nepebiry 3aXBOPIOBAHHA T4
JAHUX MAPAKTIHIYHUX JOCTIIKECHbD.

JlocmiKeHH s, O CTOCYI0ThCA NiKyBanHd CMA 3a-
raJjoM Ta iX OPTONEJUYHUX IIPOABIB 30KpeMa, € IIe-
peHacuueHUMHU iHPOPMALI€I0 PO MEAUKAMEHTO3HY
TEpanilo bOro 3aXBOPIOBAHHA Ta PE3YIbTATH Xipyp-
riuHOi Kopexilil ckoniosdy xpe6ta [9, 43, 44].

OCHOBHUMHM IIPENAPATAMH, IO 3ACTOCOBYIOTHCH
[IpY MEJUKAMECHTO3HOMY JiKyBaHHI CMA € aHaceM-
HOTE€H a6emnapBOBeK (TOProBa Ha3Bd JOATEHCMA),
pucauniaMm (Toprosa Has3sa EBpicai) Ta HyciHepceH
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(toprosa Hassa CniHpasa) B KOMOiHamii 3 MigTpH-
MYBAJIbHOIO Tepamiero. [lepmuil npemnapar Cupsamo-
BAHMI HA BHECEHHA B OPraHi3M CXOKOI'0 3710pOBOI'O
reHd, AKUI 3AMiHIOE€ POOOTY HEJLIE3JATHOTO I'€HA, /1Bd
{HINI — HA KOMIEHCAL{I0 HEAI€3JATHOCTI 371aMaHOTO
reHa. KpiMm migTpuMyrodoi Ta CUMITOMATUYHOI TEpa-
Iif, OCTAHHIM YaCOM 3’4BWJIMCA IIPENAPATU CIEIlialb-
HO pO3p0o06eHi /1 TIKYBAHHA [[bOTO 3aXBOPIOBAHH,
i AKi MOXKYTDb 301/IbIIYBATH CUHTE3 HEOOXIJHOIO Oi/IKa
[12, 19, 45-406]. [lixTprMyBanbHa TEPAMisd BKIIOYAE 3a-
0€3Me4YeHH HOPMAJIbHOI BEHTUIALLIl JIET€Hb, HANEXK-
HE XAPUYYBAHHA, OPTONEAUYHY KOPEKILio, (Pisuuny
Tepaniio Ta peadbimiraniio, CUMOITOMATUYHE TiKYBAHHA
[33, 47, 48]. Ha cwhoroani B VKpaiHi 3apeecTpoBaHO
JBA TIpenapart g JikyBaHHA aiteit 3i CMA: nycinep-
ced (Toprosa HasBa CliHpa3a) Ta pUCAUILIAM (TOP-
rosa Ha3sa Espicpi).

3riJHO JiTEpATYpHUX [XKEpeN B CTPYKTYpi OpTO-
[eJUYHOro JiKyBaHHA jirein 3i CMA dinbpHe Micue
HAJIEKUTb KOHCEPBATUBHOMY METOJY, AKE, HA Kb,
€ CKIAIHUM i HeepeKTuBHUM. Lle OB’A3aH0 3 HEOO-
XiJIHICTIO OOMEKEHHA PYXOBOI AKTUBHOCTI MALli€HTIB
[IpY 3aCTOCYBAHHI PI3HOMAHITHUX OPTONEJUYHUX
JOMATKIB (OpTE3iB, TYTOPiB, KOPCETiB, €TAMHOTO Iill-
CYBAHHA), IO OPU3BOJUTH 10 INPOIPECYBAHHA ATPO-
(ii M'43iB i MOXe IPU3BECTU 1O PAHHLOI BTPATH
(yHKI{{ XOAB6M T4 OIOPH.

Tax, meqaxi aBTOpU MOBiJOMIAIOTH, MO KOPCETHA
Tepanis Ipu CKOJIi03i pifIko MOKA3aHa MalieHTam, 1o
CAMOCTIMHO IEPECYBAIOTHCA, YEPE3 MOKIUBY BTPATY
3AATHOCTI XOUTU BHACTIJJOK OOMEKEHHSA PYXIUBOC-
Ti Tyny6a. Takox BCTaHOBIEHO, MO npu CMA Tuny
I i III, kopcerorepanisd He 3yIUHAE NPOTrPECYBAHHA
cKoJiogy. [Ipu nikyBanHi geomMparii CToI IOBifOM-
JIAETHCA PO 3aCTOCYBAHHA €TAMHOIO IIICYBAHHSA /A
KOpEKLii KOHTpaKkTyp Ta Aedopmanin crom. OfHAK,
JOCHIHUKYA HATOJIOMWYIOTh HA OOEPEKHOMY MifXOAI
10 3aCTOCYBAHHA 11bOT'O METO/Y, IO IOB’43aHO i3 34r-
PO3010 BUHUKHEHHSA BTOPUHHUX aTPO(Dill Ta BTPATH
MAL{EHTOM MOXJIUBOCTI [0 CaMOCTiMHOIO IEpecy-
BaHHA [5, 8, 36]. KpiM TOr0, 3Ha4HE MiCIlE B KOHCEP-
BATUBHOMY METOAI JiKyBaHHA 3ariMae JIOK rta enexr-
POCTUMYJIALLA M'43iB, JUXAJIbHA TEPAIid Ta iH.

PesynpraTy T2 iX O6roBOPEHHA

[Tpu npoBejeHHi TiTepaTypHOTO IONYKY 3 IPO6-
JIEM JI{arHOCTUKM T4 JNiKyBaHHA CMA HaMu BUABIIE-
HO HE3HAYHY KiIbKICTb HAYKOBUX JOCIi/KECHb, IO
CTOCYIOTbCSA  OCOOIMBOCTEN KIiHIKO-OPTONEAUYHUX
npossiB pu CMA B3arasi Ta 1X 3a1€XKHOCTI Bijl TUILY
3aXBOPIOBAHHA 30KPEMA; IMPAKTUYHO BiJCYTHA iH-
(hopMmarid o0 3MiH CTPYKTYPHO-(PYHKIIIOHATBHOI'O
CTAHY KiCTKOBOI TKAHWUHU 32 JAAHUMU PEHTICH-/CH-
CUTOMETPUYHUX i OIOXIMiUHMX JOCTiJKEHD; iCHYE
iH(popMALiIMHUI BAKYYM Y BUBYEHHI 3MiH M’430BUX
CTPYKTYP 32 ZOIOMOIOI0 (PYHJAMEHTANTbHUX METO/IB
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JOCHiKeHHd  (enekTpoMiorpadisd, yIbTPA3BYKOBE
JOCHKEHHA M'43iB, X CHJIOBUX XaPAKTEPUCTHUK)
[IPU CAPKONEHIYHOMY CUHAPOMI, B 3aJEKHOCTI Bif
THUIY 34XBOPIOBAHHA T4 BApiaHTy HOrO mepeoiry; He
CTBOpEHA KIacu@ikaiiga nopymeHb QyHKIiOHAIbHO-
I'O CTAaHY HWKHIX KiHIIiBOK 3aJI€KHO BiJI CUJIOBOTO [ie-
(binuTy M'43iB, BUAY OPTONCAUYHUX IIPOABIB Ta CTY-
IIEHIO X BUPAXKEHOCTI, CTYIEHIO BTPATU (PYHKLII O
CaMOCTIMIHOI'O EPECYBAHHSA IAL[IE€HTA.

BifoMo, 1[0 Ha CbOTOJHINIHIN J€Hb, iCHYE /IBi TOYKU
30py WO/A0 JiKyBAHHA TA NPO)ITAKTUKA OPTONEUY-
HUX 1posBiB npu CMA. IIpuXuIbHUKYA KOHCEPBATUB-
HUX METOJIB JiKYyBaHHA, OCTEPIral0unCh (POPMyBAHHA
BTOPUHHUX aTPO(il M'A3iB Td BTPATU NALi€HTAMU
3MOTH /IO CAMOCTIHOI'O IE€PECYBAHHSA, HAOAATAIOTH
Hd OpPTE3yBAHHI, €TAIHUX TilICOBUX IIOB'A3KAX IPHU
Kopekuii peopmanin, akrusHiin JIOK, enexrpocru-
MyJIALiT M'431B Td MEAUKAMEHTO3HIN Tepamii [23, 28,
30, 33, 40]. Ha nporuBary im, icCHye KaTeropis opTo-
e/iB-HayKOBIIiB, 0 MiATPUMYE AKTUBHY Xipypriuny
TAKTUKY HAIIPABICHY Ha KOPEKIII0 OPTONEANYHOT I1a-
tojorii y nauienTis i3 CMA misxoM BUKOHAHHA pe-
KOHCTPYKTUBHUX ONEPATUBHUX BTPY4YdHb HA KiCTKO-
BUX i M'A30BUX CTPYKTYPAX IPU HEPBOBO-M'A30BOMY
CKOJII031, ANCIIa3ii i BUBUXY CTErHa, KOHTPAKTYPAX
Cyr106iB HWXHIX KiHIIBOK Ta Jedopmalniix CTon
[7]. Bonu mOBifOMIIAIOTH IIPO MO3UTUBHI PE3YAbTATU
Xipypriunux Brpy4anb npu CMA. Tak, asropu Cetik
2024, Chechik 2011 BKa3yloTh HA BiIHOBJIEHHI 3/AT-
HOCTi MalLli€eHTOM CUJIiTH 06€3 MiITPUMKU PYK, TOKPa-
IEHHA KOM(POPTY Ta AKOCTi KUTTA MiCJIA BUKOHAHO]
MYJIBTHCETMEHTAPHOI JOPCANbHOI CTabinizanii xpeod-
Ta Bif rpyanux xpebuis Th2 a6o Th3 no kpuxosoi
KicTKH 260 Tasy [38, 43]. Ha nam noruay, sHAYHUN
pO3BUTOK Xipyprii xpe6ta y mauienTis i3 CMA MOX-
Ha II0B’432TH 3 PO3BUTKOM Y HUX TAXKKOI'O HEPBOBO-
MA30BOI'O CKO/MiO3y, AKUI NPOBOKYE MOCUJICHHA JU-
XaJIbHUX YCKIAJHEHbD, 10 3aiMAIOTh IEplIe MicLe B
netanpHOCTi manieHTiB 3i CMA.

CTOCOBHO XipypriuHux BTPy4YaHb IpH AedHOpMa-
[iAX KiHIiBOK, KOHTPAKTYPaX CyIJI06iB Ta gedopma-
[iAX CTON iCHYIOTh NOOJAMHOKI HOBifjoMneHHS. Tak,
aBropu [33, 30, 47] BKa3yiOTh Ha HEOOXIHICTD BTPY-
YaHb 3 NMPUBOJY OJHOCTOPOHHBOI TA ABOCTOPOHHBOI
HECTA0UIbHOCT] KyJAbIIOBOIO CYII00A Td KOHTPAKTYP
Cyrn06iB y nanienTis i3 CMA 3 Bupa)xeHuM 601b0BUM
CUHAPOMOM i HAaABHICTIO (DYHKLiIOHAJIbHO HEBUTi]-
HUX (JUCKOPJAHTHUX) KOHTPAKTYp. Ha HEOOXiaHICTD
XipypriyHoi KOpexuii KOHTPAKTYp CyI1006iB (KyIbIIO-
BUX, KOJIHHUX, I'OMIIKOBOCTONHUX) npu CMA, 36€-
pPEXEHHA MOXIMBOCTI BEPTUKANI3AIlil TA 37ATHOCTI
0 TIEpeCYBAHHA TallieHTa BKa3yioTh Dunaway 2013.
Taxox gmeaxi 3 asropis (Boulay 2020, Finkel 2017)
MOBiZIOMIAIOTHCA PO MO3UTUBHI PE3YNbTATU (LOCAT-
HEHHA KOPEKILil) XipypriyHuX BTPy4YaHb HA MAKUX
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TKAHMHAX IPU Pi3HUX AeDOPMALAX CTOI — aXiNON-
JTACTUKH, TIOJOBKEHHA CYXOXWUJIKIB, CYXOXKUJIbHO-
M’430BUX TpaHcnosuuin [13, 24, 27]. V nicigonepa-
IiMHNI nepiofy HEOOXiHA KOMIUIEKCHA peabimiTanis,
0 BKJII0Yd€ KOHCEPBATUBHE JIIKYBAHHA T4 OPTE3Y-
BaHHA KiHLiBOK [28, 33]. HeBupimeHuM NOUTAHHAM
3aJMIIAETLCA ATOPUTM BTPYYAHb HA M'AKUX TKAHU-
HaX, KICTKOBUX CTPYKTYPaX CTOI, iX KOMOiHaLii Ipu
pi3HUX 1e(DOPMALLIAX CTOI 34TI€XHO BiJf BUAY Aedop-
Marlii Ta BiKy MaIjieHTa 3 ypaxyBaHHAM YCiX ACIICKTiB
CMA.

TakuM 4MHOM, CTA€ 3PO3YyMIIMM, IO iCHYE HU3KA
HEBUPIIIEHUX MUTAHb, AKi CTOCYIOTHCA [AiaIlHOCTUKH
TA JIKYBAHHA IHATOJOTII ONOPHO-PYXOBOI'O amapary
y nanienTis 3i CMA, a iX BUpilIeHHA IOJATA€ Y IPO-
BEeJICHHA (PYHAMEHTAIbHUX JOCI/PKEHD KiCTKOBOT T4
M’430BOi CUCTEM, PO3POOLi OPTONEAUYHOT Knacudi-
Kalil Ta yJOCKOHANIEHHIO MEJUKAMEHTO3HOI Teparlii,
KOHCEPBATUBHUX TA XipYPriYHUX METOAMK 3AJICKHO
BiJl TUIy 3aXBOPIOBAHHA, (PYHKIIOHAIBHOIO CTAHY
M'I30BUX CTPYKTYpP, XapAKTepy Inepediry 3axBopio-
BAHHA TA CTYIEHIO MOIO IPOrPEeCYBAHHA, BUJY T4
CTYIIEHIO OPTONEANYHUX IIPOABiB, PYHKIIii XOAb0M Ta
OIIOPY.

Ha Ham nornsy, nUTaHHA MEeAUYHOI peabimiranii
nanienTis 3i CMA IOBUHHO HOCUTU MYJIBTUICIUAILI-
HAPDHUN XAPAKTED, BKIIOYATU OPTOIECAUYHUN KOHT-
POJIb T4 KOPEKIIO 1e(hOpMaILiil, BAKOHYBATUCH PA30M
3 JIKApAMU HEOHATOJOTAMU, [€HETUKAMHU, IEiaTpa-
MU, JUTAYUMU HEBPOJIOTAMU, IYJIbMOHOJIOTAMHU T4 iH.
KomiuiekcHuM miAXif npusseje A0 IMOKPAMeHHS Ta
MOJOBKEHHS SIKOCTi KUTTS nauieHTis 3i CMA.

BucHOBKH

1. Jlnga mauientis 3i CMA xapakrepna pisHoMma-
HiTHA OPTONEANYHA ITATOJIOTA — iepopMaltii XxpeoTa,
Tyny0a, HUKHIX KiHI[iBOK Ta CTOI, KOHTPAKTYPU CYT-
N06iB KiHI[iBOK, KA BUKJIMKAE HE JUIIE TPyOE MOPY-
IEHHA (PYHKLINA OIOPHO-PYXOBOTO amapary (OIOpH,
IepeCYBaHHsA TA BEPTUKANi3ALlil), aje 1 MATOJOr{UH]
3MIHU KUTTEAIIBHOCTI BHYTPIUIHIX OpPraHiB Ta CUC-
TEM (AUXAIBHOI, TPABHOI, CEPLIEBO-CYAUHHOI).

2. Ilaromoriga ONOPHO-PYXOBOI'O amapary Ipu
CMA norpe6ye A€TanbHOIO (PyHLAMEHTATLHOTO BUB-
YEHHA 3 YPAXYBAHHAM TUIY 3AXBOPIOBAHHSA, BAPiAHTY
MOT0 1epeoiry, CTany M'430BUX TA KiCTKOBUX CTPYK-
TYp, BiKy IaiieHTa, BUAY TA CTYIECHIO OPTONCAUYHOI
[IATOJIOTII, 4 METOAUKH, IO 3aCTOCOBYIOTH JyId ii KO-
pexuii (MEAMKAMEHTO3HA Tepalis, KOHCEPBATUBHI T
Xipypriuai meroau, iX KoMOiHAIif) — pO3POOKMU Ta
YIOCKOHAJICHHA.
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Orthopedic Manifestations of Spinal Muscular Atrophy: Clarified and
Unresolved Theoretical and Practical Issues

Zyma AM.?, Huk Yu.M.?, Smaba AV." Vatamanesku L.I', Cheverda A.lLZ
Kincha-Polishchuk T.A.?, Skuratov O.1u.”

'MNPE «City Children’s Clinical Hospital» of the Chernivisi City Council, Chernivtsi,
Ukraine

2SI dnstitute of Traumatology and Orthopedics of NAMS of Ukraine», Kyiv, Ukraine

Summary. Spinal muscular atrophy (SMA) is an autosomal recessive disorder
characterized by progressive weakness and muscle atrophy resulting from degeneration
of neurons in the spinal and bulbar parts of the brain. Objective. This study aims to
analyze the literature devoted to the diagnosis and treatment of orthopedic pathologies
in patients with various forms of SMA. Materials and Methods. The study is based on a
retrospective review of articles focused on the diagnosis and treatment of patients with
SMA. The PubMed database was searched for articles published between 2010 and 2024,
with a focus on materials from the last five years. Results and Discussion. The literature
search on musculoskeletal pathologies in SMA revealed a limited number of studies
addressing the clinical and orthopedic manifestations of SMA and their dependence on
the type of disease. There is practically no information on changes in the structural and
Sfunctional state of bone tissue and muscle structures in patients with SMA. No unified
classification bas been found that defines the impairment of the functional state of
the lower extremities depending on the muscle strength deficit, the type of orthopedic
manifestations, and the degree of loss of function affecting independent movement. The
analysis of the literature indicates a lack of consensus regarding surgical strategies for
the treatment of orthopedic manifestations of SMA; the features of surgical interventions
Jor the correction of certain orthopedic manifestations are also not covered, and a
system for medical correction of disorders in the structural state of the bone system
in SMA has not been developed. Conclusions. The pathology of the musculoskeletal
system in SMA requires a detailed fundamental study considering the type of disease,
its progression, the condition of muscle and bone structures, patient age, the type and
severity of orthopedic pathology, while the methods used for its correction require further
development and improvement.

Keywords: spinal muscular atrophy; Werdnig-Hoffmann disease; Dubowitz disease;
Kugelberg-Wallander disease; hip dislocation and subluxation; joint contractures; foot
deformity; literature review; surgical treatment; drug therapy; children.
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