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HEBPOJOrIA

AOCNIAXEHHA

AHani3 qos20cmpoKOBUX pe3ynbmamie mepanii
anznioKo3ugasom anbia y nauicumis i3 Xxsopobow Momne
B peanuHuxX KNIHIYHUX YMOBAX

XBopo6a NMomne, abo rnikoreHo3 2-ro TNy — piAgKicHe reHeTUYHEe 3aXBOPIOBAHHS 3 BTOCOMHO-PeLLeCUBHUM
MeXaHi3MOoM ycnapaKyBaHHs. XBopo6a Momne € ogHUM i3 He6araTbox HEPBOBO-M’I30BUX PO3NAAIB,

AJiSl IKOTO AOCTynHe pocrynHe edpekTuBHe nikyBaHHd. K. Gutschmidt et al. nposenu pocnigyxeHHs

B peasibHUX KJliHiYHUX YMOBAX 3 METOIO BUSHAYUTHU L OBrOCTPOKOBI pe3ynbTatu ¢pepmeHTHO3aMicHOi Tepanii
(P3T) anrnioko3supasotlo anbda y nauieHTiB i3 nisHim nouarkom xsopo6u Momne. Byno nigTeepaxeHo
TepaneBTUYHY epekTuBHictb ®3T ynpoaoBiK nepLumMx pokiB i3 NoAaNbLIMM NOKPALLLEHHIM HU3KW KNiHIYHUX
noxkasHukie. OTpumaHi pesynbraru ony6nikosati y Bsuaanti Journal of Neurology (2021; 268: 2482-2492).

XBopoOy IMomne cnpuunHsie aediuuT hepMeHTy KUCIOoL
o-rmoko3unasu (GAA) y mizocomax (Hers, 1963). Brep-
nre ii 0yno HeszanexHo omucaHo J.C. Pompe, G. Bischoff
ta W. Putschar 1932 p. Kinbkicts myTaitiit rena GAA, 1o 3y-
MOBIIOIOTH Aedinut ¢pepMmeHTy GAA pi3HOTO CTymeHs, 6e3-
nepepBHO 3pocTae: HaTemnep Bizomo moHaa 500. 3a oliHKoO
BEJIMKOI €EBPOINENCHKOI KOTOPTHU, MOIIMPEHICTh XBopoou [ToM-
e y JOPOCIIMX i3 TimepKpeaTMHKiHa3eMi€lo Ta/abo M’sI30BOIO
c1abKiCTIO KiHIIIBOK cTaHOBUTH 2,4% (Meikle et al., 1999).

3arajioM 3axBOPIOBaHIiCTh Ha 110 MATOJIOTiI0 KOJUBAETHCS
B Mexax Bin 1 Ha 200 Tuc. no 1 Ha 40 THC. 3a1€XHO Bill €THiY-
HOT HaJIEXKHOCTI Ta perioHy MpoXWBaHHSI, OXOTUTIOIOUY CIIEKTP
po3ianiB i3 paHHiM (iH(paHTWIbHA (popMa 3 AeOOTOM Y Billi
1o 12 pokiB) Ta mi3HiM nmoyatkom (Poorthuis et al., 1999). Ha na-
HUi yac xBopoba [lomrie i3 Mi3HIM MOYATKOM PO3TJISIIAETHCS
SIK MYJIBTUCUCTEMHUI PO3JIaL, 110 MEPEBaKHO CYITPOBOLKYEThCS
C1a0KICTIO TIPOKCUMATBHUX Ta aKCiaIbHUX M’SI3iB i3 BUpa3HUM
nopyiieHHsM quxaHHs (van der Beek et al., 2006; Toscano et al.,
2019). IManienTn MalOTh BUCOKUI PU3UK MOTPeOU B HEiHBa-
3MBHilf 200 iHBAa3MBHIl IITYy4YHi#l BeHTW AL ereHb (LLIBJT)
(Wenninger et al., 2019).

®3T anrmoko3unasoro anbda (Mio3um*) oTprMaia cXBaleH-
Hs1 y €Bporti 2006 p. Ta BiITOMI € €AMHOIO TOCTYITHOIO (hapMaKo-
Tepamniero xBopoou [Tomrie. 3acTocyBaHHS alrIIOKO3UIa3U ajlb-
¢a, 6e3nepeyHo, CIPUsLIIO 3HAUHOMY TOJIMIIEHHIO KJIiHIYHUX
PE3yJIbTaTiB y MAlli€HTIB i3 paHHIM Ta IMi3HIM ITOYaTKOM 3aXBO-
proBaHHs (Hahn et al., 2018; Chien et al., 2015). ¥ nocimxeH-
HSIX i3 TMONAJIBIINM TEPiOIOM CITOCTEPEXEHHS JIO T1'SITU POKIB,
ne BuBdainy BB O3T B 0cib i3 Mi3HIM pO3BUTKOM IATOJIOTIT,
ITiCJIs1 TOYATKOBOTO MOJITIIEHHS CIIOCTepirajgacsi BTOpMHHA CTa-
Oimizanis abo 3MeHmeHHs cumitoMiB (Scheidegger et al., 2018;
Nagura et al., 2019). IIpore € HeGaraTo po0OiT, TPUCBIICHUX
aHaJIi3y 10BrocTpokoBux pe3y braTiB @3 T y 1iit Koropti XBopux
(Semplicini et al., 2020; Stockton et al., 2020).

Tox K. Gutschmidt et al. (2021) Bupimmiy qocainuT edek-
TuBHIicTh Ta 6e3neky 3T y nmailieHTiB i3 Mi3HIM MOYaTKOM
xBopo6u [Tomrie BIpoaoBX TpUBAJIOro Nepioay B peajbHiit
KJIIHIYHIM MpakTUlli, a caMe CHJIy M’sI3iB, 30aTHICTh Mepecy-
BaTuCs, GYHKIiIO JIeTeHb, a TAKOX 3MiHU/MPOrpecyBaHHs
3aXBOPIOBAHHS ITiJ] Yac JiKyBaHHSI.

Mamepianu ii Memogu gocnigXenns
KpuTepii BKAOUEHHS/BUKAIOYEHHSI

YV GaratonieHTpOBOMY pPETPOCIIEKTUBHOMY JOCTIKEHHI B3N
yJacTh 68 0ci0 i3 xBopoboro ITomre (kiHoK — 51,5%; eBporneii-
iB — 92,6%, asiiiiB — 7,4%) i3 W’ ATH LIEHTPiB HEPBOBO-M 5130~
BUX 3aXBOPIOBaHb, po3TallioBaHuX B Icnanii, Ha TaiiBani, B ITaii
ta HiMeuunni (Spain, Taiwan, Italy, Germany — STIG). Meniana
BiKy Ha MOMEHT BCTaHOBJICHHS JiarHO3y Oyia 43,5 pokiB (MiHi-
MaJIbHM# Ta MaKCUMaJIbHUM — 4 i 69 pOKiB BiAOBIAHO), Ha Yyac
nouatky npoBeaeHHs M3T — 45,5 pokiB. 3arajabHuil Iepion
CIIOCTEPEXEHHSI CTAHOBUB /10 14 poKiB.

Kpurepii BKIIoueHHS MaLiEHTIB Y JOCTiIXKEHHS:

® BiK Bill BOCbMU POKIiB;

e TOTOBHICTh Ta MOXJIMBICTh HaIaTH IIMCHbMOBY iH()OpMOBa-
HY 3TOJly Ha y4acTb;

e TIiATBepIKEeHUI TiarHo3 XBopoou [lomrme Ha ocHOBI MoJIe-
KYJISIPHO-TEHETUYHOTO JOCTIIXKeHHS 32 HAsIBHOCTI IBOX MyTa-
it rena GAA Ta/ab0 BUSIBICHHS 3HIKEHO1 aKTUBHOCTI KUCJIO1
0L-TJTIOKO3U1a3H;

e 3actocyBaHHs1 ®3T npuHaitMHi BIPOJOBX TPHOX POKIB.

KpurepisiMmu BUKITIOUeHHS Oy/Iv: OMHOYACHA YIaCTh B iHILIOMY
KJIiHIYHOMY JOCJiIKEHHI i3 3aCTOCYBaHHSIM aJIrJIIOKO3UIa31
anb(a abo iHIIOro JiKyBaHHS; KJIiHIYHO 3HAUYYIIE OpraHidyHe
3aXBOPIOBAHHSI, 32 BUHSITKOM IOB’sI3aHMX i3 xBopoOoto [Tomre
CHMIITOMIB, 30KpeMa CepleBO-CYIMHHI, MeUiHKOBI, JIETeHEBI,
HEeBPOJIOTiYHi, HUPKOBI IATOJIOTII TOIO; CEPHO3Hi CYITyTHi XBO-
pobu; 00CTaBUHMU, Ki BUKIIOYAIM YYacTh Y AOCTIIKEeHHi a0o
MOTEHIIAHO 3MEHIIYBaJIl BUXKUBAHICTb Malli€HTIB.

MpoueAypu Ta KAiHIYHA OLLiHKA

[ToyaTkoBuit eTan OyB BU3HAUECHMI SIK PiK iHillilOBaHHS
®3T. [MocnigoBHa MOpiYHA KIiHIYHA OI[iHKA BKJIOUaja BU-
3HAYEHHSI CUJIA M’sI3iB, OLIIHIOBAHHSI 3MaTHOCTI MEpecyBaTUCS
Ta (PYHKIIii JIeTeHb.

JI71s1 OLIIHKY CHJIM CKEJIETHUX M’sI3iB BUKOPUCTOBYBAJIN MO-
nudikosany mkany Komitery meauunux pociimkeHb (MRC).
CyMapHMii TOKa3HUK CUJIM ITPOKCUMAJIBHUX M’SI3iB BU3HAYAIN
Ha OCHOBI TaHMX 111010 ITMITHUX (hJIeKCOpPiB, aOMYKTOPIB IjIeya,
(nexcopiB Ta eKCTeH30piB cTerHa. Pe3yabratu npeactaBieHi

Yy BIICOTKAX Bill MAKCUMAJIbHO MOXuBoro 6ana (MRC,, ).
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Mpumitku: MNE — nouatkoswuit etan, MC - noganslue cnocrepexeHHs.

6MWT,  TaFVC,
Ha Tni B3T Y AOBroCTPOKOBOMY nepiofi

., Y NauieHTis i3 nisHim nouarkom xeopo6u Momne

Aganrosaro 3a K. Gutschmidt et al., 2021

O6uncieHHsT GYyHKIIIOHATbHOI BUTPUBAIOCTI 3a pe3yibra-
TOM TECTY ILECTUXBUIMHHOI x0np0u (6MWT) Gyiu repeTtBo-
peHi Ha BiZICOTKM BiJl MPOTHO30BaHUX HOPMaJbHUX 3HaY€Hb
(6MWT%pre »)- Jocmimkenns GyHKILi JIeTeHb BKII0YAIO BUMi-
ploBaHHS (hOpcoBaHOi XUTTEBOI eMHOCTI JereHb (FVC) y mo-
JIOXEHHI CUASIYM i Jiexxaud. 3HaYeHHS Y MOJIOXEHHI CUAsTuYu
MpecTaBIeHi y BiZICOTKAX Bifl MPOTHO30BaHUX HOPMaJIbHUX
3HAYEHb (FVC%pre ) JUI KOPETYBaHHS BIUIMBY TAKUX XapaKTe-
PUCTUK, sIK BiK, Bara, 3picT i CTaTb.

IHAMBIAyaAbHMIA aHaAI3

JI1sl OLiHKY KJIIHIYHUX pe3y/ibTaTiB BUKOPUCTOBYBAJIU CY-
mapHuii 6an MRC,, i moka3HUKH 6MWT%pre . Ta FVC%pre "
JocninHuky BU3HAYAIM, YU TIOJIIMTIIUBCS / TIOTipLIUBCS / Jn-
IIABCs CTaOUIBHUM CTaH OKpeMoro mauieHTa mig yac ®3T.
Haseneni Huxkye rpaHUYHI 3HaYeHHS OY/IM BU3HAYCHI SIK Mi-
HiMaJIbHi KJIiHiYHO 3HAuyIli 3MiHU.

1. MRC,,  :abcomoTHa 3MiHa ITOKa3HUKa NPUHANMHI Ha 2 6asii
(>5,70%) BBazkanacst 3Hauy1010. [11s1 ITOPIiBHSIHHS CepeIHiX 3Ha-
uenb MRC,,  OyB 3actocoBanuit T-kpurepiii Birkokcona.

2. 6MWT%pre o+ TS BUSABJIEHHS CTIMKUX KJIHIYHO 3HAYYIIIUX
3MiH CIYTYBaJIO TpaHWYHe 3HaYeHHs y 10%. Byno BuzHaueHo,
110 Y XBOPUX i3 BiTHOCHOIO 3MiHOIO BinctaHi xoapou Ha >10%
BIUIMB JIiKyBaHHSI BBaXKaBCsl KJIiHIYHO 3HAYYLIMM.

3. FVC%pre o+ @0COITIOTHY 3MiHY FVC%pre . Ha >4% aBTOpU BU-
3HAYMJIM SIK TPAaHUYHY BEJIUYUHY [JIs1 Kjaacudikallii naiieH-
TiB i3 MOTipIIEeHHSIM, CTA0iIbHICTIO 00 MOIMIIEHHSIM CTaHY.
3rimHo i3 kputepiem lllamipo — Yinka, Bci MOKa3HUKU Majin
HOPMaJIbHUI PO3MOII.

Ha mouaTkoBoMy eTtami (pikcyBajau Taki JOJATKOBi HaHi,
SIK BiK, 3piCT, Bara, cTaTh, paca, FeHOTHUII, BiKk HA MOMEHT
BCTAHOBJIEHHSI J1iaTHO3Y, JOMOMiXHi 3ac00M (BUKOPUCTaHHS
iHBaJIiIHOTO Bi3Ka, BEHTWIsILiiiHA MiATPUMKA), CYIyTHi 3a-
XBOPIOBAHHS, TIATOJIOTIi CepPIIs.

CTaTUCTUYHMI aHaAI3

OnucoBuit i JOCHITHULILKAI aHaIi3 MPOBOAWIN IS BCiX
neMorpadiyHux, 0a30BUX XapaKTEPUCTUK Ta OLIHKM Oe3IeKH.
KinbkicHa niHiliHa MoJe/b i3 TapHUM ABOCTOPOHHIM KPUTEPIEM
CrprofeHTa Oy1a BUKOPUCTAaHA IS BCiX METPUYHMX, HOPMaJIb-
HO PO3MOIIEHUX MiICYMKOBUX MOKA3HUKIB MPU MOPiBHIHHI
cepenHixX 3HaueHb. JlaHi BBaXXalyd CTAaTUCTUYHO TOCTOBIPHUMM
pu p<0,05. HopManbHMi1 po3MOIiI ITepeBipsiia 32 KPUTEPIEM
[lanipo — VYinka (B onHomy Bunanky — Konmoroposa — Cmup-
HOBa). MeTpu4Hi 3HaYeHHS 63 HOPMaJILHOTO PO3IOALTY aHali-
3yBaJIv Ta TIOPiBHIOBAJIN 3a JOTIOMOTOI0 KpuTepito BinkokcoHa.

JloHriTynuHanbHUM aHai3 TPOBOIUIU 32 JOTIOMOTOIO 3a-
raJbHUX OMHOBUMIipHHUX JIiHIHHKMX MoJieJielt Ta Moaeeit TiHiHHOT
perpecii. JocainHuKM nepeBipsiid, YM BIUIMBAIW BiIMiHHOCTI
y TSDKKOCTI 3aXBOPIOBAHHSI Ta iHIIMX HE3aJeXKHUX 3MiHHUX
Ha fioro niepe6ir mig vac 3T BiANOBITHO 10 OCHOBHUX KPUTE-
piiB ouinku: MRC FVC i6MWT

%max’ %pred %pred*

Pesynbmamu gocnigXenns
XapakTepuCcTUKM NaulieHTIB

CepenHst TPUBATICTh TIOAAJIBIIOTO CIIOCTEPEXEHHSI XBOPUX
Ha O3T y Bcix MeIMYHUX LIEHTpaX CTaHOBMIA 6,5 poKiB. Yci
nauieHTd Manu gediunt depmenty GAA. Kpim toro, y 85,3%
MiarHO3 TMiATBEPAMBCS MOJIEKYISIPHO-TEHETUMHUM aHaTi30M:
MyTallii B caiiti crutaiicury reHa GAA BusiiieHi y 78 % oci6.

Ha vac BkmoueHHs y nocimkeHHs 4,4% nalieHTiB 3a1exa-
11 Big iHBamigHux Bi3kiB, IIIBJI morpebysanu 33,8%, 3 AKuX
29,4% — neinBasuBHoOI Ta 4,4% — inBasuBHOI. L1omo cymyTHix
3aXBOPIOBaHb Ta cTaHiB: nepen nmoyatkom O3T Oyi1o 3apeecTpo-
BaHO PaHKOBHU rotoBHM 61k (10,3%), apTepianbHy rinepTeH-
3ito0 (16,2%), ckomio3 (17,6%) Ta monepekoBuii nopno3 (22,1%).

OuiHKa cMAM M'913iB

[Mincymxosi nani MRC 6ymu otpumani y 54 manienTiB. Cepen-
e 3HayenHsa MRC,,  cranosuio 77,14% (pucyHok). [lokazuuk
MRC B oci6 i3 xBopo6oto [Tomrre Ha T/1i 3T 3HAYYIIE MOJTII-
mmBcst (Ha 2,66%) Bill BUXiTHOTO PiBHS 10 TIEPILIOTO POKY ITO-
JAJIBIIIOTO CIIOCTepekeHHS 1 HezHauylile (Ha 1,78%) — mo apyroro.

* JNikapcbkuit 3acib Mioanm, NopoLLoK Ans MPUrOTYBAHHS KOHLEHTPATY NS PO3YUHY
ans indysin no 50 mr, sapeectposanmit B Ykpaiti. P/n N2 UA/11618/01/01. Hakas
MO3 Ykpainu sig 03.11.2016 N2 1166; 3minn eHecero: Hakaz MO3 Ykpainu sig

16.03.2021 N2 485.




HEBPOJIOI'IA

OOCNIAXEHHA

[Moyarok Ha nonepepHik crop.\

Tabnuus. MopiBHAHHS KNiHIYHUX pe3ynbTaATIB BigNOBiAHO A0 NoriplweHHs, CTa6iNbHOCTI Ta NONINIWEHHS CTUHY NALiEHTIB
i3 xBopo6oto Momne Big NOYATKY AOCAIAYKEHHS TA YNPOAOBXX NOAANLLIOTO CNOCTEPEXEHHS 30 POKAMMU
MRC,_ n (%) FVC, . N (%) 6MWT, _ n (%)
n MoripwenHsa | Cra6inbHicTe | MoninweHHs n MoripwenHsa | Cra6inbHictb | MoninweHHs n MoripweHHs | Cta6inbHicts | MoninweHHs

MP-nci 44 5(11,4) 24 (54,5) 15 (34,1) 46 11(23,9) 21 (45,7) 14 (30,4) 29 5(17,2) 17 (58,6) 7 (24)1)
nP1-nc2 46 9(19,6) 25 (54,3) 12 (26,1) 43 12 (27,9) 24 (55,8) 7(16,3) 28 3(10,7) 21 (75,0) 4(14,3)
Mnc2-nc3 36 15 (41,7) 17 (47,2) 4(11,1) 37 17 (45,9) 17 (45,9) 3(8,1) 26 7 (26,9) 17 (65,4) 2(7,7)
Mnc3-nc4 23 4(17,4) 16 (69,6) 3(13) 24 10 (41,7) 8(33,3) 6 (25) 18 1(5.6) 11 (61,1) 6(33,3)
nc4-ncs 22 3(13,6) 15 (68,2) 4(18,2) 27 5 (18,5) 11 (40,7) 11 (40,7) 17 5(29,4) 11 (64,7) 1(59)
ncs5-ncé 14 2(14,3) 11 (78,6) 1(71) 21 5(23,8) 13 (61,9) 3(14,3) 13 6(46,2) 5(38,5) 2(15,4)
nce-nc7 10 2(20) 8 (80) 0(0) 14 2(14,3) 10 (71,4) 2(14,3) 9 1(11,7) 5 (55,6) 3(33,3)
ncz-ncs 12 2(16,7) 8 (66,7) 2(16,7) 12 3(25) 7 (58,3) 2(16,7) 8 2 (25) 5 (62,5) 1(12,5)
Mcs-nc9 5 2 (40) 3 (60) 0(0) 8 2 (25) 4(50) 2(25) 7 3 (42,9) 4(571) 0 (0)
Mco-ncio 4 0(0) 3(75) 1(25) 7 5(71,4) 2(28,6) 0(0) 6 1(16,7) 5(83,3) 0(0)
nc10-ncii 4 2 (50) 1(25) 1(25) 6 1(16,7) 2(33,3) 3(50) 3 3(100) 0(0) 0 (0)
nc11-nci2 1 0(0) 1(100) 0(0) 3 2(66,7) 0(0) 1(33,3) 0 0(0) 0(0) 0(0)
nci12-nci3 2 0(0) 2(100) 0(0) 2 1(50) 1(50) 0(0) 1 0(0) 1(100) 0 (0)
Mpumiriw: P = nowarkosuit pisens, MC - noganswe cnocTepexeHns.

He 6yi10 cyrreoro sumxkenns MRC,,  Bi o4aTKOBOIO eTary
IO YeTBEPTOIO Ta IeB’ITOTO POKiB ITOAAJIBIIOIO CIIOCTEPEXEH-
Hs. JIOHTITYIMHAILHUI aHAi3 TOKa3aB, 110 BUXiTHA TSLKKICTh
3aXBOPIOBAHHS HE BIUIMBaia Ha IBUIKICTb 3MiHM MRC
mig yac O3T.

Jomax

OujiHKa A@HUX TeCTy 6-XBUAMHHOT XOAbOM

ITigcymkosi gani 6MWT 6yiau oTpuMaHi y 35 mauieHTiB.
Ha nouatky ®3T cepenHe 3HaYeHHS 6MWT%pre  cTanosuio 70%
(435 m) (nuB. puc.). ITig yac 3T cnocrepiraBcsi MTO3UTUBHMIA
edexr 6MWT%pre 4 TIPOTATOM MEPILMX I'ATU POKiB. 30ibILIEH-
HsI BiIcTaHi Xoap0M 3a Iepiof Bil MOYATKY i IO TEPIIOTo POKy
MOJIAJIBILIOTO crocTepekeHHs: ctaHoBuIo 3,03%. HecyTreBe
MiZBUILEHHS cepeaHiX moka3HuKis Ha 1,93; 0,59 ta 2,21% aB-
TOPHU BiI3HAYMIIM Ha APYTOMY, TPETHOMY i YETBEPTOMY pOKax
MOJAJIBLIOTO CIIOCTEPEXKEHHSI BiAMOBIIHO MOPiBHSIHO 3 TIEPILUM.

VY 13 xBopux Majo Miclle 3pOCTaHHs CepeaHiX 3HaYeHb
6MWT%pre . Ha 4% Ha ’ATOMy POIli TOPiBHAHO 3 BUXiTHUM
piBHeM. Yepes 10 pokiB JlikyBaHHS CIIOCTEpiranocs He3HAUHe
SHIKEHHS CepelHiX MOKa3HUKIB (Ha 16,5%) MopiBHSIHO 3 Ta-
KUMU Ha TIepBUHHOMY eTari. [IporHocTUYHMI JOBrocTpoKo-
BUI pe3yJibTaT 6MWT%pyc 4 HE 3aJIEXaB Bill TSAXKKOCTI 3aXBOPIO-
BaHHS Ha MMOYATKY JOCTiIKEHHS.

OuiHka pyHKLT AereHb

[lincymxosi mani FVC 6ynu orpumani y 57 manieHrtiB. Ce-
peIHE 3HAUCHHS FVC%Dre Y TIONOXEHHi CUISM CTAaHOBUJIO 75%
(muB. puc.). 1o nmepiuoro poKy noaajablIoro CroCTepeXKeHHS
XBOPI 3aIMIIAINACS CTaOLIBHUMMU 3i 3MiHOIO FVC%pre Ha 2%, mpu
LIbOMY 3HUKEHHS CepeHiX MOKA3HUKIB MPOTSATOM yCiX Hac-
TYIHUX POKiB cTaHOBMIIO 1,82-21,25% (MOPiBHSIHO 3 TIEPIIAM
POKOM ToJajbIoro croctepexeHHs). CepelHiil moka3HUK
FVC%pre o 3HAYYIe 3MEHLIMBCSA Ha YETBEPTOMY Ta I€B’ATOMY
POKax MOJAJIBILIOrO CriocTepexkeHHs — Ha 3,88 i 14,93% Binmo-
BiITHO MOPiBHSIHO 3 BUXiAHUM PiBHEM.

IIporpecyBanHs FVC%pre o Tmimyac @3T y GinburocTi mauieHTin
(83,5%) MOXHa MOSICHUTH TSIKKICTIO 3aXBOPIOBAHHST Ha MOYATKY
JikyBaHHS. [TallieHTH 3 HUDKYUM CTYIIEHEM TSKKOCTi XBOPOOU
[ToMme moka3zanu momipHilne 3HKEHHS FVC%precl MTOPiBHSTHO
3 TAKUMM i3 TSKUOI0 (hOPMOIO MATOJIOTi1 Ha BUXiITHOMY PiBHi.

OujiHKa iIHAMBIAyaAbHUX 3MiH

JlocnigHUKY TTOPiBHIOBAJIU JaHi KOXHOTO MallieHTa Ha T
®3T y mepion momanpIIoro CIIOCTEPEXKEeHHs i3 POKY B piK
3a TpbOMa KPUTEPisIMU iHAMBIAYaJIbHUX 3MiH CTaHY:

o TIOJIMILIEHHS;

e cralimizanis;

e TIOTipIIEHHS.

Ipu ouinui MRC,  6inbiicTs XBOPUX 3aMUINANUCS
CTabiTbHUMHUIO HA TIEPUIOMY POILi Ta y HACTYMHUIA mepiof
JI0 JIEB’SITOTO POKY MOPIiBHSHO 3 BUXiTHUM piBHEM (TaOauList).
[pu sicrapnenni MRC,,  3a Bech mIepiof IOCIILKEHHS y Cepe-
HBOMY B TPETUHU MALIIEHTIB CIIOCTEPITAIOCS MOJIMIIEHHS CTaHY,
11Ie TPETUHA 3aJTUIININCS CTa0IBHUMU i Y TPETMHU MaJIo Miclie
TMOTIPIIEHHSI 0 IEB’AITOTO POKY TIOAAJIBILIOTO CITOCTEPEKEHHSI
MOPIBHSHO 3 MTOYATKOBUM €TANOM JTOCTIIKEHHSI.

ITpu anamisi FVC%pred MOJITIIEHHS CTaHy OyJIO BiZ3HaueHe
y 30% mnaiieHriB, moripiieHHs — y 24% Ta BiACyTHICTb 3MiH —
y 46% Ha TiepIIoMy poIIi TTOJATBIIOTO CIIOCTEPEKEHHSI TIOPiB-
HSTHO 3 BUXiJIHUM piBHEM.
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Ouirka 6MWT,  nokasana, o y 24% XBopux BUsIBICHE
MOJIMIIeHHS cTany i 59% 3anumanucs cTabiTbHUMU Ha Tep-
LIOMY POIIi TIOAATBIIOTO CIIOCTEPEKEHHS MOPIBHSHO 3 MOYaT-
KOBMM €TarnoM nociiakeHHs. [IpoTsarom nepuimx mectu pokis
ITOJAJIBIIIOTO CIIocTepexXeHH s >60% yJacHMKIB My CTabiIbHI
3HAYEHHSI TTOPiBHSIHO 3 MUHYJIUM POKOM.

OujiHKa A@HUX Y AOBrOCTPOKOBIi NepcrneKTUBi
OCKIiNBbKM I TTOMaNBIINM CIIOCTePEXEHHIM IepeOyBa-
Jla HeBeJIMKa KiIbKiCTh maiieHTiB 3a TpuBanocti @3T OibIi
Hix 10 poKiB, CTATUCTUYHUIA aHAIi3 MaB 0OMeXeHY LiHHICTb.
O1iHOBaHHS M’S30BOi CHJIM IT'SITH XBOPMX BiKOM 10 12 pokiB
He TT0KAa3aJio CYTTEBUX 3MiH 3a cymapHuM 6aiom MRC. ¥V nBox
TMaLi€HTIB CIIOCTEPITraNocs 3HWXEHHS CEPeTHbOTO MOKa3HMU-
ka 6OMWT Ha 12-My polli MOPiBHSIHO 3 BUXiIHUM PiBHEM.

%opred ; |
Y BocbMU yuyacHUKIB Majio Miclie 3MeHeHHs1 FVC

%pred”
AHaAi3 HeCrnpUsAITAMBUX SIBULLL

Anani3 Tutpy antutin 10 GAA, nposeneHuii y 62,3% maiieH-
TiB, MoKa3aB BapitoBaHHs Bix 0 1o 204 800, mpuuomy B 27,5% —
Bin 1:1000 mo 1:10 000,y 10,1% — Huxue 1:10001y 8,7% — Burie
1:10 000. V neB’satu xBopux 3adikcoBaHo 12 peakiiit, moB’s-
3aHUX 3 iHDY3i€l0, ABi 3 IKMX Mpu3BeH 10 MpunuHeHHs O3T
0€e3 BiIHOBJIEHH JIIKyBaHHs. ¥ BCix iHmmx Bunaakax 3T Oyio
nponoBxeHo. KpiMm Toro, 1iie y ecTy y4acHUKIB MobdiuHi eex-
TH Oy/I1 KitacugikoBaHi sIK He 1ToB’s13aHi 3 O3T.

DG2oBopenns

Mertoto nocmimkernHs STIG Oyno oiHUTA ePeKTUBHICTH all-
[JIIOKO3M1a31 abda y MalieHTiB i3 XBopoooio [Tomrie B 1oBro-
CTPOKOBOMY Miepioai — Bz 3 10 14 pokiB, OCKIJIbKY Ha ChOTOAHI
€ JIi1lIe OOMEXXEHi IaHi 1110J10 TPUBAJIMX KYPCiB JiKyBaHHS MPO-
TSTOM ITOHAJ IT’ITH POKiB. Bukopucranusa %pred mjist mokasHu-
kiB 6MWT ta FVC [103B0JI1I0 OTpUMATH JOCTOBIPHi 3HAYEHHS
He3aJIeXKHO BiJl CTaTi Ta BiKY.

3a pesynbraTaMu, HaliKpauiuii TepaneBTHaHUi epekt O3T
Ha 3araJbHOMY piBHi OyB 3apeecTpoBaHMii 3ritHo 3 6MWT.
Haii6inpmr criiikuit mosutuBHuil BrumB 3T crioctepiraBes
IO CbOMOTO POKY IMOJANBIIOTO CITOCTepekeHHsI. M s130Ba cuta
3aMIIanacs CTabiIbHOIO MPOTITOM 6araThboX POKiB, ajie 3roJJoM
OyJ10 Bin3HaueHe i1 moctynoBe 3MeHIeHHs. [llono mokazHuka
FVC mano miciie Bupa3He 3HMKEHHS i3 TOTipIIeHHSIM TTiCIIst
nmouatky ®3T Bin 5 mo 10 pokiB..

Pesynpratu Bunpo6yBanss K. Gutschmidt et al. (2021) Bin-
MOBIAIOTh OTPUMAHUM B iHIITUX POOOTaX i3 MOAIOHMMHU YU KO-
POTHIMMH TEpiofaMu CIIOCTEPEXEHHSI, a TAKOX JaHUM JIOCITi-
IKEHHST 332 TOIIOMOI'OI0 MarHiTHO-pe30HaHCHOI ToMorpadii,
10 MOKa3yIoTh IIPOTpecrBHE 30iIbIIeHHS (paKilii KUPOBOi
TKaHWHY B M’s13ax mauieHTiB Ha ®3T (Figueroa-Bonaparte et al.,
2018). [To3uTuBHI e(peKTH Bim3HAUECHO ITPOTATOM ITOYATKOBUX
etarniB 3T i3 BTOpMHHUM 3HMKEHHSIM Y OLTbLIOCTI MALIIEHTIB,
TOOTO y MepILIi ABa Micsili, repii 2-3 poku ado mepii 3-5 pokiB
(Nagura et al., 2019; Harlaar et al., 2019).

TakoX oTprMMaHi pe3yJbTaTH € 3iCTAaBHUMU 3 TaHUMM (PpaH-
LIy3bKOT'O peecTpy XxBopoou [lomrie, BiimoBinHO 10 SIKUX OyJI0
3aikcoBaHe MOYATKOBE MOJIMIIEHHSI TOKa3HUKiB 6MWT
i3 T[PaHUYHUM 3HAYEHHSIM 2,2 pOKY Ta 3HaYHE MOKpalllaHHS
MOTOPHUX (PYHKIII} YIIPOIOBXK MEPIIMX TPhOX POKiB. Y H0CIi-
IDKeHHI (paHIly3bKOro peectpy xBopoou [lomMme mpu oriHIi
FVC BusiBneno Haiicnabmmii epext 3T, moaioHumii 10 naHnX

ApantosaHo 3a K. Gutschmidt et al., 2021

K. Gutschmidt et al. (2021), a came 3H1keHHst Ha 0,9% Ha piK.
B iHIIOMY MixXHapogHOMY JOCTiIXKEHHIi 0yJ10 ITOKa3aHO cTali-
Jizartito ¢hyHKii nereHb Ha 0,17% 3a pik IPOTATOM 5-pidHOTO
nepioay croctepexxeHHs (Semplicini et al., 2020).

OuiHKa iHIUBiAyaJIbHUX 3MiH Y JOCIIIKYBaHIi OISl
NPOAEMOHCTPYBaJla nosinuenHs snadeHHs MRC,,  nopiBHs-
HO 3 BUXITHUM Y TpETUHU NauieHTiB. binsbko 60% yyacHuUKiB
MaJiu cTaliabHi 200 MOKpallleHi MOKa3HUKU 6MWT%pre 4 o=
PiBHSIHO 3 BUXiTHUMM MPOTSATOM TEPIINX HIECTH POKiB HA TJIi
®3T. 10BrocTpoKOBi IaHi TiCJIsi CEMU POKIB JIiKyBaHHSI 3aJI1-
1IAIOTHCS HEBU3HAYEHUMHU, OCKIJIBKU OYJIO MpoaHaii3oBaHO
MaJjly KOTOpTy XBOpHX.

oo aHamizy 3HaYEHHS FVC%prc 4 — CTalOIbHMIA CTaH na-
umienTiB Ha 3T Oys0 Big3HAYE€HO IO IIOCTOrO POKY. 3r0I0M
y OLTBLIOCTI XBOPUX MAJIO MiClle 3HVKEHHS JAHOTO MTOKa3HMKa
Ha 4%. OCKiJIbKY y 3arajibHiii MOMyJIsILIii MalieHTiB i3 XBOpoOOIO
[Tommie 3a mpupogHOro Mepediry nependayaeTbCcsl SMEHIIEHHS
FVC%pre 4 Ha 1-4,6% 3a pik, MOXHa CTBEPIKYBaTH, 1110 Y Tepe-
BaXKHOI YAaCTKU JOC/iIXKYBaHUX YYACHUKIB CIIOCTepiranaucs oo-
mexeHi mepeBaru 3T (Lachmann, Schoser., 2013). ¥V 18 xBo-
pux Oyna morpeba posmouatu HeinBasusBHy LIIBJI. OmHax
MUTAHHS, Y1 TaKa J0JaTKOBA JIeTeHeBa Tepartist iCTOTHO CIIPUSIE
crabinizalii ctaHy oci6 i3 xBopo6oro [ToMmne Ha mi3Hiit cTamii min
yac ®3T, 3anumaeTbcs BiZIKPUTUM.

BussneHo, 1o TpuBasa TepaneBTUYHA €(DEKTUBHICTh
€ HAallHUKYOI0 CTOCOBHO EMHOCTI JIET€Hb, TOMY i3 4aCOM XBO-
pi motpedyioth nomatkoBoi IHIBJI. Tox ockinbKu guxanbHa
HEJOCTATHICTh € HAaUacTilllo0 MPUUNHOIO CMEPTi MPU XBO-
po6i [ToMne, BaxJIMBO MPUALISITHU OLIbLIY YBary MOJiMIIEHHIO
dyukuii rerens (Gungor et al., 2011).

OKpiM TOTO, pe3yabTaTh MOTOYHOTO AOCIiIKEHHS Je-
MOHCTPYIOTb, 1110 TSKKICTh 3aXBOoploBaHHs Ha moyatky M3T,
iMOBiIpHO, HE YMHUTH CYTTEBOIO BIUIMBY Ha 3araJbHUIA KJIi-
HiYHUU Tepedir MaToJIorii y XBOPUX HA TPUBATIOMY JIiIKYBaHHI.
e y3romxyeThcs 3 TaHUMU JOBFOCTPOKOBOTO JOCIXKEHHSI,
OTPMMaHKUMMU Yy TALi€HTIB i3 xBopoboto [Tomrme Ha i P3T
(Harlaar et al., 2019).

Bucnoeku

Pesynsratu nocnimkenns STIG npopeMoHcTpyBaiu, IO 3ac-
TOCYBaHHSI aJTJIIOKO3MIa3! aibda SK JKYBaHHS MIepIIoi JTiHil
npu xBopoOi [Tommne € BunpaBaanum. byno mokaszaHo movar-
KOBMIi cTabinbHMii mo3utuBHUi epekt D3 T Ha HaliBaXTUBILLI
KJIiHIYHi HaCiIKK Ta 0OMeXEeHY JOBIOCTPOKOBY KOPUCTb 1IO/I0
crabinizauii crany nauieHTiB Ha i ®3T. Takox, sIK BBaXa-
I0Th TOCJTIIIHUKM, HA OCHOBI OTPUMAaHUX JaHUX MOXHA JiATH
BUCHOBKIB, 1110 3T no6pe nepeHocuIacs MpoTsSroM TpuBajio-
IO TIepiofy CIIOCTePEXXEHHS a TUTPU aHTUTLI, HalliMOBipHilIle,
He BIUIMBAJIM Ha BiAIOBiAb NALli€HTIB HA JIiKyBaHHSI.

OKpiM TOrO, aBTOpPHU 3ayBaXylOTbh, IO TOCHIIXEHHS OYyJ10
MpOBeIeHE ¥ peaibHUX YMOBaX, 3aBASIKMA YOMY OYJIO TiATBep-
JIKEHO BaXKJIMBICTh BCTAHOBJICHHST Y3rOIKEHUX MiXKHAPOIHUX
CTaH/aPTiB MOAANBIIOrO KJIiHIYHOTO CIIOCTePEeXEHHS. Takox
HeoOXiqHe MpOoBeNeHHs T0AaTKOBUX AOCHiIXKEeHb IS 3a0€3-
TeYeHHST HaliifHIIIOro JOBrOCTPOKOBOTO MOHITOPUHTY CTaHY
MalieHTiB i3 XxBopooOoto [Tomrte Ta mokpaiieHHs e(peKTUBHOCTI
Teparii.

Migrorysana OneHa Kopo6ka
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