


LLlaHOBHi 6aTbKK Ta NawieHTH 3i cniHanbHOK M'A30BotO aTpodieto!

A1, Ak npe3ngeHT PoHay «[iTi 3i cniHaNbHO M'A30B0t0 aTpodieto», o 3 2004 poKy NPaLOE 3 METOH NiIATPUMKM TUX, XTO
»KMBeE 3 Lji€elo xBopoboto, 3BepTatocs 40 Bac i3 NoBaroto Ta Hagieto. Bci gopocni 3i CMA — ue aitv 3i CMA, o Bupocau.

Mw BipMMoO B Ball NoTeHLUian i 6a4MMO 3HAUYHI MOXKIMBOCTI Ta NEPCNeKTUBK, AKi BU maeTe. CMA moxke ByTU BUKAMKOM, asie MU
CTOIMO NOpYyY 3 BaMu, rOTOBI ZOMNOMOITH Yy Balnx 60poTb6i i MOLWYKY ONTUMAIbHUX PilleHb.

3apeecTpoBaHi HOBITHI TEXHONOTIT € Ay»Ke BaxKIMBUMM Yy BopoTb6i 3i cniHanbHO M'A30Bo0 aTpodieto. Ha Lelt yac BxKe
33CTOCOBYETbCA AEKiNbKA NiKAPCbKMX 3acobiB, AKi 4ONOMAratoTb 3MEHLWUTU CUMITOMM XBOPOOM Ta MIABULLMTU AKICTb KUTTA
navieHTIB.

Kpim Toro, HayKka Ta MeauLMHA He CTOATb Ha MiCLLi, MOCTIMHO NPOBOAATLCA KNiHIYHI AOCNIAMKEHHA HOBMX NpenaparTiB Ta
TEXHO/OTiN ANA NiKyBaHHA chiHabHOI M'A30B0i aTpodii. Lii AocniaskeHHA 003B0ONAIOTL Kpallle 3p03yMiTU XBOpOoby Ta po3pobnsTu
HOBI eEeKTUBHI MeToAM NiKyBaHHA.

Mmn po3ymiemo, O Yac € BaXKANBUM YNHHUKOM Yy 6opoTbbi 3i CMA. Tomy M nparHemo nolimproBaTh 06i3HaHicTb Npo
Lto xBopoby, NPOBOAUTU OCBITHI 3axo4M Ta NIATPMMYBATU AOCNIAKEHHS, CNPAMOBAHI HA MOLWYK HOBMX METOAiB /NiKYBaHHA Ta
NONINWEHHA AKOCTI XUTTA NauieHTis 3 CMA.

Mu nparHemo CTBOPWUTWU NPOCTiP, A€ BaXK/AMBA KOXKHa NtogMHa. KoMyHiKauia miX nauieHTamu Bigirpae HaassMyalHO
Ba)K/IMBY ponb. BoHa gonomarae noginutuca AoCBifom, 3HaNTM NIATPUMKY i B3aEMOPO3YMIHHA. B MoxKeTe 3HalTK Ntoaen, aKi
NpPoXoAATb Ti ¥ BUNPOBYBaHHSA, WO i BM, Ta CMibHO AiMTUCA eMOLISMM Ta PaZicTio B MaJIeHbKUX nepemorax. BiguysaiTte cebe
YaCTUHO HaLLOT CMiNbHOTK, B AIKilA MU PO3YMIEMO OfIHE OAHOTO Kpallle, HiX XTO-Hebyab iHLWWIA.

Llei 6ykneT po3pobieHOo CriibHUMM 3YCUNNAMM EKCMEPTIB 3 YCbOro CBIiTY, W06 A40NOMOIrTM 3p03yMiTH BCi BUKANKKM CMA.
Haw ®oHa 3aBXKaM roToBuiA NiATPUMATH Bac y Lii 6opoTbbi. M po3ymiemo, HaCKiNbKKM BayXKKO Lie MoKe ByTu, TOmy He copomTecs
3BepTaTUCA 40 Hac 3 ByAb-AKMMM NUTaHHSAMKM abo noTpebamu. byabTe MiLLHMMM, BNEBHEHUMM B CBOIX CM1axX Ta He 3abyBsaliTe, Lo
BM He cami.

3 nosaroto,
Mpe3naeHT doHAay
Bitanin MATIOLLEHKO
Peectp nauienTis 3i CMA
https://urp.csma.org.ua/
CropiHka ®oHay https://csma.org.ua/
deiicbyk npeacrasHuLTBo https://www.facebook.com/childrenSMA

KepiBHMuTBO A0 MiKHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.



i !
SR = =

[ .f' . WS
hi:l ¢ DIFFEREN |



SMICT

Po3gin 1l 5
Bctyn
Po3gin 2 11

leHeTuKa i giarHocTuKa

Po3gin 3 18

®disiotepania i peabinitauin

Po3pin 4 24

OpToneguyHa Tepania

Po3gin 5 29

XapuyBaHHSA, picT i CTaH KiCTOK

Po3pin 6 33

[OunxaHHA (pecnipaTopHe i nyaibMoHoONOriYHE NiKyBaHHA)
Po3pgin 7 37

IHWi opraHu i cuctemu

Po3pin 8 38
Nikn
Po3gin 9 39

HeBigknagHa gonomora

Po3gin 10 41
3He6ont0BanbHi 3acobu

Po3gin 11 42
3actocyBaHHA HOBUX BuAiB NikyBaHHA CMA
Po3gin 12 a4

ETUYHiI MmipKyBaHHA i MOXXAUBOCTIi BUbOpY

KopwucHi pecypcu 45
JopaToK 46
CnucoK nitepatypu 48
Fnocapin 49

KepiBHMuTBO A0 MiKHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.



-

AKLLO Ue KepiBHULUTBO YMTAE
MOJ1043 t0OAMHa, TN BapTO
obroBoploBaTu NpoYnTaHe
3 KWMOCb, XTO 00i3HaHWI

I3 LM 3aXBOPIOBAHHAM,
HanpMKNad, 3 Mamoko Ym
TaTOM, NMiKAYyBaZbHMKOM abo
MeaNYHMM NPaLLIBHUKOM
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PoO3aIN1

BCTYI

Lle KepiBHULTBO NpUCBAYEHE CTaHAAPTAM
NiKyBaHHSA HaMnowmpeHiwoi popmu criHasibHOI
m’a3oBoi atpodii (CMA), Bigomoi Ak 5g-CMA
(auB. po3ain 2, «feHeTUKa i AiarHOCTUKa»).
BOHO npu3sHayeHe gna [Opocaux i Monoaux
noaen, xsopux Ha 5g-CMA, a TakoXK gna
6aTbKiB i NikNyBanbHUKIB giteit 3 5g-CMA.
MeTa KepiBHMUTBA — HaAaTu iHpopmaLiito
NpPO MOX/MBE NiKYyBaHHSA, WO6 nauieHTn Ta
IXHi 6aTbKM i NiKNYBaNbHUKN MOI/IN aKTUBHO
06roBoprOBaTN 3 MEAUYHUMM NPALLIBHUKAMM
MOLUYK HalKpaLuMX WAAXiB KOHTPOAtO nepebiry
XBOPOO6M, B TOMY YMC/i HAABHI BapiaHTH
NiKyBaHHSA 1 MOX/MBOCTI BUbOpY.

IHbopMmaLia i nopaan He HagalTbCA AN1A TOro,
o6 3aMiHUTM NOCAYIM MegUUYHUX NPALiBHUKIB
i NikyBanbHUX 3aKnagis. JJopocamm ocobam

3i CMA cnig obroBoptoBatv 3 MeAUYHMMM
npawiBHWKaMU BCi NUTaHHA, NOB A3aHi 3i
340p0B M. CXOXKMM YMHOM, BaTbKam abo
NiKAyBaJibHUKaM CNiA pO3rnagaTu 3 Nikapamu
BCi NMTAHHA, WO CTOCYIOTbCA CTaHy 340P0B’'A
AWUTUHMW, 33/1y4al0un B OOroBOPEHHSA AUTUHY,
AKLWO ii BiK 4,03BOSE Lie 3p0buTn.

JouinbHO MaTh 3 cO600 NPUMIPHUK LbOTO
KepiBHMLITBA KOXKHOTMO pasy, KoAv Bam noTpibHa
[0MNOMOra YM KOHCY/IbTaLligd MeauYyHUX
npauiBHKUKIB, He 3HaioMmux 3i CMA. AKLo

Le KepPiBHULITBO YNTAE MO10Aa NOAMHA, i
BAPTO YMTATM MOMO 3 KUMOCb, XTO 06i3HaHUM i3
LMM 3aXBOPIOBAHHAM, HaNpuKAaa, 3 MamMolto
YK TAaTOM, MiKJYyBaNbHUKOM ab0 MeaNYHUM
npawuiBHUKOM.
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Lo Take CMA?

CniHanbHa m’a3oBa atpogia (CMA) — ue

iAKiCHe reHeTUYHe cnaaKoBse Helipom’a3oBe
A A

3axBoploBaHHA. BOHO BUK/IMKAE NpOrpecusHy
cnabkicTb m’a3iB i BTpaTy MOX/IMBOCTI pyxaTuca
yepes BUCHaXKeHHA (aTpodito) m’azis. Lie moxe
BMJIMHYTU Ha 34aTHICTb NOB3aTU i XOAUTH,
AMNXaTH | KOBTATU, @ TAKOXK PyXaTu pyKamwm,
KUCTAMM, FOI0BOIO i WUELD. ICHYIOTb pi3Hi popmu
CMA i LWMPOKKUM fiana3oH CTyNeHiB TAMXKKOCTI
3aXBOPIOBAHHA Yy AiTe, MONOAUX Ntogei i
popocnunx. binbw nowupeHi popmu CMA Bigomi
AK «5g-CMA» i 4acTo onNUCyIoTbCA AK NeBHUM
«tun» CMA (gmB. «fIK KOPUCTYBATUCA LUM

KepiBHULTBOMY).




lpyna po3pobHuMKiB BpaxoByBana
TOM ¢aKT, Wwo 3abe3neyeHicTb
Pi3HMX KpaiHax pecypcamm
HeogHaKoBa, TOMYy CTBOpUAA
peKomeHaaLLii Ha OCHOBI
MiHIMaNIbHOrO piBHA gornAay u
NiATPUMKM, Wo Bci ocobu 3i CMA
NOBWUHHI OTPUMATU HE3ANEXKHO Bif,

TOro, Ae BOHU XNBYTb

AKUMU € CTAHOAPTU

NIKYBAHHA CMA?

MiXKHapogHW KOMITET, 4,0 CKNaay AKOro
BXOANAM MeAMYHi NpauiBHUKK Ta daxiBu,i

i3 po60TK 3 NauieHTamu, po3pobus
pekomeHAaL,ii 3 KOHTpoto nepebiry
3aXBOPIOBAHHA Ta JIiKyBaHHA AiTen, Moioaux
nogeit i popocnunx 3i CMA . PekomeHgauii
6ynun onybnikosaHi ana cimen y 2007 poui sK
«MixkHapoaHi ctaHaapTh nikyBaHHA CMA»?,
BiaToai 3’aBnnoca aepani binblie ceigyeHb
npo Te, Wo nauieHTn 3i CMA Ta ixHi cim’i
MOXYTb OYiKYBaTV BULLOI AKOCTI XKUTTA, HiXK
6yna MOXK/MBa B MUHY/IOMY, NEPEBaXKHO
3aBAAKM PO3BUTKY MeAUUMHMU 1 NOABI HOBUX
MOK/IMBOCTEMN NiKYBaHHSA.

Ctano o4eBUAHUM, LLLO OPUTIHANbHI
CTaHOAPTU BXKE HANEKHUM YAHOM He
Bifl06paXkaiv NoKpallLeHb Ta 3MiH y niaxoaax

[0 NiKyBaHHA M KOHTPoOO nepebiry xsopobwu.

Ockinbku KoHTpob Nepebiry CMA morke
BMMAraTu AOCBIAY | 3HAaHb PiI3HOMAHITHUX
¢daxisuis, y 2016 poui B poboTy Hag,
OHOB/IEHHAM CTaHAapTiB 6ynn 3anyyeHi

26 eKkcnepTiB i NpeaCTaBHUKIB MNaLEHTIB

3 AeB’ATU KpaiH2. MpoTArom Lboro yacy
nepwmnin npenapart 4na nikyeaHHAa CMA,
Spinraza® (iHoai BigomuiA nig, mikHapogHot
HenaTeHTOBAHOK HA3BOK — HYCiHEPCEH),

6yB cxBaneHui y CLLUA. Xoya ue ctano
3HAYHUM JOCATHEHHAM, TaKi NpenapaTu He
NPOMOHYKOTb MOBHOMO OAYKAaHHA | NOBUHHI
3aCTOCOBYBATUCA OAHOYACHO 3 ONTUMAJIbHOO
NiATPMUMYBaANbHOO TEPAMIEID Ta KOHTPONEM
nepebiry xsopobu. 3 ornagy Ha ue noTpeba

B OHOBJ/IEHHI KepiBHMLTBA CTana Wwe
HaranbHiLOto.

He3anexxHo Big TOro,

Y OTPUMYE XTOCb
MeANKaMEHTO3HE JliKyBaHHA,
HaNeXHa NiagTPUMyBanbHA
Tepania — B TOMY YKUCAhi

KOHTPO/Ib CUMNTOMATUKN
pa3om i3 3abe3nevyeHHAM
NCUXONOTIYHOro 1 coLliaibHOTO
nobpobyTy — € OCHOBOIO
ANA AOCATHEHHA HAaWMKpaLwLoi
MOXNNBOI AKOCTI KUTTA.
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EkcnepTn 6ynu nogineHi Ha poboui rpynu

3rigHo 3i cBOEIO chepoto crneuianizauii. Y mexax
cneuianizauii 3aBA4aHHA ekcrnepTiB NOAArano

B MOLLYKY OCTaHHIX HAYKOBUX AaHMX Ta AYMOK
creujanicTiB 3 yCbOro CBIiTY LWOA0 HAaNKPALLLOro
NiKyBaHHA Ta KOHTPO/O Nepebiry xBopobu. BoHu
nepernagany Haykosi nybnikauii Ta 3sepTanuca
Nno AYyMKY 6araTbox iHLIWUX Mi*KHaPOAHUX
eKcnepris.

YYacCHMKM rpynun BU3HANWK, WO iCHYE obmexkeHa
KiNIbKiCTb AOCNIAKEHb, NPUCBAYEHNX AOPOC/TUM
nauieHTam 3i CMA, 3a3Ha4vatoum BogHo4ac, o
YnMmano obroBopeHb i peKOMeHAaL,iN CTOCYTbCA
ONTUMaAbHOI NiATPMMYBaAIbHOI Tepanii Ak ana
AiTen, TaKk i Ana gopocamnx. KAyoBMM YUHHUKOM
ONA BUSHAYEHHA HaMONTUMAJIbHILLIOTO BTPYYaHHS
" Tepanii 6yB «pyHKLLIOHANbHWUIN CTATYC» ANTUHM,
MO10401 NH0ANHM a0 A0POCAOro — YM MOTN
BOHU cUAiTK, ctoAaTn abo xoantu, yn CMA
BMN/INBANA HA IXHE AUXAHHA, AKI iHLWI NOBCAKAEHHI
CrpaBu BOHM MOI/IM BUKOHYBATW. 3 ornagy

Ha Le 3anponoHOBaHi CTAaHAAPTU NiKyBaHHA
CTOCYIOTbCA BCiX BIKOBMX rpyn.

BoaHouac ekcnepTn NOrognAnch, WO chig,
30cepegnTn nNoaasnblli 3yCUANA Ha BUBYEHHI
gnmey CMA i3 NAINHOM XUTTA NIOANHU Ta
Bi4MNOBIAHOI NiATPMMYBAIbHOI Tepanii 4OPOCANX
naujienTiB. Y 6aratbox KpaiHax naaHyHTbCA

ab0 BXKe peanisoByloTbCA iHiLiaTUBW, LLO
CNPUATUMYTb BUBYEHHHIO LIMX MUTAHD,
NPOKNAAA0YM WAAX AN PO3POOKM MaNDBYTHIX
CTaHAapTiB NiKyBaHHA. pyna po3pobHuKiB
BpaxoByBa/ia TOM PaKT, Wwo 3abesneyeHicTb
Pi3HUX KpaiHax pecypcamun Heo4HAKOBa, TOMY
CTBOpWIA peKomeHaalil Ha OCHOBI MiHIManbHOro
piBHA Aornaay M NiATPMMKMW, LLLO BCi 0cobU 3i
CMA noBWMHHI OTPMMATK HE3ANEXKHO Big TOro, e
BOHMW XMBYTb.

Y nuctonagai 2017 poKy, nicna nposBeaeHmx
3ycTpivelt i obrosopeHb, 6ysno onybnikoBaHoO ABi
HaYyKOBi CTaTTi 3 OHOB/JIEHUM KepiBHULTBOM>,
CTaTTi 6ynun HanucaHi AnAa MeaAnYHUX NPaLiBHUKIB

i MiCTUAM YNMANO CKNAAHUX MeANYHNX TEPMIHIB
i AeTanbHOI iHPopMaLi, AKOI MeaNKN MOXKYTb
KOPUCTYBATUCA Nif, Yac WOAEHHOro A0rAa4y 3a
ocobamu 3i CMA.

HayKosi ctarTi, onybnikoBaHi B 2017 poui

e [liarHOCTYBaHHSA i KOHTPO/b Nepebiry
cniHanbHoi m’a30Boi aTpodii:

YactuHa 1: PekomeHaalii woano
AiarHocTyBaHHA, peabinitaLii, opToneanyHoi

Tepanii Ta NiKyBasbHOIO XapyyBaHHA

e [liarHOCTYBaHHSA i KOHTPO/b Nepebiry
cniHanbHOI M’A30B0I aTpodii: YacTuHa 2:
lNynbMmoHoANOriYHEe NiKyBaHHA i iIHTEHCUMBHA
Tepanis; NikapcbKi 3acobu, [ofaTKM Ta
iMYHi3aLif; iHWi cMCTeMM OpraHiB, €TUYHI

NMUTAaHHA




Acouiauia TREAT-NMD po3pobuna

Le KepiBHULTBO CMiZIbHO 3 HMU3KO
MiXXHAPOAHMX rPyn 3aXMCTy NpPaB NaLieHTIB
Ta rpyn niaTpMmKn ans sabesnevyeHHA
6inbLIOT 4OCTYNHOCTI OHOBAEHUX
CTaHAQapTIB.

Beb caiiTu rpyn 3axmMcTy NaLieHTIB

Spinal Muscular Atrophy UK
www.smauk.org.uk

Cure SMA
WWW.curesma.org

SMA Europe
WWWw.sma-europe.eu

Muscular Dystrophy UK
www.musculardystrophyuk.org

TREAT-NMD Alliance
www.treat-nmd.org

Children with SMA, Ukraine
WWW.CSma.org.ua

Mwu [oKnaganu BCix MOXKAUBUX 3YCUb,
o6 AKomora NpPocTille NOACHUTM B TEKCTI
MeAMNYHi TEPMiHN.

BM3Ha4YeHHA cniB, BUAINEHUX Kypcu8om,
NOAJQ€ETLCA B rocapii.

TOYHICTb AAHMX, BUKNIAAEHMUX Y LbOMY
KepiBHUUTBI, NnepeBipnuan meaunyHi ¢paxisu,,
Lo 6y M aBTOpaMM HayKOBUX CTaTeM,
onybnikoBaHux y ancrtonagi 2017 p.

TOYHICTb AaHUX, BUKIAOEHUX Y
LbOMY KepiBHULTBI, NnepeBipnaun
MeANnYHi daxisLi, wo bynu
aBTOPaMM HAaYKOBUX CTaTeN,
onybnikoBaHux y amctonagai 2017 p.
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AK KOPUCTYBATUCD UUM
KEPIBHULUTBOM

KepiBHMUTBO CKNafa€eTbCA 3 AEKINbKOX PO3A4iNiB, KOXKEH 3 AKUX NPUCBAYEHO OKPEMOMY aCneKToBi
KOHTponto nepebiry CMA. Y KOXXHOMY pO3AiNi 3a3HAYAETbCA, AK | KONU CNif BUKOHYBATH OLiHKY 3a
BiANOBIAHMM acnNeKTOM, i AKi € MOXNAUBOCTI IIKyBaHHA. Y KOXKHOMY pO34ini, AK NpaBuao, BKa3aHO
pi3Hi pekomeHAaLii Ta MOXAMUBOCTI AOrNAA[Y M KOHTpoAto nepebiry 3anexHo Big cTaaiit ¢pisnuHoro
po3BuUTKYy abo Tuny CMA, sk onucaHo HurKuye. Ockinbku CMA no-pisHOMYy BN/IMBA€ Ha KOXHY
0ocoby, He Bci BapiaHTK 4ili 6yayTb cTOCyBaTUCA KOXHOrO NalieHTa.

HaiinowwupeHiwa ¢opma CMA wnpoko sBigoma AK «5q-CMA» i HepiagKo onucyeTbca abo
Knacu@PikyeTbCA 3aN€XKHO Bif, BiKy, KOIM NOYANIUCA CMMIMTOMM, Ta AOCATHYTOI CTagii pismuHoro
PO3BUTKY.

Tabnuua 1. KnidiuHa knacudikauia CMA (Tabauuto agantosaHo 3a ny6nikauieto RS Finkel et al,
2017, p.597)

Tun CMA 3BMYANHKUI BiK MOYATKY Bnaue cnabkocti m’asiB
CUMMATOMIB Ha 34aTHICTb cuaitn / xoguTn
Tun 1 MeHLwwe 6 micauis He morke camocTiHO cuaitm abo
nepeKkoyyBaTmcA
Tun 2 Bin 7 no 18 micauis Morke cuaitn, ane He moxe

CaMOCTIIHO X04UTH

Twn 3a Big 18 po 36 micAauis MorKe xoanTn, NpoTe 3 YHaCcOM iCHYE
iIMOBIPHICTb BTPATUTU L0 34aTHICTb

Tun 3b Big 3 no 18 pokis Moke xoauTn, NPoTe 3 YaCOM iCHYE
iIMOBIPHICTb BTPATUTK LLIO 34aTHICTb

Twn 4 binbwe 18 pokis He3HauyHi TpyaHOLL 3 XO4IHHAM

(moTopuKoto)

BaxknmMBo nam’aTaTh, WO He ICHYE YiITKMX PO3MEXKYBANbHUX NiHIN, AKI BifAINAIOTb AUTAYI popmu
CMA ogHa Bif, 04HOI, a TakoxK Wwo BnanB 5q-CMA cyTTEBO BiApPi3HAETbCA cepes, PisHMX OcCib, vy
TOMY YNCAi cepes, XBOpUX Ha gopocny dopmy. Kpim TOro, OCKiNibKK AeAKi NaLLiEHTI BXKe OTPUMYIOTb
MeAMKaMEHTO3He NiKYyBaHHA, BiAMIHHOCTI y BN/IMBI XBOPOOU MOXKYTb BYTH Liie iCTOTHIlWMMK. Tomy
niZ, Yac po3rnAaay NikyBaHHA Ta KOHTPO/O Nepebiry xBopobu BaXK/IMBO BPAXOBYBATU HE TiIbKM
KNiHiYHY Knacudikauito CMA, ane 11 cTagito $isM4HOro po3BUTKY, AKOI AOCATHYB NaLiEHT. BOHM
MOXYTb 36iratncs abo Biapi3HATUCA Big HaBeAeHUX Y Tabauui BuLe.

10 KepiBHnuTtBo A0 MixXHapoaHUx cTtaHaapTiB nikyBaHHA CMA Big 2017 p.



Y UbOMY KepiBHULTBI BUKOPUCTOBYHOTLCA
y3aranbHOBa/IbHi TEPMIiHUM, 3aBAAKN AKUM
NpOoCTille BU3HAYUTK, AKI peKomeHaau,ii
LLLOA0 KOHTpOo nepebiry i gornaay
CTOCYHOTbCA KOXKHOI rpynu AiTel i gopocamx.

Y KepiBHMUTBI TaKOX MOXe 3ragyBaTucs
TMn CMA, BKasaHui y Tabanui 1, abo CMA
«3 paHHiM noYaTkom». Lle o3Hayae noAsy
CMMMNTOMIB Y BiLli 4O LWEeCTU MicALiB; AK
NPaBW/IO, NALEHTM i3 KPAaHHIM MOYaTKOM»
3aXBOPIOBAHHA € Hecnaa4YMmMmn. «lis3Hin
no4yatok» CMA o3Ha4ya€e NoABY CUMMNTOMIB
nicna AOCATHEHHA WEeCTUMICAYHOrO BiKY; AK
NpPaBWO, A0 NALIEHTIB i3 Mi3HIM NOYaTKOM
3aXBOPOBAHHA HanexaTb i cmaavi, i xogadi
NavuieHTw.

O6rosoptotoun KoHTpo b nepebiry CMA i3
MeaAMKaMMW, A0LIIbHO 3anNnUTaTH iX, 3 AKUM
pPO3A4i/IoM KepiBHMUTBA A5 CiMen Bam CAif
03HaloOMUTUCS.



PO3AIN 2

FTEEHETUKA TA
OIATHOCTUKA

Nr’EH SMN1

Y 6inblwocTi ntoaent € ABi Konii 2eHa suxcusaHHA momoHelipoHie 1 (SMN1)— no ogHomy
BiZ, KOXKHOrOo 3 6aTbkiB. Lli reHM mictaTb iHpopmauito, HeobxiaHy aAna yTBopeHHA binka

& SMN, sKuit NiATPUMYE HUKHI MOMOHelipoHU Y CMTMHHOMY MO3KY B 340pPOBOMY CTaHi. Mpwn
3axBoptoBaHHi Ha 5g-CMA B 060ox Konisix reHa SMIN1 HasaBHI nomMKAKK, abo myTalii, yepes
AKi OpraHiam He 34aTHWUI yTBOPOBATM HEOBXigHMIM omy 6inok SMIN. be3 HbOro HUXKHI
MOMOHeliPOHU NOLKOAKYIOTbCA, WO 0OMEKYE IXHIO 34aTHICTb NPOBOAUTN €NEKTPUYHI
CUIHAAM Big, MO3KY A0 M’A3iB, Ha fAKi nowmnproeTbea Bnane CMA. Lle BUKAKMKae cnabkicTb
M’A3iB, WO MOXe NOPYLINTU 34aTHICTb PyXaTUCA, ANXATH | KOBTaTW.

len SMIN1 micTUTbCA Ha N’ATI XPOMOCOMI, y AiNAHLi, NO3HAYeHi NaTUHCbKOO NiTepoto
«q», TOMYy OCHOBHi pi3HoBMAn CMA 4yacto HasmBatoTb «50-CMA».

r’eEH SMN2 Tabnuua 2.

B yTBOpeHHi 6isika SMN neBHy posb Bigirpae Lwe Kinbkictb koniit SMN2, sassuuait

OAMH reH. Lle 2eH suusaHHA nos’A3aHa 3 KoXXHUm Tunom CMA.
momoHelipoHie 2 (SMN2), iHoai Bigomuii

AK «pe3epBHU reH» CMA. MpoTe y binbLin
yacTuHi 6inka SMN, Wo BUPOONAETLCA reHOM
SMN2, 6paKy€e KNOYOBUX CTPYKTYPHUX

Kinbkictb Koniit SMIN2 ,

HOCIAMMU AKUX € 6inbLuicTb

. . o nauieHTiB 3i CMA
€NIeMEHTIB, AKI 3a3BN4YaN YTBOPHOKOTbCA FrEHOM

SMN1. He3Baatoum Ha Te, o reH SMIN2 2
MOKe YTBOPUTU NEBHY KiNbKiCTb gitoyoro 6inka 2 3
SMN, BiH He MoXe MOBHICTIO KOMMNEHCYBaTK 3a 3
nowkoakeHn eeH SMN1 y nauieHTiB 3i 3b 4
CMA. KinbkicTb Konin SMN2 y pisHux ntoge 4 4—6

HeoAHAKOBa i MOXKe MICTUTMCA B Aiana3oHi
BiZ, Hy/N1A 40 BOCbMW. bifiblia KinbKicTb Konii
SMN2 3a3BMYait NOB’A3aHA 3 MEHLW TAXKUMU
cumntomamm CMA.

Y Tabnuui 2 npeacTaBieHO TUMOBY OYiKyBaHY feH SMIN1 MiCTUTbCS Ha
KinbKicTb Konii SMN2, noB’A3aHy 3 KOXHUM
TMnom CMA. MpoTe TOYHMIN NPOrHO3 CTyNeHA

n’ATiA XPOMOCOMI, Yy AinAHL,

No3Ha4vyeHin NaTUHCbKOIO
TsyKKoCcTi CMA Ha OCHOBI nLLE KiZIbKOCTi KOnin

SMN2 cTBOPUTU HEMOXKNMBO. IMOBIpPHO, Le

NiTepoto «g», TOMY OCHOBHi

. . pisHoBnan CMA yacto
3a/1€XKUTb Bif, iHWMX reHeTUYHUX PpaKTopiB,

AKi BNAMBatoTb Ha obcar 6inka SMN, wo
BUpob6aaeTbcs reHom SMIN2.

Ha3uBatoTb «59-CMAY.
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AKLWO0 BacC WiKaBUTb geTa/NbHila
iHpopmauia npo Te, AK

ycnagkoByeTtbca CMA, o3HaromTecb

i3 «JopaTtkom 1».

By TakoXX moxKeTte nepeinTtu o
po3ainy «KopucHi pecypcu», B
AKOMY nepeniyeHo opraHisauii
NiATPMMKM NALLEHTIB, WO
NpPaUIoTb Y Pi3HUX KpaiHaX CBITY.

AK YCMNAAKOBYETbCA 5qg-CMA

59-CMA nepefa€eTbcs AiTaM Big, 6aTbKiB
yepes nolKkoaxeHi reHn SMN1. 3a3Bmyai
CNOCTEPIraETbCA AyMoCoOMHO-peyecusHuli
TMN ycnaAaKyBaHHA. Lle o3Hayae nepeaayy
3aXBOPHOBAHHA Big 6aTbKiB A0 AiTen yepes
nowkoaxxeHi eeHu SMN1. Huxkue ue
NOACHIOETLCA AeTaNbHille::

Y ocib, AKi ycnagKkoByoTb ABi
noLwKoaXeHi Konii reHa SMIN1
(mo oAHiK Bif, KOXKHOrO 3 6aTbKIB),
po3suBaeTbca CMA.

Ocobu, sKi ycnaZKoBytOTb O4HY

NOLUKOAKEHY KOMIto i 0gHY
3gopoB.y Konito reHa SMN1 (no

O/HiN BiA, KOXKHOTO 3 6aTbKiB),

€ Hociamu CMA. MpunbnunsHo 1 i3
40 ocib € Hociem CMA; y Hociie
He BUHMKae CMA un Byab-aKknx
CUMNTOMIB LbOro 3aXBOPIOBAHHA.

Y ocib, AKi ycnagKkoByoTb ABi
3poposi Konii reHa SMN1 (no
O/IHiN BiA, KOXKHOTO 3 6aTbKiB)
He BUHMKae CMA, i BOHU He €
HOCIAMU.

Xoya BinbLuicTb NALEHTIB yCNagKOBYOTb
CMA Bin, o60x 6aTtbkiB, npubansHoy 2 %
ocib mymayia € HoBOIO, LLO HalliMOBIpHiLLe
BUHUKAE Yepe3 nomunnky B AHK
ANLEKNITUHN YM CMIEPMATO30iaa, 3 AKUX

ix 6yno 3ayato. Llen npouec Bigomnii Ak
mymayis de novo.

Baxknunso, Wwob ynenu cim’i posyminm
pe3ynbTaTh reHeTUYHOro aHanily, Ha
OCHOBI siIKoro 6yno giarHoctoBaHo CMA.
KoHcynbTay,ii 3 reHeTUYHUX NUTaHb MaE
NPOBOAUTU MEeANYHWUI NPALLIBHUK i3
BiANOBIAHOW NiaroToBKO. BiH BiANOBICTb
Ha BCi 3aNMUTaHHA, WO MOXYTb BUHUKHYTU
Y YneHiB ciM’i NPo reHeTUYHi acnekTn
AiarHosy, i HagacTb iHpopmauito npo
MOX/IMBI BapiaHTK Aii Woa0 MaibyTHIX
BariTHOCTEMN.

AKLLO BacC LiKaBUTb AeTasbHilla
iHbopMaLLia Npo reHeTHKy i Npo Te, AK
ycnagkosyetbcAa CMA, nepeiaito Ao
CTOPIHKM NPO ycnaAKyBaHHS, AKY MU
A043aNn A0 uboro po3ainy (gme. «doaaTtok
1»). BM TaKOXK MOXKeTe NepenTn 4o posainy
«KopuCHI pecypcn», B AKOMY nepeniyeHo
opraHisauy,ii NiATPUMKM NALEHTIB, WO
NPaLooTh Y PiI3HUX KpaiHax CBITY.
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CUMNOTOMMU

AK NpaBwWIo, NEPLUNIA KPOK Ha LUNAXY A0
BM3HAYeHHA AjiarHo3y pobnsaTtb 6aTbkn abo
MeAMYHI NpaLiBHUKN.

Mpu CMA Tnny 1 (HecnaAYdi NauieHTH) i3 paHHIM
NMOYaTKOM 3aXBOPIOBAHHSA, LLO XapaKTepU3YyETbCA
6inbL TAXKKMM nepebirom, 6aTbKiB i
NikNyBa/sIbHUKIB 3a3BMUYall TYpOYye MAABICTb
(cnabkuit m’s30BKIA TOHYC) Ta Npobaemu 3
OOCATHEHHAM cTaAin GisMYHOro po3BUTKY Y
HemoBATU. CNabKMin M'A30BUI TOHYC CU/bHILLE
BNIMBAE HA M’'A3M HIilr AUTUHMU, HiXK Ha M'A3M

PYK. TaKOX HepiAKO BUMHUKAOTb Npobaemu 3
rofyBaHHAM HEMOBAATK Yepes cNabKi KoBTaNbHi
M’31. CXOXKMM YMHOM, Yepes cnabki AnxanbHi
M’A31 y AiTei 4acTo BUHMKAOTb TPYAHOLL 3
ONXaHHAM.

Y piteit 3i CMA tvny 2 (cMAasdi naujieHTu),
CTYMiHb TAXKOCTi 3aXBOPHOBAHHA Y AKUX HE

TaKa BUCOKa, AK y aiteit 3i CMA tuny 1, o3HaKu
cnabKocTi M'A3iB y HOrax TaKOX CNOCTepiratoTbcA
yacTiwe, HiX Yy pykax. O3HaKM NOLIKOAXKEHHA

Bu MorkeTe 3HaliTK AeTaNbHile NOACHEHHA
cumntomis CMA, BiaBifaBLIM Be6-canTK
opraHisauin nNigTpUMKM NaLeHTIB, WO

nepenivyeHi B po3aini «KopucHi pecypcmn»

KOBTa/IbHUX i AMXaNIbHUX M’3iB MOXKYTb Y HUX
cnocTepiratuca abo He cnocTepiratTucs.

Y piteit 3i CMA tuny 3 (xogAa4i nauieHT)
TAKOXK pajLue CrocTepiratoTbCAa CMMNTOMMU
cnabKocTi Hir, HiX pyK. OCKiNbKKN KOBTaNbHi

M AnxanbHi M'A3M y LMX NaLLiEHTIB 3a3BNYal
He NOLWKOAKEHI, TPYAHOLLI 3 KOBTaHHAM i
OVNXAHHAM Y HUX, AK NPABUIO, HE BUHMKALIOTb.

Y popocnux ocib 3i CMA tuny 4 (xogaui
naLieHTK), i3 NOYaTKOM 3aXBOPIOBAHHA B
A0POCNIOMY Billi, 3a3BMYall CNOYATKY BUHMKAE
AnckomoopT Ta (abo) 6inb y m’'asax. OCKinbKK
KOBTa/IbHi 1 AMXanbHi M'A31 Yy UMX NALIEHTIB
3a3BMYal He NOLIKOAKEHI, TPYAHOLL 3
KOBTAHHAM i ANXAaHHAM Y HUX, 34e6inblioro, He
BMHUKAIOTb.

By moxkeTe 3HaNTU AeTanbHile NOACHEHHA
cumntomiB CMA, BiaBigaBLum Beb-cantn
opraHisauin nigTPUMKM NaLiEHTIB, WO
nepeniyeri B po3aini «KopucHi pecypcun»
HanNpPUKiHLi LbOro KepiBHMLTBA.
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AKLWO Nikap Nigo3ptoBaTMMeE, WO HaAABHI Y
ANTNUHM ab0o A0POCAIOro CUMNTOMU MOXKYTh
BKa3syBaTu Ha CMA, BiH OpraHi3ye B3ATTA 3pa3ka
KPOBI Ta BiANPaBUTb MOro Ha aHani3 Aeneuji reHa
SMN1. AKWO pe3ynbTaTy aHanisy CBIAYUTUMYTD,
o B 0box Konisix reHa SMIN1 € geneuis, byae
nocTaBaeHo aiarHo3 «5q-CMA». Micna uboro
PEKOMEHAYETLCA BCTAHOBUTU KifIbKiCTb KONl
SMN2, oCKinbKuM Lie MoXKe ByTn KOPUCHUM
NOKa3HWKOM A5 BU3HAYEHHA BNANBY XBOPOOU
B MalbyTHboMy (NporHos nepebiry xsopobu),
WO, Y CBOO Yepry, byae opieHTMpPOM And
BMOOPY ONTUMANbLHOrO A0MAAY N NiKYBaHHS.
Ua iHbopMmaLia TakoxK byae KOPUCHOLD, AKLLO
PO3MALATUMETECA MOXK/IMBICTb Y4HacTi B
KJIHIYHMX AOCNIAXKEHHAX 3 BUBYEHHA HOBUX
BM/iB /NiIKyBaHHSA, OCKiZIbKM 060B’A3KOBUM
KpUTEpPIEM y4acTi B HUX HEPIAKO € NeBHA
KifbKicTb Konih SMIN2.

AKLWO pe3ynbTaTh aHaNi3y BKasyBaTMMYyTb, WO
NOLWKOAXKEHO TiNIbKM O0AHY Konito reHa SMIN1,
NpoTe CUMNTOMM Hadani byayTb XapakTepHUMM
ona CMA, peKOMeHAYETbCA BUKOHATH

FPYHTOBHILLMI aHani3 Ha OCHOBI NpoLecy,
BiJOMOrO AK cekeeHyeaHHA 2eHa SMIN1. BiH
[03BO/AE BUABUTN OAMHOYHI, BaXKKOBIOBUMI

MYTaLIT reHa, HaABHICTb AKMX NiATBEPAXKYE
AiarHo3 «59-CMA». AKWo HasaBHI 06uABi
HeywKoaKeHi konii SMN1, imOoBipHICTb TOTO, WO
CMMMNTOMM BUKAMKAHI CNiHaAbHOO M'A30B0t0
aTpodieto, € Ay*Ke HM3bKA. N5 BU3HAYEHHSA
[iarHo3y B TaKomMy BUNaaKy NoTpibHo byae
BMKOHATU iHLLI 0BCTEXEHHS 1 aHaNi3n.

Ona piarHoctyBaHHA 50-CMA npoBeaeHHsA iHLWKnX
0bCTeKEHb, TaKMX AK OTPMMAHHA HEBEIMKOTO
3pa3Ka M’A30BOT TKAHWHM XipYPriYHMM LLISXOM
(6ioncia m’azie) i TecTyBaHHA QYHKLN

HEpPBOBOI CUCTEMMU, HE BMMAraeTbCA. lNpoTe

ONA NauieHTIB 3 NisHIM nodyatkom CMA MOXKyYTb
3Ha06UTUCA NoAanblLi OBCTEKEHHS, OCKINbKK

B TAKMX BUMNAAKax CUMMNTOMM BarKye BUABUTAN Ta
HabaraTo cknaaHiwe AiarHocTyBaTW. Hanpuknaga,
MOXe ByTM BMKOHaHWI aHani3 KpoBi Ha
m’sazoeuii pepmeHm (KpeamuHKiHa3y abo
KpeaTnHdochoKiHazy, KOK).



Y uen MOMeHT, TaK CaMo fAK i B

ManbyTHbOMY, HaA3BMYANHO

O3HANMOMANEHHSA BaXX/IMBO 3a6e3neunTy
NMCUXONOFIYHY Ta EMOLINHY
3 AIATHO3O0OM

Mpo giarHo3 «CMA» NOBMHEH AenikaTHO
NoBiAOMMUTM NiKap-reHeTuK abo HeBposior

NiATPUMKY.

nig, yac ocobucToi 3ycTpidi. MpoTtarom wiei
nepLuoi 3ycTpiydi cnig, o6roBopuTH TaKi
acnekKTu:

# Lo BMKAMKaNO 3aXBOPHOBAHHSA
# Ak 3a3BMyali nporpecye xsopoba

@ Akum ynHom CMA HanimoBipHile BNAMHe
Ha BalWy AUTUHY abo Ha Bac (AKLWO BU —
nopocna ocoba 3i CMA), i AskuiA Le matume
BM/IMB Ha cim’to

@ AKi MOXKMBI BapiaHTM NiKyBaHHA (AKLLO
BOHMU €)

@ O6roBopeHHS BiANOBIAHNX METOAIB
KOHTPO/II0 CUMNTOMATUKK. Y LLEN MOMEHT,
TaK caMo AK i B ManbyTHbOMY, HaA3BUYAMHO
BaXK/IMBO 3a6€3neYnTh NCUXONOriYHY Ta
€MOLLMHY NiATPUMKY.

JNikap, AKM CTaBUTb AiarHO3, TAKOX NOBUHEH
NOBIAOMUTM MPO HbOFO CiIMEMHOMY NiKapto

i MmicueBMM meanpauiBHUKaM, a TAKOX
NPOKOHCYNbTYBATH iX LLLOAO NPaBUIbHOIO

KOHTpo/to nepebiry CMA.
' |.lll ”unu I
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NIATOTOBKA AOTNAAY | NIATPUMKM

CMA — e KOMNJIEKCHE 3aXBOPHOBAHHA, ¢ [uxaHHs (pecnipaTtopHe NikyBaHHA)
LLLO NO-Pi3HOMY BMJIMBAE Ha NtOLEN.
ONTUMaNbHUIT KOHTPONL Nepebiry © XapuyBaHHs (racTpoeHTeponoris i gietonoris)
XBOPOOM BMMarae cnisnpay,i 6aratbox

o i ¢ CraH KicToK i M’a3iB (opTONeanyHe NikyBaHHA)
daxisuiB y chepi oxopoHM 300p0B’s (puc.

1). Yci naujieHTn, y IKUX AiarHoCTOBaHO @ Peabinitauia (pisnuHi TepanesT Ta Nikapi-
CMA, matoTb 6yTM HanpaBneHi B eprotepanesTy)

cneujiani3oBaHy KNiHiKy 3 HeMpom’'a30BMX

3aXBOPIOBaHb Ta A0 IHLIMX BiAMNOBIAHMX Cim’am i gopocnmm ocobam 3i CMA Takox chig,
cneujanictis. 1o HUX MOXKYTb HanexaTu HaZaTM KOHCYNbTaLLii 3 reHEeTUYHUX NUTAHb.

daxisy,i 3 Takmx coep:

PecnipatopHe
NiKyBaHHA

Helipom’a3oBi acnekTn IHTEeHCMBHA

Tepania

/ peabinitauia
KoopauHaTtop

MauieHT 3i
CMA

OpToneaunyHe VparkeHHs

iHWWX OpraHis

NiKyBaHHA

PucyHok 1.
XapuyBaHHA, CTaH

MixkaucumnniHapHUi Nigxia, oo LIYHKOBO-KMLLIKOBOTO
. . TPaKTYy i KIiCTOK
NiKyBaHHA | TNK Jornagy, Wwo

MOXe OTpMMyBaTh nauieHT 3i CMA
(apanToBaHO Ha ocHOBI Ny6AiKauji

E. Mercuri et al, 2018, c1.106.)
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Cneuianictm NOBMHHI NpauoBaTh y
MiXKANCUMNNIHAPHIA KOMaHAI | BpaxoBYBaTH He
TiNIbKM MeanyHi NoTpebun nauieHTa, ane Takox
6paTn 40 yBarn M NoBaxkaT MOTo coLliabHi,
KY/IbTYPHI Ta AyXOBHi 3anuTn. MoXnBo,

[0 CKNaZly KOMaHAM TaKoXK byayTb BXOAUTU
cneuianictv 3 naniamusHo20 002470y, fAKi
NPOMLUAM MiATOTOBKY 3 KOHTPOJIIO CKNagHUX
cumnTomis. ManiaTMBHMI gornAag 4acTo
ACOLLIIOETbCS 3 AOMOMOrOK B TEPMiHa/bHIM cTagii
XBOPOOM, NpOTE Ha NPAKTULL MOro 3acToCyBaHHA
HabaraTto wupLe i Mae Ha MeTi 4ONOMOrTH
NaLiEHTOBI AOCAITU HAJIEXKHOI AKOCTI KUTTA.

daxisLi 3 nasiamusHo20 002480y AONOMaratoTb
nawieHTam NOroauTM iXHi XKUTTEBI LiNi 3
NPU3HaYeHMM BULOM NiKYBaHHA | HA4aOTb

NiATPUMKY B NOAONAHHI NOBCAKAEHHUX Npobaem.

IxHio poboTy cnig, po3rnasaTh AK AOAATKOBI
NoCAyrv o iHWnx Gopm MeanyHoro Aornsaay.

HeBpoB3i nicnsa NOCTaHOBKM AiarHO3y Bam Cnig,
06roBOpPUTN MOXKNUBI BapiaHTK gornaay nig yac
BiAKPUTOT KOHCYAbTALiT 3 MiXXAMUCUUNAIHAPHOO
MegMYHOI KOMaHAow. Taki KOHCYAbTaLil MatoTb
BiAbyBaTUCA perynapHo. AprymeHTHM 3a i NpoTH
iHTEPBEHLIMHOrO NliKyBaHHA CNif NOBTOPHO
PO3rns4aTh pa3om 3i 3MiHO 06CTaBUH, AKLLO
B/ abo MmeanYHa KOMaHAa BBaXKaTUMETe Le
JOUINbHUM.

PekomeHayeTbca, Wo6 yci obcTexeHHA Ta Bi3UTH
KOOpPAVHYBAB OAMWH i TOM CaMUii NpeacTaBHUK
MeANYHOi KomaHau, obpe 0b6i3HaHMI WoA0
MOK/IMBOrO NPOrpecyBaHHA Ta NOTEHLIMHUX
BUKAMKiIB CMA. Ak npaBunio, Takum daxisLem

€ HEBPOJIOT, ANTAYNI HeBpOAOr abo, y AeAKMX
KNiHIKax, KKOOpAMHATOP 3 AOrNAaay».

Bam Takox matoTb HagaaTu iHdopmalito, Lo
[03BO/IUTb BaM:

@ 3BepHYTUCA 40 rPpyn 3aXMCTYy NPaB NALEHTIB Ta
iHiLiaTMB 3 NiATPUMKM nauieHTis 3i CMA

@ OTpumaTtn A0CTyn A0 NepeBipeHnx iHTepHeT-
pecypcis, Wob 3HalTK binbwe iHpopmauii npo
[OrNAL i NiKkyBaHHA

@ PO3rAsiHyTU MOXKAUBICTb YYaCTi Y KNiHIYHNX
OOCNIAXEHHAX, WO MOXYTb BaC CTOCyBaTUCA
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PO3AIN 3

Y ubOMy po3A4ini po3rnafaoTbCA MOXKANBI
LIASXM BUKOPUCTaHHA disioTepanii gna
OO0CATHEHHA abo NiATPMMKM NEBHOTO
«PYHKLiOHaNbHOro cTaTycy» MauieHTa, Wo
[03BONUTb MOMY JOCATTU HANIEXKHOT AKOCTI
KUTTA. TepMiH «PYHKLIOHANbHUI CTATyC»
MOXe BUKOPUCTOBYBATUCL AN ONUCY 34aTHOCTI
neBHOi 0COBM BUKOHYBATM NOBCAKAEHHY
OiANbHICTb | TaKi 3aBAaHHA, AK CiAaHHA,
KOPUCTYBaAHHA Tya/IeTOM, OAsiraHHA, MPUAOM ixKi
abo KopUCTyBaHHA CXoa4amMM.

Y nauieHTiB 3i CMA yacTo cnocTepiraerbca
CKYTICTb cyr106iB (KOHMpakmypa), Wwo moxe
BUKNMKATK Binb Ta 0O6MeXyBaTU PYXUBICTb.
HalyacTiwe ue NowmnprETbCA Ha TaKi AiNAHKK
Tina, AK naedvi, NiKTi, 3aN’ACTKK, Nanbl,
KY/1bLLOBI cyrnobu, KoniHa, roMiIKOBOCTOMHi
cyrnobwm i cronu. KoHmpakmyp Ta iHWunx
HeratmsHMx BNanBiB CMA MOXHa YHUKHYTH
3aBAAKK perynapHin ¢isiotepanii. HesanexkHo
Big ctyneHsa snansy CMA, gitam, monogmnm
nogam i gopocanm cnig, 3abesneynTu
NiATPMMKY, KOHCYAbTaLii Ta 061aaHaHHA,
o6 AaTh iMm MOXKAUBICTb AKOMOra binblie

pobuTtn ans cebe. AK npaBuno, iHAMBIAYyanbHI
BNpaBu po3pobnatoTb i LEMOHCTPYIOTb Qi3UYHI
TepanesTu i NiKapi-eproTepanesTn. BOHM TakoXK
HaZatoTb KOHCYNbTaLii abo 061afHaHHA i
NPUCTOCYBAHHA ANA NOMErweHHA NOBCAKAEHHOI
OIANBHOCTI | MOXXNMBOCTI NepecyBaTUCA.

YneHam cim’i i Jopocnmm nauieHTam

3a3BMYal AEMOHCTPYIOTb, AK AONOMAraTi npu
PO3TATrYBaHHI M BUKOHAHHI BNpaBs, a TAKOX AK
BMKOPMCTOBYBATKM 0b6nagHaHHA, Wob perynapHa
¢disioTepanisa cTasna HEBiA EMHOI YaCTUHOD
NOBCAKAEHHOTO XUTTA.

Ha popatok o po3rnsay pekomeHAaauin 3i
CTaHAAPTIB NIiIKYBAaHHA, MU TAaKOX BK/IOYMNAN

00 UbOro po3ainy BU3HavyeHy B CTaHAAPTax
OVPEKTUBHY iHPOpMaLLito Woao TPUBaANOCTI
3aCTOCYBaHHA OpTe3iB i YaCcTOTU BUKOHAHHSA
po3TAryBaHb. Nam’aTanTte, wo GisnyHmm
TepaneBT abo iHWWI crneuianict Moxe
nigrotyBaTu A1 Bac iHAMBIAYaNi30BaHWUM NAaH.



20

HECUAOAYI NALUIEHTHU

MeTa ¢isioTepanii i peabinitauii Hecngaumx
NaLi€eHTIiB — 3MEHLNTU HEraTUBHUI BNANB
CKYTOCTi cyrnobis, onTMMisyBaTn PyHKLiOHANbHI
371i6HOCTI, @ TAKOX AOMOMOITH MaLliEHTam
nepeHocuTn nepebyBaHHA B Pi3HMX
NONOXEHHAX, HANPUKAAA, NeXKaun Ha CMINHI,
Ha 6oui, abo cnaaum 3 niaTpmmKoto. Konum
di3nyHM TepanesT abo Nikap-eprotepanesT
HaZalTb PEKOMEHAALLIT, BOHM TAaKOXK MOBUHHI
Y BiANoBiAHUX cUTyaLisx 3abe3neynTu
KOHCYNbTAaTUBHY NIATPUMKY i HABYAHHA.

® No3unuioHyBaHHA

Konu Hecnaadi nauieHT nepebysatoTb y
NONOMKEHHI NexKayn Ha CnKnHi, Ha boui, abo
cMAAYM, 3aCTOCOBYIOTHCA Pi3HOMaHITHI 3acobu
NiATPUMKWN, TaKi AK BaJIMKK, KNMHONOAOHI
0onopwn, KPicla-MilLKKM 3 HAMOBHIOBAYEM i
noayLwKu.

PekomeHayeTbCA BUKOPUCTOBYBATHU
iHOMBIAYyaNi30BaHi cMCTEMK ANA CUAIHHA | CHY,
a TAKOXK €/IeKTPUYHI Bi3KM, CMUHKY AKMX MOXKHA
nepeBecTu B HaxmaeHe abo ropmsoHTanbHe

NONOXEHHA.
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¢ PostaryBaHHA

Ba»knunso, wob yci nauieHTn 3i CMA

OOCATNN MAaKCUMANbHO MOMXAMBOI THYYKOCTI
cyrnobis, Wwo6 3abe3neuntn abo nigTpumaTn
MOM/IMBICTb CAMOCTIMHOIO GYHKLIOHYBaAHHA.
PekomeHAyeTbCA pO3TAryBaTM M'A3M, AKI
3a3BMYal € CKYTUMMW.

MepeniyeHi HUKYE MOXKANBOCTI He €
BignoBigHMMM Aana BCix nauieHTiB. Cepes
iHLIOro, MOXUBI TaKi BapiaHTu:

Po3TAryBaHHA 3 NiATPMMKOIO — KOJIM XTOCb
[0MNoMarae BUKOHyBaTu pyx. MiHimanbHa
peKOMeHA0BaAHA KiNbKICTb 3aHATb Ha TUXKAEHb
— Bif, TPbOX A0 N’'ATU CecCin.

WunHn — nigTpumytoTb abo 3HEPYXOMAIOOTh
KiHLiBKY abo xpebeT. LUMHM Ha pyKax MOXKyTb
CpUATU Y BUKOHAHHI pyxiB i BOAHOYaC
3abe3neyyBaTu rHy4KicTb cyrnobis. Ana
e(deKTMBHOIO MOKPALLEHHA FTHYYKOCTI LWNHU
CNif, BUKOPUCTOBYBATWU NPOTArom nepioay Bifg,
60 XBUINH A0 LiNnoi Houi.

ETanHe rincyBaHHA — noeTanHe po3MilLeHHA
KiHL,iBOK Yy Cepito rincoBmx NOB’A30K Ha
NMeBHWI Yac i3 NOBiINIbHOKO KOPEKLED NOo3uLii
i3 KOXXHUM HaCTyMHMM €Tanom rincyBaHHA.
Kopcet — npucTpoi, cxXoxKi Ha WKNHK, WO
BUKOPUCTOBYIOTLCA ANA NIATPUMKM YaCTUHU
Tina 3 meToto cTabinisauii Ta CTUMyNtOBaHHA
pyXy. 3acToCyBaHHS KOPCETIB € ePEKTUBHUM,
AKLLO BUKOPUCTOBYBATM iX LLOHANMeEHLe N'ATb
pa3iB Ha TUXKAEHD.

WwniiHi 6aHpai — gonomaratoTb
niATPMMYBaTU ronoBy Ta 3abesnevyBaTu
NpaBMAbHE MNONOMKEHHA LN, WO NOAErLwye
OUXaHHA.

®iKkcoBaHi pamu — A0ONOMIXKHi NpuUcTpoi Ana
6e3neyHoi NiATPUMKM NALIEHTIB Y NONOXKEHHI
CTOAYN. BOHM MOKYTb 3aCTOCOBYBATUCH

ANA NiATPUMKM abo KopekKLii nocTasu,
3abe3neyeHHA 300POBOro CTaHy KiCTOK
(minepanbHa wjinbHicmb Kicmok, MLLK) i
TpaBaeHHsA. Ui gonomixHi npuctpoi nigxoaatb
He AN1A BCiX, TOMY iX CNiJ, BAKOPUCTOBYBATH
TiNbKK Nicna pekomeHaau,ii ¢isnyHoro
TepanesTa.



AeAaknum Hecnaauum nauieHTam moxke 6yt cknagHo
BMKOHYBATU BNpaBu i Pi3nUHi pyxu —

Bu moxkete
OTpMMmaTH BigNOBIAHI KOHCcynbTauil Big cBoro ¢gpisM4yHoro
TepaneBTa abo nikapa-eprorepanesTa.

Ob6nagHaHHA | TEXHONOTIT MOXYTb AONOMOITM B 3ab6e3nedeHHi pyxanBocTi. leakum Hecnaauymm
naLjieHTam MmoxKe ByTM CKNagHO BUKOHYBATM BNPABM | Pi3UYHI pyXn — y TaKMX BUNALKAX MOXKYTb
[OMOMOITU 3aHATTA Y BOAI 32 YMOBM NiATPUMKM FO/IOBU Ta HANEXHOro Harnagy. Bu moxete
OTPUMAaTK BigNoOBIAHI KOHCyNbTaUIl Big disnyHoro TepanesTa abo nikapa-eprorepanesTa.

HapssuyaliHO BaXKAMBO perynsapHO BUKOPUCTOBYBATM Pi3HOMAHITHI METOAMKM | NPUCTPOIT ANns
MaKCUMaNbHOIO NiABULLEHHA AMXaNbHOT PYHKLTi Ta YCYHEHHA cekpeuin. PisioTepanis rpyaHoi
KNITKK HabyBae ocobanBoi Barun nig 4ac xsopobu abo nepen onepaduieto (ams. Po3ain 6, « AuxaHHS
(pecnipaTopHe i NyNbMOHO/IOTIYHE NiKyBaHHA))».

Xopowunm NpUKNaA0M TEXHONOTII, WO MOXe A0MOMOITU Y CRiZIKYBaHHI Ta NiABULLEHHI
CAaMOCTIMHOCTI, € NPUCTPIN CTEXEHHSA 33 pyxamu o4en. BiH f03BONAE NALLIEHTY BUKOPUCTOBYBATH
CBill mornag AK cnocib HagaHHA BKA3iBOK Yepe3 KOMM'IOTEPHUIM eKpaH.
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CUAAYI NAUIEHTHU

OCHOBHMMM 3aBAAHHAMMW ONA CUAAYUX
NaL€HTIB € 3MEHLUIEHHA HEraTUBHOIO
BN/IMBY CKYTUX Cyrnobis, 36epexkeHHA IXHbOI
FHYYKOCTi Ta 3anobiraHHA BUKPUBAEHHIO
XpebTa (cKkoniosy), a TaKoXK 36epexkeHHn
Aiana3oHy pyxis, WO AONOMOXKe NigBULLMUTH
CaMOCTIHICTb Y NOBCAKAEHHIN AifSNbHOCTI.
®i3nyHM TepanesT abo Nikap-eproTepanesT
NOBUHHI HAAATW KOHCYNbTALLii Ta HAaBYaHHA
3 JOCATHEHHA UMX 3aBAaHb 32 4ONOMOroHo
HaBeAEHUX HUXKYEe METOAMK.

¢ MNo3uuioHyBaHHA

OpTte3un — ue 30BHILLIHI NPUCTPOI, AKi
NigTPUMYIOTb PYKU, HOMM abo xpebeT ana
3anobiraHHA abo cNPUAHHA PYXAUBOCTI Npu
BWKOHAHHI TaKUX BMAIB AiANbHOCTI, AK CTOAHHA
abo xofiHHA 3 NiaTpMMKOt0. [lo HUX HaneXKaTb:

Kopcetn — pekomeHA0BaHi 41a NigTPUMKN

i cTabinisauii xpebTa, a TakoX ANA

[0MNOMOrM Yy BUKOHAHHI pyXiB pyKamu.
3acTocyBaHHA KopceTiB € ePEKTUBHUM, AKLLO
BUKOPUCTOBYBATM iX AK MiHIMyM N’ATb pasis Ha
TUKOEHD.

LWunHKM | KopceTn — MOXKYTb
BMKOPWUCTOBYBATUCA ANA NIATPUMKM cyrnobis
Yy NeBHUX NONOXKEHHAX. 3aCTOCYBAHHA LWMWH

i KopceTiB € ePEKTUBHUM, AKLLO HOCUTH X
npotsarom 60 xBUAKH abo, y BiANOBIAHMX
CUTYaLiAX, NPOTATOM HOUiI.

LWniiHi 6anpaxki — gonomaratoTb nig yac
NoLOPOXKEN.

CTOAIHHA 3 NIATPUMKOIO — [03BONAE
3abe3neynTn po3TAryBaHHA Hir, NiATPUMYE
Kpally nocTaBy, NiABULLYE LiNbHICTb
KiCTKOBOT TKaHMHW, NOKPALLYE KPOBOODLIr Ta
3MEHLUYE CTYNiHb TAXKOCTI 3anopis. CToAHHA
3 NiATPUMKOLIO C/lig, BUKOHYBATU NPOTArom
00 60 XBMANH WOHAaNMEHLLE Big TPbOX A0
n’ATWN pasiB Ha TUXKAEHb, NPOTE ONTMMANbHA

peKoMeH0BaHa KinbKicTb — Big n'ATn Ao
CeMM pasiB Ha TUXKAEHD.

& Po3TaryBaHHA

Bnpasu gna «CKyTux» m’A3iB MOXKHa
BMKOHYBATW 3 NiIATPMMKOIO Ta 3
BMKOPUCTAHHAM LWMH, GIKCOBAHMUX PaM i
opTesiB, WO AonomaratoTb 36epiraTn NoTpibHe
NONOMEHHA.

Mpu po3TAryBaHHi Ba*KAnMBO 6yTH
nocnigoBHUM. KpUTUYHO BaXKAMBUM €
NoeAHAHHA ePEKTUBHUX PO3TArYBaHb

i3 BUKOPUCTAHHAM LUWH Ta BNpaBamu y
NOMIOXEHHI cToAYN. IHAMBIAYaNbHUI NAaH
3aHATb MAE NigrotyeBaty GisMUYHMN TepanesT
abo nikap-eprotepanesT. [1a 3abe3neyeHHn
e(deKTMBHOCTI peEKOMEHAYETbCA BUKOHYBATH
PO3TAryBaHHA Big, N'ATM A0 CeMu pasiB Ha
TUKOEHb.

@ MobinbHictb i ¢pisnuHi Bnpasm

Bci cnpAadi nauieHTn matoTb 6yTH 3abe3neyeHi
€NEeKTPUYHMM Bi3KOM 3 iHOMBIAYANbHOO
CUCTEMOIO CUAIHHSA, WO BiANoBiAae
notpebam nauieHTa. 3a3BMyan 4itm
[0CAratoTb KOFHITUBHOI | Gi3NYHOI 34aTHOCTI
BMKOPWUCTOBYBATU €/1EKTPUYHUI Bi3OK A0
[ABOPIYHOrO BiKY, TOMY 0OCTEXEHHA A0LiNbHO
BMKOHYBATW A0 TOrO, AK iM BUNOBHUTLCA ABa
POKMW.

CUNbHIiWI nauieHTn, MOXANBO, BioAaayTb
nepesary py4HMm Bi3kam abo BizKam 3
€N1eKTPONPUBOAOM KOJIC, LLLO MOXKE 3p0butn ix
6inblW camoCTiMHUMW.

Cnip 3a0x04yBaTH NaLEHTIB BUKOHYBATH
®i3nYHi BNpaBu 3 ornaay Ha iXHi YUCAEHHI
nepesaru, TakKi K 36eperkeHHs i
BAOCKOHANEeHHS Gi3MYHOI CUAU, THYYKOCTI,
BMTPMBANOCTI Ta NOYYTTA piBHOBArK. Bnpasu
TAKOX MOXKYTb MaTU MO3UTUBHWUI BNAUB
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Ha HaB4YaHHA, poboTy, A03BINAA | CNiNIKYBAaHHA 3 iHWMMMK. Bnpasu cnig BUKOHYBATU Pi3HUMM
cnocobamm; 40 HUX MOXKYTb Ha/IeXKaTW BNpasu i3 NigHiMaHHAM TArapis 3 AeAani 6inbLoto Barowo
(cunosi BnpaBwu), nnaBaHHsA, disioTepania i3 BUKOPUCTAaHHAM BEPXOBOI 341 (inoTepania), a TakoX
irpoBi BUAM CNOPTY Ha Bi3Kax — yce ue NPUEMHI BUAM Pi3MYHOro HaBaHTaXKeHHs. Bu morkeTe
OTpPUMaTH BigNoBiAHI KOHCyNbTaUIl Big disMyHOro TepanesTa.

Tak camo AK i 3 HeCMAAYMMM NALIEHTAMM, MOXKYTb BUKOPUCTOBYBATUCA Pi3HI METOAUKM i 3acobm
ONA NiATPUMKKN OMXaHHA | 3MeHLWeHHA cekpeuin (amB. Po3ain 6, «uxaHHA (pecnipaTopHe i
Ny/IbMOHONOTIYHE NiKyBaHHA))». Lle HabyBae ocobanBoi Barv nig 4ac xsopobu i nepen onepatiieto.

OCHOBHMMM  3aBAAHHAMM  ANA
CMAAYMX NALLIEHTIB € 3MEHLIEeHHA
HEeraTMBHOrO  BMNAMBY  CKYTUX
cyrnobis, 3b6epexeHHA  iXHbOI
FHYYKOCTI Ta 3anobiraHHs

BUKPUB/IEHHIO XpebTa (ckoniosy),

a TaKoX 36eperkeHHA Aiana3ony
pyXiB, WO A0NOMOXe NiABULLMNTH
CAMOCTIMHICTb Yy MOBCAKAEHHIN
AIANBHOCTI.
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XOAAYI NALIEHTHU

[0ONOBHOIO METOIO ANA XOAAUYMX NALLIEHTIB

€ 36epeXkeHHa i NiATPUMKa MaKCMMabHOI
MOBiNbHOCTI, 3arafibHOro AjianasoHy pyxis
Ta sskomora 6inbLoT caMoCTIMHOCTI Y
NOBCAKAEHHIN AianbHOCTI. ANna A0CATHEHHSA
LbOro Ba*K/IMBO MPaLOBATU Ha4 FHYYKICTIO,

cunnoto, BMTpMBaJ'IiCTIO Ta NOYyTTAM piBHOBaI'M.

®i3nyHmin TepanesT abo nikap-eprotTepanesT
NMOBWHHI 06roBOPMUTK BiANOBIAHI 3axoau,
Ha4aTW KOHCyANbTaLi Ta 3abe3neuntn
HaNeXKHe HaBYaHHA. [nA AOCATHEHHA Li€El
METU BOHW MOXYTb 3aNpOMNOHYBaTM HaBeAEHI
HU¥XK4Ye cnocobu.

€ Po3TtAryBaHHA

Po3TaryBaHHA ma€e 6yTW YacTUHOO
nporpamu ¢isMYHMX BNpaB 3 METOIO
36epexeHHA rHy4KocTi m’A3is, ocobamso

B FOMiZIKOBOCTOMHOMY CYrn06i Ta KOAiHi.
Bnpasu 3 po3TAryBaHHA MOXHa BUMKOHYBaTH
3i CTOPOHHbO AONOMOrot abo camocCTiNHO.
Ona 36inblUeHHSA TPUBANOCTI PO3TATYBaHb

i 3a6e3neyveHHA NiATPMMKM MOXKHA TaKOXK
BMKOPUCTOBYBATU WNHWU. MiHiManbHa YacToTa
pO3TAryBaHb CTAHOBUTH BifJ ABOX A0 TPbOX
pasiB Ha TUXKAOEHb, NPOTE ONTUMANbHO
BMKOHYBATW iX Big TPbOX A0 N'ATK pasiB Ha
TUXAEHD.

4 MMo3uuioHyBaHHA

Opme3u (LWMHKN) HUXKHIX KiIHLIBOK MOXHa
BMKOPMCTOBYBATK A4 NiATPUMKN FTHYYKOCTI,
NOCTaBM Ta PYHKLiM rOMiNIKOBOCTOMHOTO
cyrnoba i KoniHa. na nigTpPUMKM NocTasm

B NONOXEHHI cUAAYI AONYCKAETLCA
BUKOPUCTAHHA KOPCETIB HABKOJIO FPYAHOI
KNITKK | xpebTa, NpoTe He peKoOMeHAYETbCA
HOCUTM iX NiA, Yac Xo4,iHHA.

KepiBHMuTBO A0 MiKHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.

€ MobinbHictb i pi3nuHi BNpasm

JouinbHO BUKOPUCTOBYBATU NETKi PYYHI Bi3KMK
ab0 Bi3KK 3 €N1eKTPUYHMUM NPUBOLOM KONIC 3
ornsay Ha 3ycunns, Aki NoTpibHi ans xodiHHA.
[ns nepecyBaHHA Ha Aanblui BiACTaHi MOXHa
BMKOPUCTOBYBATWN €NEKTPUYHI Bi3KM abo
CKyTEpMU.

KopucHummM byayTb nporpamm ¢isnyHmx
BMpPaB, L0 30CepeaKyTbCA Ha CUNI,
BUTPUBANOCTI, THYYKOCTi Ta NOYyTTi piBHOBArw.
CTaHAapTU NiKYBaHHA PEKOMEHAYHOTb
aepobHi BNpaBu, NNaBaHHA, XOA4iHHA, i34y

Ha Beslocunegi, mory, BecayBaHHS, eNinTUYHi
TpeHaxkepun/opbiTpeKu, a TaKoX ¢isioTepanito,
Lo nepenbavae Bepxosy i3ay (imomepaniro).

@i3nyHKUIM TepaneBT HagaCTb peKoMmeHaaLil
LLLOAO0 YACTOTH | TPUBANOCTI BMNpas..




CMA HepigKo BUKIUKAE
NOPYLUEHHS KiCTOK i m’a3iB
(opToneaunyHi npobnemn).
[0 HUX HanexKaTb npobaiemu
3 XpebToMm, KyNbLLOBUMMU Ta

iHWKXMK cyrnobamum i KicTKamm

PO3AIN 4

OPTONEAUYHA

TEPMNANIA

CMA HepiaKo BUK/IMKAE NOPYLUEHHS KICTOK i m’a3iB (opToneanyHi npobnemu). [1o HAX Hanexatb

npobnemu 3 xpebTom, KyNbLLOBUMM Ta iHWMMM cyrnobamu i KicTkamu. HesanexHo Big,

3aCTOCYBaHHA NiKiB Ta iHLWMX BUAIB NiKyBaHHA, yci nauieHTn 3i CMA (cnasudi, Hecmaadi i xogadi)
NMOBWHHI NPOXOANTU PErynsapHi 06CTeXKeHHA Ta ornaamM KBanipikoBaHMmM daxiBUsMU, TAKUMUK AK

optones, ¢pi3anyHNit TepanesT abo Nikap-eproTepanesT. Lie 103BONUTb KOHTPOMOBATU MOXKAMBI
npobnemu y Takuii cnocio, Lo AonomorKe gocarti abo 36epertm 3a4aTHICTb pyxaTucs i gobpe

CaMonoYyTTA.

BN/1IUB HA XPEBET

CMA moke nocnabutm m’asu, Wo niaTpumyroTb
XpebeT. bes uiei niATPUMKN Nig, BNIMBOM
rpasitauii xpebeT moxke BUKPUBUTUCA.

3rigHO 3 OLiHKaMK, BUKPUBAEHHA XpebTa
cnoctepiraerbca y 60-90% Hecngaumnx i cmaaumx
nauieHTiB Ta y 50% xo4a4nx NaLieHTIB y Mipy
IXHbOrO A0POCAILLAHHA.

C-nogibHi abo S-noaibHi 6OKOBI BUKPUB/IEHHSA
XxpebTa Bigomi sik ckonios. AKLWO xpebeT
BUKPUBOETLCA BNepes, Lie Ha3MBa€ETbCA
«Kipo3». OAHOYACHO 3 BUKPMBIEHHAM

XpebTa BiabyBatoTbCA 3MIHWN Y TPYAHIN CTiHL,

Ta pebepHOMY KapKaci rpygHoi KNiTKK, Wo
3MEHLYHTb NPOCTIP, AOCTYMHUI NereHam ans
POCTY 1 AUXaHHA. 3 OrnAAy Ha Le Ba*K/IMBO
KOHTPONOBATK NOABY CKOIO3Y BCiX MALEHTIB i3
novyatkom CMA B autayomy Bili. HanKkpawmm
MEeTOAOM AN OLiHKM BUKPUBAEHHA XpebTa

€ NOBHAa peHmeaeHo2pamad, W0 [,03BONSAE
BM3HAYUTM BUKPUBAEHHSA BCbOro XpebTa
naujieHTa. Lleit nokasHUK Bigommit aK KyT Kobba.
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Y naujieHTiB, AKi 34aTHi cMAaiTM abo xoauTH,
pPeHTreHorpama BMKOHYETbCA Yy HalbinbL
NPAMOMY MONOXKEHHI cnaaum abo cToaum,
AKOrO BOHM MOXYTb AOCAMTU. Y HeCUaAumnX
NaLiEHTIB peHmeaeHo2pama BUKOHYETLCA B
NONOMXEHHI NeXkaun. MNoBTopHe obcTeXeHHA
HeCUasuYUX i cnaaYmx nauieHTis, KyT Kobba y
AKnx nepesmitye 20 rpagycis, Cnif BUKOHYBATH
KOKHI LWICTb MicALiIB A0 NPUMUHEHHA POCTY
KiCTOK, TOBTO KO/IM BOHW J0CAMal0Tb TaK

3BaHOi cKesiemHoi 3pinocmi. licna uporo
06CTEXKEeHHA CNif, NPOBOAMUTU LLOPOKY, OCKINbKM
BMKPUB/IEHHA XpebTa MoXKe nporpecysaTu i B
[0pOCNoMY BiLli.
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KOHTPOJZ1Ib CKONIO3Y

Hecupgayi nauieHTn

AKLWO Hecnasyi nauieHT byayTb HOCUTK KopceT
NPOTATOM AHs K 3aCib NpodiNakTUKKU CKoNio3y
Ta NigTPUMKKM cngadoro abo 6inbw npamoro
NOJIOXKEHHA, BOHM 3arasiom NovyBaTMmyTb

cebe KomdOpPTHiLWe Ta OTPMMAIOTb Bif, LbOro
KOpUCTb. KopceT iHAMBIAYaIbHO BUTOTOBAE

Ta NPMNAcoBYE cnewjianict (opme3sucm) Taknum
YMHOM, LWO6 BiH OXOM/IOBAB CMUHY 1 FPYAHY
KNiTKY Ta 6yB KOMGOPTHUM.

CupAadi nauieHTn

Yci nauieHTn 3i ckonioszom 3 Kytom Kob6a BuLLe
20 rpagyciB MOXYTb OTPUMATM KOPCET AN
XpebTa, TakoX Bigomuii Ak TLSO (TopakasibHO-
Ntomb0o-cakpanbHUI opTes), Wo 3abesnevye
BMMNPABHY NiATPMMKY B MONOXKEHHI cnaayu;
3aCTOCYBAHHA LbOro KOpCeTa He 3yNUHUTb
MOX/IMBMI NOAANbLUNIA PO3BUTOK BUKPUBAEHHA
xpebTa. Kopcetn gna xpebTa nokasaHo
3aCTOCOBYBATHU Y AiTEN, SKMM LLLE AaNeKo

[0 CKeNeTHOI 3piNocTi; peKoMeHAYETbCA
BMKOPWUCTOBYBATU M’AKMIA ab0 HaNiBXOPCTKNIA
opTe3 xpebTa. KopceT gfonomarae nocnabutm
6inb, 3abe3neynTn cTabinbHICTb, @ TAKOX MOXKe
YMNOBINbHUTU PO3BUTOK BUKPUBAEHHSA XpebTa.

Y AesKUX CUTYaLisX MOXe BUHUKHYTU NoTpeba
B XipypriyHin onepauii ans BUNpAMAEHHA
xpebTa. Lle AonomorKe yTpumyBaTH piBHOBary
B MOJIOXKEHHI CMAAYK, @ TAKOXK A03BO/IUTb
nereHam 6inbl NOBHO PO3LWMPHOBATUCH, LLLO
NOKPALWMTL AMXaHHA. AKLWO pO3riAAaETbCA
HeobXiaHicTb onepalii, NoTPibHO BMAIANTK
[0CTaTHbO Yacy AnA 06roBopeHHA MOXKANBUX
BapiaHTIB AN 3 MiXKAUCUUNNIHAPHOLO
MeAMYHOI KOMaH/O00, @ TaKoX 3'ACYBaHHA, WO
nepenbayvae onepawis.

HanpaBneHHA Ha onepau,ito xpebTa HaJAETLCA
Ha OCHOBI HM3KM daKTopiB. [0 HANBAXKAMBILLNX
HanexaTb NporpecyBaHHA NOKa3HUKA
BMKPUBNEHHA xpebTa, KyTa Kobba, oo 50 abo
6inbwe rpaaycis abo wopiyHe 36inbleHHA
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Po3rnagatoun moxnmeictb onepadii, cnig,
OLiHIOBATM | BpaxoByBaTH iHLWIi pakTopy,
nepenivyeHi HMxue.

& Bik y poKkax i micausx (xpoHosoriyHmm

BiK), @ TAKOXK CTaH PO3BUTKY KiCTOK

i CKkeneta (ckenemHa 3pinicme).
OCKiNbKKM CKeNneTHWi BiK i GaKTUYHUI BiK
YyacTo He 36iratoTbca, CKENETHY 3pPiNicTb
MOXHa BU3HAYMTM 33 ONOMOFOH0
peHmaeHo2pamu KiCToK NiBoro
3an’AcTKa

CTyniHb NoripweHHA AnXanbHOi GYHKLT

Yu 3miHnnacb popma rpyaHoi KNitkmu abo
YW CnocTepiraeTbca Konarc pebep

Y BUKPUBAEHHA BUKINKAE Npobaemu y
NOBCAKAEHHIN AianbHOCTI

Y1 NpUCYTHI NOCTINHWUI 6iNb CNUHW |
KY/1bLLIOBMX cyrnobis

Yn KynbLIOBI cyrnobu i Ta3 po3TalloBaHi
HEpPIBHO, LLO YCKIAAHIOE NiATPUMAHHA
piBHOBArM B MOMIOXKEHHI cnaaum



IcHye gBa OCHOBHUX TUNKX onepawii Ha Xpeo6Ti:

CnoHpgunopes nepenbayae BUNPAMAEHHSA
XpebTa WAAXOM YCTaHOBKM ABOX META/IEBUX
CTep¥KHiB 06a6i4 xpebTa, WO NPMKPINAITLCA
[0 6araTbox KicToK xpebTa (xpebuis) i pebep
Y340BX BUKPUBEHOI AinAHKK. Lle no3sonse
BUPIBHATU BUKPUBAEHHA Ta NiATPUMYyBaTH
XpebeT y BiAnoBiAHOMY NMosioXKeHHi. Kpim
TOro, xpebui 3pouLyoTbes, Wob 3abesneunTu
O00ATKOBY MiATPUMKY.

«ApantoBaHa A0 POCTY» onepaLiia Ha XpebTi
noKasaHa ans gitei monoguwe 10 pokis, y
AKNX XpebeT i pebepHU KapKac rpyaHol
KNITKW LWe MatoTb BE/IMKUIA 3anac pocTy.
Ctep:kHi 3aKpinatotoTbea Ao xpebTa abo
pebep TiNbKU Y HUXKHIN | BEpXHil ginaHLui
BMKPUB/IEHHA, HE TOPKAOUYMCb CErMEHTIB
XpebTa i pebep nocepeanHi, WO A03BONAE iM
pocTtu i Hagani. IMig Yac yCTaHOBKU CTEPXKHIB
BMKOHYIOTb MaKCMMaNbHY MOXINBY KOPEKL,it0
BUKPUBNEHHA, NiCAA YOro 3 iHTepBaJIOM Bif,
KOXHMX ABOX A0 WeCTU MICALB NOCTYyNOBO
BUAOBXYIOTb CTEPKHI, WO NiATPUMYIOTb XpeberT.
3aBaAKM Ui npoueaypi 3abe3neyvyeTbes
6e3nepepBHUI pIicT XpebTa i rPyAHOT KNITKK.
[na agantoBaHOI 40 POCTY onepaLii Ha
XpebTi NoCTiliHO 3’ABAAIOTLCA HOBI TEXHONOTII,
HanpuKAag, PO3CYBHI CTEPXKHI 3 MarHiTHUM
KepyBaHHAM, LLLO MOXYTb BUA0BKYBATUCb 6e3
HeobxiaAHOCTI NOBTOPHOI onepadi.

Mepen KOXKHOK onepauieto MixkancumnaiHapHa
MegMYHa KOMaHZa NOBUHHA BUKOHATK

noBHe meaunyHe obcTexeHHA nauieHTa. Mig

yac TaKoro ornA4y BM3HAYatoTbCA MOXKAMBI
npobaemm 3 macoto Tina abo xapyyBaHHAM,
CTaHOM KiCTOK i AMXanbHO PYHKLIEID, @ TAKOXK
OLLiHIOETbCA NoTpeba pecnipaTopHOT NiATPUMKM
nig vyac onepauii. Meanku NOBUHHI BUHECTHU
KOJierianbHe pilleHHA, TOMy iM chig, AeTasbHO
PO3INAHYTU MOXKANBI PU3UKM 1 MepeBaru
BigNoOBigHOI Npoueaypu. 3anyyeHa 4o onepauii
MegMyYHa KOMaHZa NOBWMHHA CNAaHYyBaTH
KOHTPO/Ib AMXaHHA Nicna onepauii.
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PekomeHpoBaHUi BiK gna xXipypriuHoro
BTPYy4aHHA Ha XpeobTi

CTaHpapTHM NiKyBaHHA nepeabayaloTb

pi3Hi peKomeHAaauii ana megukis
3a/1€XKHO Bif, BiKy:

MeHLwwe 4 pokKis: 3aranom, onepawito
Ha XpebTi cnif, BUKOHYBATK Micas
OOCATHEHHA YOTUPUPIYHOrO BIKY.

Bik 4—10 pokiB: OCKinbKu B LbOMY

BilLi 4iTK LWLe He A0CArIN CKeNeTHoi
3PiNOCTi, pPEKOMEHAYETLCA aAaNTOBaHa
[0 POCTy onepawia Ha xpeobTi.

Bik 10—12 pokiB: Y ubomy BiLi AiTn
nepexoanaTb A0 CKeNIeTHOI 3pifocCTi.
AKLWO € NOKa3aHHA AnA onepadii, ii TMn
3anexaTMme Bif, CTYNeHA CKeNeTHol
3PiNOCTi AUTMHM | TOrO, HACKINbKN
iMOBipHMIA NOAANbLLMIA PicT XpebTa.

Bik cTrapwe 12 pokis: Y ubomy BiL,i
AiTW JOCAraloTb CKENETHOI 3PiNIOCTi.
AKLWLO € NOKa3aHHA anAa onepadii,
PEKOMEHAYETbCA BUKOHYBATH
cnoHAamnoaes.

Mpw BUKOHAHHI Byab-AKMX onepain
Ha XpebTi ekcnepTn peKomMeHAYTb
33a/MLWIATU HE3POLLEHY AiNAHKY
nocepeamuHi HUXKHbOT YaCTUHU CNUHU
(cepepHilt nonepekoBui BigAin),
o6 yMOXNNBUTM 3aCTOCYBAHHA

NiKapcbKux 3acobis, Takux AK Spinraza®,

LLIO BBOAATLCSA LAAXOM iH’ €KL
6e3nocepesHbO Y CMTMHHOMO3KOBUI
KaHan (iHTpaTekanbHo) (amB. po3gin 11,
«3acToCcyBaHHA HOBMX BUAIB NiKYBaHHA
CMAY).
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[Ona apantoBaHOi A0 POCTy onepadii Ha XpebTi NocTiHO

3’ABNAIOTLCA HOBi TEXHONOTIT, HANPUKANAA, PO3CYBHI CTEPXKHI

3 MarHiTHUM KepyBaHHAM, L0 MOKYTb BUAOBXKYBaTUCL be3

HeobxiaHOCTi NOBTOPHOI onepauii

BnauB Ha KynbluoBi cyrnobu

Cepepg, HeCMAAYMX | CMOAYNX NALIEHTIB
noLwmpeHa HecTabinbHICTb 0AHOTO YM 060X
KYNbLLIOBMX CYrnobiB. AKWO NaLiEHT MOXKe
CTOATM, NepecyBaTmcA 3 NiaTPMMKo Ta (abo)
XOANTW, @ HECTabIiNbHICTb Ky/NbLIOBOTO cyrnoba
3aBaYKa€ MOMy BUKOHYBATW Ui Aii YN BUKNMKAE
6inb, NOKa3aHa XipypriyHa PeKOHCTPYKLLA
KynblLOBOro cyrnoba ana crabinisauii
BMBUXHYTOro abo 4acTKOBO BUBUXHYTOrO
cyrnoba. XipypriyHa ctabinisauis Takox
PEKOMEHAYETLCA ANA HEXOOAYMX NALIEHTIB,
AKLLO BOHM Big4yBatoTb NOCTiMHMI 6inb abo
AKLLO 0bmeKeHa PyX/IMBICTb Ky/bLLIOBOIo
cyrnoba ycKnagH€E BUKOHAHHA TaKUX A4iN, AK
NPUMOM iXi, BiaBiAyBaHHA TyaneTy, ogaraHHA
abo cinaHHA.

iy
Bnaus Ha cyrnobu

CKyTicTb cyrnobiB (KOHTPaKTYpK ) € NOWNPEHOI
npob6aemoto, Lo MoXKe BUKAMKaTK Binb Ta
0bMmeKyBaTU PYXMBICTb. 1A KOHTPOAIO LMX
CMMNTOMIB PEKOMEHAYETLCA 3aCTOCOBYBATH
disioTepanito i WKHKU (ans. po3ain 3,
«®isioTepania i peabinitayia»). XipypriuHe
BTPYYAHHA CAig po3rnagatu TibKK TOAi, KON
KOHTPAKTYpPU BUKAUKaAtOTb 6iib abo 0O6MeKyoTb
30aTHICTb pyxaTu cyrnobom ana BUKOHaAHHA
NoTPIGHMX Ail.
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Bnaus Ha KicTku

Y HeCMZAYNX | CUAAYMX MALLIEHTIB € NiABULLEHUM PU3NK BUHMKHEHHA NEPenomMiB KICTOK Yepes
OCTEOoNOpPO3, BUK/IMKAHUIM HE34ATHICTIO CTOATM (NiATPMMYBATH Bary) Ta HEBUKOPUCTAHHAM KiCTOK
i m’'s3iB. Y XxapuyBaHHi aiten i gopocnmx 3i CMA Baxkn11Bo 3abe3nevyBaTn AOCTATHIO Ki/lbKiCTb
Kanbuito i BiTamiHy D3 (auB. po3ain 5, «XapyyBaHHA, PiCT i CTaH KIiCTOK»).

Mpv nepenomi cTaHAAPTU NiKYBaHHA NPOMOHYOTb HaBeAEeHI HUXKYe peKomeHaau,ii.

OnAa cupaumx Ta He CUBAYUX NaLLiEHTIB

e He BMKOPMCTOBYITE FiNcoBy NoOB’sA3Ky,

AKa 06MENKYE PYXINBICTb HA TEPMIH
O0BLUE YOTUPbOX TUMKHIB.

3a HalMeHLLOi MOXANBOCTI

YHUKaKWTe onepaLiii; 3amicTb LbOro

BMKOPWUCTOBYMTE rincosy NOB’A3KY.

KniHiuHe obcTexkeHHA
xpebTa

PeHreHorpama
xpebTa

Ona xopaaumx nauieHTis

Po3rnaHbTe MOXKAMBICTb onepau,ii,
AKLLO MaLEHT 3a3BUYaiN 34aTHUN

XOOMTHU i MAE NEPENOM KiCTKM B HO3I.

AKLWO naLieHT 3a3BMYall He 34aTHUM

XOOMUTU | Ma€ Nepenom Ky/nblOBOro
cyrnoba, po3rnsHbTE MOMK/INBICTb

onepaLii 3 BUKOPUCTAHHAM CTEP}KHIB

abo nnactuH. Lie moske npuckopuTtu
3aro€HHA nepenomy Ta nigBuLLye

iMOBIpHiCTb 36epeXKeHHs PyXaMBOCTI.

Akwo Kyt Kobb6a
meHwe 15-20°

AKwo Kyt Kobba binbwe
15-20° — KopceT i
CNOCTEPENKEHHA

AKwo Kyt Kobb6a posrnsHbTe
MOX/IMBICTb onepadii Ha xpeobTi 3
MIXXOMCUMNNIHAPHOK KOMAHAOH0

PucyHoK 2.

c1.109)

Cxema K/iHiYHOro BeaeHHA
nawjieHTa, AKY fliKap 3aCTOCOBYE NpU
nifo3pi Ha BUKPMBAEHHA XpebTa
(pucyHOK apanToBaHO Ha OCHOBI

ny6nikauii E. Mercuri et al. 2018,

Ona piten, aki
He fAocArun
CKeNleTHOI 3pinocTi,
PO3rNAHbTE
MO/UBICTb
a4anToBaHOI A0
pocTy onepau,ii

Ons nayieHTis,
AKi pocarn
CKeNeTHOI 3pinocTi,
pOo3rnsaHbTE
MO/UBICTb
cnoHgunonesy
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PO34IN 5

Y Bcix nauieHTiB 3i CMA aietonor
NOBUHEH BUKOHYBATU PErynapHy
OLiHKY 3pOCTy, Macu Tina i 4ietm
Ana 3abesneyeHHs oNnTMMaNbHOI
Macu Tina, XxapyyBaHHA Ta

CNOXXMBAHHA PigUHMN.

XAPYYBAHHA, PICT
| CTAH KICTOK

Jo oCHOBHMX NOB’sI3aHMX 3

Xap4yyBaHHAM npobaem npu CMA

HanexaTb:
¢ TpyAHOLLj 3 KOBTAHHAM
® KoHTponb macu Tina

e [epecyBaHHA NPOAYKTIB
XapyyBaHHSA Yepes cuctemy
TpaB/IeHHSA

Y Bcix nauieHTis 3i CMA aieTonor noBUHeH BUKOHYBATH
perynapHy OLiHKY 3pOCTy, Macu Tina i gietn ana
3abe3neyeHHA ONTMMANbHOI MacK Tina, XxapyyBaHHA
Ta CNOXMBaHHA PianHU. CneuianbHi KapTh ¢isnYHOro
po3BUTKY Ana aiten 3i CMA He icHytOTb, NpoTe
OIETONOT MOXKe CKOPUCTATMCA CTaHLAPTHUMM KapTamm
¢di3nyHOro po3BUTKY BcecBiTHLOT OpraHi3auii OXopoHu
3popos’s (BOO3). PekomeHAYETbCA 3aNnCyBaTH
MOKA3HWKM Macu Tina i 3pocCTy Nig Yac Bi3UTIB Y
NiKAPHIO, a TaKOX obumncntoBatn iHOeKc macu mina
(IMT). IMT — ue NOKa3HUK, Lo 06YNCNHOETLCA Ha
OCHOBI 3pOCTY 1 Macu TiNa, SKUIA A03BOJIAE BU3HAYNUTH,
4YM Maca Tina nepebyBae HUKYe, BULLE abo y mexkax
Hopmu. AKwo IMT nauieHTa 3i CMA nepebyBace Bulle
25-ro npoueHTUnA, cnig, BUKOHATU OLHKY MOXINBOTO
OXMPiHHA Ta (ab0) 3alBOI XKMPOBOT TKAHUHU. TaKOXK
CNig BU3HAYUTU KOMNO3ULiIMHWUI CKnag, Tina, wob
nepekoHaTUCA B 340POBOMY CMiBBIAHOLIEHHI KiCTOK,
MPOBOI TKAHUHMU | M’A3iB.

JNopel 3 o4gHaKOBMMKW CUMNTOMaMM HEMAE, NPOTe
MmeaunKkn byaytb 3ab6e3nedyBaTv KOHTPOAD i NiKyBaHHA
BAK/IMBUX WAYHKOBO-KUWKOBUX CUMIMTOMIB,

TaKMX AK pedOKC, 3aTPMMaHE BUNOPOKHEHHA
LINYHKa, 6/1t0BaHHSA i 3anop. Y nauieHTis 3i CMA

TAKOX MOXKYTb BUHUKATM NpobaemMu 3i 34aTHICTIO
OpraHisMmy po3LLenatoBaTh NOXKUBHI PEYOBUHM

Ansa BUpobHMUTBA eHepril (meTaboniam). Lle moxe
BUKNINKATU NiABULLEHHA KUCNOTHOCTI KPOBI, Bigome AK
«meTaboniyHmMin aumao3» abo ketoaunaos. Kpim Toro,
Y TaKMX MaLiEHTIB MOXe NiaBULLMTUCA ab0 NOHU3UTUCA
piBEHb LYKPY B KPOBi Ta BUHUKHYTK Npobiemu 3
po3LLEenaeHHAM XHUpiB.
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o6 nigibpatn npaBuabHY
iHAMBIAYaNi30BaHy AIETY, BaXK/IMBO
MPOKOHCYNbTYBATMCA 3 AiETO/IOIOM

HECUAAYI NALIEHTU

HanBaKNMBILLMM NOKA3HUKOM 1A HEMOBAAT
€ IXHA 34aTHICTb KOBTATU. TpyaHOLL 3
KOBTAHHAM BiZOMi AK ducghazia, Wwo nigsuLLye
PU3MK BAUXaHHA TKi abo pigmHu (acnipauii),
AKa MOEe BUKINKATU iHDEKLiO ANXaNbHUX
waaxis. HeeaoB3i NicnA NOCTAaHOBKW AiarHo3y
LITAM CNif, BUKOHATM TECT HA KOBTAHHA
(eioeopeHmezeHozpadgpiuHe docnidrceHHA
QYHKYiT KoeMaHHA). AKWO pe3ynbTaTn TeCcTy
CBiAYMTUMYTb NPO Npobnemun 3 6eaneyHum
KOBTAHHAM, iCHYE ABa aNbTEePHATUBHUX
cnocobu rogyBaHHA Yepes Hic: 3a 4ONOMOToH
HA302aCMpPaAabHO20 30HAY, AKUIA LOXOANTb
00 WyHKa, abo Ha30erHAAbHO20 30HAY,
AKUIN NPOXOANTb Yepe3 TOHKUM KULIEYHUK.
PekomeHA0BaHUM A0BrOCTPOKOBUM cnocobom
€ 2acmpocmomivHa Tpybka abo yepeswkipHa
eHOocKoniyHa 2acmpocmomis, T06T1o
XipypriuHe BBeAeHHs TpybKM Yyepes WKipy B
LUNTYHOK.

[eski ekcnepTv peKoMeHayoTb BUKOHATH
[,04aTKOBY XipypriyHy npoueaypy Ana
3MeHLWweHHA pedntokey. e ogHieto npobnemotro
MOKe ByTn BTpaTa FHY4YKOCTi M’'A3iB Wwenenu,

LLLO YCKNAAHIOE KYBaHHA | KOBTAHHA. AKLWLO Y
ONTUHM abo AOPOCNOro BUHMKaOTb Npobaemm
i3 OyAb-AKMM i3 BKa3aHWUX BULLLE aCMEKTIB,
3BEPHITbCA NO KOHCYAbTALiO 40 MeANYHUX
npaLiBHUKIB.

Ha popatok Ao cnabKkmx KoBTanbHUX

m’a3iB | ducghpaeii, yepes AKki 0bmexKyeTbCA
CMOXMBAHHSA Kanopil, Hecuaadi nauieHTn
BMKOPMCTOBYOTb B6araTto eHeprii 4na AnXaHHA
i 6OPOTHOU 3 IHDEKUIAMU ANXANbHUX LLNAXIB.
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Lle 03HauvaE, Wo im 3arporKye HegOCTaTHE
3abe3neyeHHA NOXKUBHUMW PEYOBMHAMM

Ta npobnemun 3 Habopom macw Tina. IcHye
YMMaNo PiISHOBUAIB OIETU, KOXKHA 3 AKMX MaE
6yTH iHaAuBiAyanizoBaHa Ao noTpeb naujieHTa i
3abe3nevyBaT AOCTaTHIM 0bcAr pignuHu.

Ocob61BO KOPUCHUMUK AN CUCTEMM
TPaB/EeHHSA € MBI 6akTepil i ApirKAKOBI
rpubku (npobiomuku). Hecuasumm nauieHTam
MOKe 3HaJ06MTUCA NPUIMOM NiKiB Big 3anopis
Ta Npob6iem i3 BUNOPOXKHEHHAM, OCKISIbKM
KMLEYHUK Y HUX NPALLIOE NOBINbHiLIe.

Y pasi xBopobu BaXKIMBO NPOKOHCYNbTYBATUCA
3 MegUYHMMM NPALLIBHUKAMM LLOAO NiKYBAHHA
i Aornaay, OCKinbKKn BaXKNnBo 3abesneymTu
[OCTATHIN 0bcar pigMHM Ha paHHiX eTanax
XBOPOOM Ta cnocTepiratv 3a piBHEM

conei y Kposi. CMA moKe ycknagHoBaTH
MeTaboni3M }Knpis Ta iHOAI NPU3BOAUTU

0,0 HAaAMIPHOro HaKOMMYEHHA KETOHIB Ta
iHWWMX NOBIYHUX NPOAYKTIB. 1A YHUKHEHHS
LLbOro pekomeHayeTbCcA cTabinbHa gieTa i3
BMICTOM BYrn1eBOAIB i 6inKiB, W06 06MeXnTH
PO3LIENNEHHA }KNPIB A5 BUPOOHULITBA eHepril.
Lle HabyBae ocob6a1BOi Baru nig 4ac Xxsopobwu;
pekoMeHAYETbCA 3a6e3neUYnTn XxapuyBaHHA

i3 BMicTom ByrnieBogiB i 6inKiB He nisHilwe
LIEeCTU roAMH MiCNA MOYATKY 3aXBOPIOBAHHA Ta
He NPUNUHATU PErynapHoro rogysaHHa. Cnig
YHUKaTU nepebyBaHHA 6e3 ixKi.
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Y cnaayumx NauieHTIB YacTO BUHMKAKOTb TPYAHOLL
3 XKYBaHHAM. BOHM TaKOX MOKYyTb BTOM/IHOBATUCA
nig yac npunomy ixi. LLLo6 nigibpatn ana HMx
NpaBUAbHY IHOMBIAYaANI30BAHY AIETY, BAaXKAMBO
NPOKOHCYNbTYBATMUCA 3 AIETONIOIOM. Y CUAAYNX
NaLiEHTIB ANTAYOrO BiKY CTATyC Xap4yyBaHHA

CNif, OLiHIOBATU KOXHI TPU—LLICTb MicaLiB nicnA
NOCTAaHOBKM AiarHo3y, a NOTiM LLLOPOKY.

AKLWO Yy cnaaumx nauienTis 6yBatoTb BUNAAKM,
KON BOHM AaBNAATbCA abo 3aKalNoTbCA Nig Yac
BUro40BYyBaHHA ab0 CAMOCTIMHOTO CMOXMBAHHA
i, iTM cnig BUKOHATM TECT Ha KOBTAHHA
(BiaeopeHTreHorpadiyHe aocnigKeHHA PyHKLT
KOBTaHHA). [lieTy i 34aTHICTb cMAAYMX NALLIEHTIB
0,0 YKYBaHHA M KOBTAHHA TAaKOX MAE OL,iHUTK
noronep, AKNIA HagacTb peKkoMeHaauii woao
KOHCUKCTeHU,i iXi (HanpuKknag, y Burnagi nope,
HaniBTBEPAOI *Ki abo BinbLl rycTux pignH, Takmx
AK MOJIOYHI KOKTelni). 3a noTpebu norones Takox
NPOKOHCYNbTYE LLOAO 3MiHM CNOCOOY rogyBaHHA.

AKLLO € 03HAKM, WO PiCT NaLieHTa BiabyBaeTbcs
He3a[0BiNIbHMMM TEMNAMMU, CNiA, PO3MNAHYTU
MO/MBICTb YCTAHOBKM 30HAA AN1A XapuyBaHHA,
o6 3ab6e3neynTn Moro HeobxigHNUMMU
NOXXMBHUMW PeYOBMHAMM. AKLLO NALLIEHT MOXKe
6e3neyHo KOBTaTK, MOTO CAifg TaKOXK 3a0X04yBaTH
NPUMUMaATK iKYy Yepes poT.

OCKiNbKM Yy cMAAYMX NALLIEHTIB 0bMexKeHa
3[aTHICTb NepecyBaTUCA, A IXHIK KOMNO3ULINHUI

CK/1af, TiNla 3MIHEHUI, BOHU PU3UKYIOTb OTPMMATH

HaZMipHY macy Tina. AKLLO 3'ABNATLCA

O3HaKM HagMipHOI Barn, peKoOMeHAyEeTbCA
BWMKOHATM aHaNi3 KPOBi ANA NepeBipKM 34aTHOCTI
po3LenntoBaTh Byrnesoam (Metaboniam
I/IIOKO3MK).

AKLWO naujieHTa TYpOYIOTb peryaspHi 3anopu, caig,
36iNbWINTM CNOXMBAHHA PIAMHU 1 KNITKOBUHMU;

y TAaKOMYy pasi 3BEPHITbCA 40 MeANYHNX
NPaLiBHMKIB MO KOHCYAbTaL,it0. TAaKOX MOXKYTb
[O0MNOMOFTU NliKapCbKi 3acobu, AKi cnpuAtoTb
BUMNOPOKHEHHIO.

Y pasi x8opobu BaXKIMBO NPOKOHCYNbTYBATUCA
3 MegUYHMMM NPALLIBHUKAMM LWOAO NiKYBAHHA
i JOrNAAJY, OCKiNbKM BaXKNMBO 3abe3neyntu
[OCTaATHIN 06cAr pigMHM Ha paHHIX eTanax
XBOpPOOM Ta cnocTepiratv 3a piBHeEM

conen y kposi. CMA moxke ycknagHioBaTn
MeTaboniam }Kunpis Ta iHoAi NPU3BOANUTHU

[0 HAagMIpHOro HaKOMMYEHHA KETOHIB Ta
iHWKWX NOBIYHMX NPOAYKTIB. [ANA YHUKHEHHA
LLbOro pekomeHAyeTbecA cTabinbHa gieTa i3
BMICTOM BYrneBoaiB i 6iskiB, W06 obmexnTH
PO3LUENNEHHA }KNPIB A58 BUPOOHULITBA eHepril.
Lle HabyBae ocobamBoi Baru nig 4ac xeopobu;
pekomeHAyeTbCA 3abe3neunT xapyyBaHHA

i3 BMiCTOM ByrneBogis i 6inkiB He ni3Hiwe
LIEeCTU rogMH MiCNA MOYATKY 3aXBOPIOBAHHA Ta
He NPUNUHATU perynapHoro rogysaHHa. Cnig
YHUKaTK nepebyBaHHA 6e3 ixi.
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TpyAHOLi 3 KOBTAQHHAM i rog4yBaHHAM Y
XO4AYMX NALLIEHTIB BUHUKAIOTb PigKo. AKLWO Y
HUX BUHUKHYTb Npobaemu, NoB’s3aHi 3 macoto
Tina, 0cob/MBO HaAMIpHa Bara i OXKUPIHHS,
CNif, 3BEPHYTUCA 40 AIETONOrA, OCKIIbKM Le
MOXKe 0OMEKUTU PYXAMBICTb Ta NiABULLUTH
PU3MK iHLWKX Npobaem 3i 300p0oB’AM, TaKUX
AK BUCOKWUI apmepianbHuli muck i diabem.
AKWO 3’ABNAOTLCA 03HAKU HaAMIPHOI Macu
TiNna, peKOMeHAYETbCA BUKOHATU aHai3 Kposi
ONA nepesBipKM 34aTHOCTI po3LLEenatoBaTh
Byrnesoau (Metaboniam rnokosu).

Y Bcix nauieHTiB 3i CMA € niasuLLeHnn pusnkK
3HUMKEHHA WiNbHOCTI KICTOK (ocTeoneHir)

Ta nepenomis. [nAa KOHTPOAIO LLiABHOCTI
KICTKOBOI TKAHWHW PeKOMeHAYETbCA WOpPIYHO
BMKOHYBaTW CKaHyBaHHsA abo AocnigrKeHHA
MiHepanbHOI WinbHOCMIi Kicmok.

LLLOpOKY TaKoXK CAifg, KOHTPO/IOBATU pPiBEHDb
BiTaMiHy D y KpoBi. AKLLO0 NOKAa3HMUK HU3bKUNA,
ab0 sKLLO Y NaLieHTa € ocmeoneHis, cnig,
NPUMMATK Xap4yoBi A0AATKM. TAaKOXK MOXKe

6yTI/1 NoKasaHe 40A4aTKOBE BXMBAHHA Ka/blLiito.

AKLLO Yy NaLliEHTa YacTO BUHUKAOTb NEpPesioMm
KICTOK, MOMY MOXYTb MPONMCATH NiKapCbKi
3acobwu (bicgpocgpoHamu) ana NiaBULLLEEHHSA
LWi/IbHOCTI KiCTOK.
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[ANA KOHTPONIO WinbHOCMI
KiCmKoeoi mKaHUHuU
PEKOMEHAYETLCA WOPIYHO
BMKOHYBATU CKaHyBaHHA abo

AOCNIAXKEeHHA MiHepanbHOI

LLLINbHOCTI KiCTOK
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PO3A4IN 6

ANXAHHSA (PECNIPATOPHE |
NMYITbMOHONOTIYHE NNIKYBAHHA)

CnabkicTb m’a3iB, BUKAMKAaHa CMA, TaKOX MOXe NOLWKNPHOBaTMUCA HAa M’A3M, Lo 3abe3neyyioTb
AnxaHHA (guxanbHi m’a3u). Mpobnemu 3 ANXaHHAM NOWNPEHi cepen HeCUAAYNX i CUAAYNX
NaLiEeHTIB, TOAI AK Y XOOAYMX MALIEHTIB BOHM 3yCTPivatoTbCA pigKo. MpoTe ycim nauieHtam 3i CMA
PEKOMEHAYETLCA LWOPOKY BUKOHYBATU BaKLMHALLIIO Bif, rpMny Ta MHEBMOKOKIB. YCi iHWI BaKLMHaLLi

CNig, BUKOHYBATM 3riAHO 3i CTAaHAAPTHUMW MEeANYHUMUM PEKOMEHAALIAMM, AKLLO Y YIEHIB MeaNndHOl

KOMaHaM He Byae 3anepeyeHb.

ICHYOTb pi3Hi cnocobu BUpilLeHHA Npobaem 3 AUXaHHAM. BOHM Bigpi3HAOTLCA 3a/1€KHO Big, CTyneHs BRMBy

CMA.

HECUAAYI NALIEHTU

Mpobnemu 3 ANXaHHAM € FO/IOBHOIO NPUYMHOKO
TAXKUX Npobaem 3i 300pOB’AM y NALEHTIB 3
paHHiMm novyaTkom CMA. Huxkue nepenivyeHo
OCHOBHI Npobaemu.

e CnabKe BigKalL/IOBaHHA MOXe
YHEMOXKAUBUTU BUOANEHHA CIN3Y
3 /1ereHis, WO MOXe Npu3BecTn 40
iHbeKujii AnxanbHUX WAAXiB

e CnabkKicTb M'A3iB MOXe 03HayaTH,
LLLO MALLIEHT He B CTaHi BUKOHATH
[OCTaTHbO MUBOKUIN BAUX, OO
3aMIHUTWN BYI/TIEKUCIUI Fa3 HA KUCEHb
(einoeeHmunsayin); ue moxe 3HU3UTU
piBEHb KMUCHIO B KPOBI (KUCHesa
decamypayin). linoBeHTUAALIA i
HU3bKWUI PiBEHb KUCHIO CMOYATKY
CNoCTepiraoTbCa Nig Yac CHy, Koan
AMXanbHi M’a3n nepebyBatoTb y
HanbinbWw po3cnabneHomy cTaHi.
MocTynoBo TpygHOL,i i3 3aMiHOO
BYI/IEKMCNOTO ra3y Ha KUCEHb
NOLLMPIOIOTLCA | Ha TOM Yac, Konu
NALLiIEHT HE CAUTb.
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OckinbKkM Nnpobnemu 3 gUXaHHAM €
NoLWMPEHMMM Ta 3 BUCOKOHO iMOBIPHICTIO
MOXKYTb CTaTU TAXKKUMMU, pecnipatopHe
NiKyBaHHA C/lig NOYMHATM Ha PaHHIX eTanax
i 3aCTOCOBYBATU MOrO pPerynapHo, HaBiTb 3a
BiZICYTHOCTI CMMNTOMIB (e Ha3nBaETbLCA
«ynepenKyBanbHe» NikyBaHHA). MNicna
NOCTAHOBKM AiarHo3y cnifa AKHanwsmaLwe
3a/1ly4YUTHM NiKapA-NybMOHONOra.

Lna scix HemoBAAaT 3i CMA, aKi He 34aTHI
CUAITW, BI3UTU B KNiHIKY CNig BUKOHYBATH
LLIOHAMMEHLLIE pa3 Ha TP MicAaLi, nig,

4ac AKMX BUKOHYETbCA MeAUYHUIN OTNAL.

AKWO NauieHTn anXatoTb HeePeKTUBHO (3
rinOBEHTUNALLEID), BYTNEKNCINM a3 MOKe
HakonuyyBsaTucA. ToMmy BaXK/IMBO NepesipATH
piBEHb BYINMEKUC/IOro rasy HanpuKiHui BUANXY.
3 TaKUMM MALLiEHTAMKM TaKOXK CNifL perynapHo
BMKOHYBaTW 00CAiOHEHHA Nid Yac cHy, 1wob
nepeBipATM HAABHICTb FiNOBEHTUNALLT i HU3bKOTO
BMICTY KMCHIO NPOTATOM HOMYi. Pe3ynbTaTu umx
obcTekeHb AONOMOXKYTb MPUIMHATU CRifibHe
PilLeHHA LWOAO0 BUKOPUCTAHHA anapary, AKUK
Aonomarae auxaTtu (HeiHeasueHa eeHMuUNAyis,
OMB. HUXKYE) Mig Yac cHy.



JNlikyBaHHA:

3acTyga moXKe Npmu3BecTu 40 NOWUpPeHnx
iHPEKLIN AUXaNbHUX WAAXIB, CTYMiHb TAXKOCTI
AKNX MOXKE NOTiPLNTUCA, AKLLO NALIEHT He
MOKe AO0CTAaTHbOK MipOIO Bi4KALLNOBATM CAN3
Ta iHWIi cekpeuy,ii. 4na BCiX HECMAAYMX NALLIEHTIB
cnig 3abesneunTtun disioTepanito rpyaAHOT KNITKK
Yy NOEAHAHHI 3 anapaTamu, LLO NoaerwyoTb
BigKalwtoBaHHA (Hanpuknag, CoughAssist®,
Vital Cough®). Ycix nauieHTis 3 HeepeKkTUBHMUM
BiAKALL/IOBAHHAM Ta KOBTAaHHAM TaKOX CAifg,
3abe3neynTy anapaTtom ANA BiACMOKTYBaHHA
CeKpeLin poToBOi NOPOXKHUHW. BaTbKiB i
NiKNyBaNbHUKIB Clig 3a6e3ne4ynT HaBYaHHAM
i MigTPUMKOIO, LLLO AACTb IM MOX/IUBICTb
BMKOHYBATW peKoMeHaal,ii nikapis Ta epeKTUBHO
BMKOPWCTOBYBATM anapaTu.

HeiHea3usHa eeHMUAAYIA PEKOMEHOYETLCA
ANA NigBULLEHHA HACMYEHOCTi KUCHEM Ta
3MEHLUEHHA BUCOKOIO PiBHA BYI/IEKMCAOrO rasy
(einoeeHnmunayii) nig yac cHy. HeiHBa3uBHa
BEHTMAALIA TAKOX BiZOMa K « 4BOPIBHEBUN
NO3UTUBHUMN TUCK Y AMUXaNIbHUX WNsaxax» (BiPAP)
3 BUKOPUCTAHHAM anapary, AKMi 3abe3neyye aga
PiBHI TUCKY MOBITPA Yepes iHaMBIAyaNni3oBaHy
MacKy ana Hoca abo ana Hoca i poTa.

BMLLMI TUCK BMMKAETbCA Nig Yac BAMXY, W06
3abe3neunTn binblunit 06’em BAMXAHHS, HiX
NaLieHT mir 61 3pobUTN CamMOCTIMHO MNifg Yac CHY.
MicnAa uboro anapaTt 3HUXKYE TUCK Mig Yac BUANXY.
HeiHBa3MBHY BEHTUAALLIIO CNPOEKTOBAHO

TaK, WOH CUHXPOHI3yBaTH ii 3 HOPMASbHUM
AVXaHHAM. AnapaT ciif HanawTyBaTM Takum
YMHOM, W06 3ab6e3neynTn AOCTaTHbO BENNKUI
o6’em BANXY | HE BUKOPUCTOBYBATU A0AATKOBUM
KMCEHb.

IHWi BMAM pecnipaTopHOI NiATPUMKM, TaKi AK
«MNOCTIMHUN NO3UTUBHUIN TUCK Y AMUXaNbHUX
wnaxax» (CPAP), 33 pigKMMU BUHATKAMMU,

He PeKOMeHAYITbCA, OCKi/IbKM BOHU He
NPUWBMALWYIOTb 0OMiH BYrN1eKMCcaoro rasy Ha
KMUCEHb.

[Nna nauieHTiB, y AKMX HEIHBAa3MBHA BEHTUNALIA
BUABUTBLCA HeePEKTUBHOID, MOXKHA PO3MAHYTH
MOXXNMBICTb BUKOPUCTAHHA iIHBA3UBHOI

BEHTUAALIT, NPOTE CNOYaTKY NiKapi Ta YneHu cim’i
NOBUHHI AeTaNbHO Le 06roBopuTH. IHBa3nBHa
BEeHTUANALIA — Ue XipypriyHa onepawia, nig

yac AKOI BUKOHYETLCA OTBIP Yy AMXa/IbHOMY
ropni, AKMN 03BONAE 3a6e3NeUnTn AUXaHHA
yepes TpybKy, BiAOMY AK mpaxeocmomiyHa
mpy6Ka, a He Yyepes Hic i poT. AK NpaBuUO, Taka
onepawia BUKOHYETbCA Ha TPUBAZININ TEPMIH.
BapiaHTn pecnipaTopHOi NigTPMMKK cAig,
06roBoptOBaTM 3 MEAUYHMMM NPALIBHUKAMKU Y
nepiog 3a40Bi/IbHOro CTaHy 30POB’A NalieHTa.
Yci pileHHA MatoTb 3ab6e3neYynTn HalKkpalui
BapiaHT 4na nauieHTa 3i CMA.

Y pasi BUpa*keHoi Nigo3pun Ha actmy

ab0 sBHOro NOKpaLLEHHSA CTaHy nican
3aCTOCYyBaHHA NaLieHTam ciif HagasaTu

NiKM ANA pO3LWMPEHHA ANXaNbHUX LWNAXIB
(HebynizoeaHi 6poHxodunamamopu). JlikapCbKi
3acobu ANs 3MEeHLWEHHA CIMHOBUAINEHHSA

(Taki AK esikoniponam) cnin, 3acTocoByBaTH
06eperKHO Ta 3MiHIOBATK 03y 3a/1EXKHO Bif,
notpeb nig KoHTponeMm nikapa. Taki 3axoan
6e3neKkn NoTPibHiI, Wob YHUKHYTU NepecnxaHHA
CeKpeLii, Wo YCKNaaHIOE iXHE BUAANeHHsA. He
pPEeKOMEHAYETbCS A0BIOCTPOKOBE WOoAEHHE
3aCTOCYyBaHHA NpenapaTis 415 Po3LLenaeHHA
cekpeuin (Pulmozyme® abo rinepToHiYHNM
disionoriyHnin posumH).

3acTocyBaHHA aHTMBIOTKKIB Nig Yac
XBOPO6M cnig 06roBoptoBaTU 3 MEANUYHUMM
npauiBHMKaMM Ha iHOMBIAYaNbHI OCHOBI.

Ha gopatok 40 wopivHOi BaKuMHaL,i Big rpuny
i MTHEBMOKOKIB Ta iHLWNX PEKOMEHA0BAHUX
CTaHOAPTHUX BaKUMHALIN, AiTeil BikKom ao

2 POKiB PEKOMEHAYETHCA BAKLMHYBATH
nanigisymabom, AKMi gie NpoTM NOLWMPEHOTO
naTtoreHa — pPecnipaTopHO CUHLUTIANbHOTO
Bipycy (PCB), WwWo MorKe BUKANKATK Npobremu
3 AMXaHHAM. AK 3a3Ha4anocA B po3gini 5,
«XapyyBaHHA, PICT i CTaH KiCTOKY», iICHYIOTb iHLWI
YMHHMKM, WO MOXKYTb NOTipWKTM Npobaemu

3 AMXAHHAM, i AKi cnig NikyBaTW, HaNnpuKiag,
pedntoKc.
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Y cnpgaumnx nauieHTis npobaemm 3 ANXaHHAM BUHUKAKOTb
pigwe, npoTe oA HUX PEKOMEHAYETbCA BUKOHYBATH
MeAUYHUIN OrNAL WOHAMMEHLLE pPa3 Ha WiCTb MicALiB.

MMig yac uMx Bi3UTIB MNALLIEHTU, AKLLO BOHWU B CTaHi Ue
3po6UTK, MatOTb BUKOHATU AMXaNbHi TecTu (cnipomeTpito),
LLLO BUMIpIOIOTb 06’€M nereHb i cnuny gnxanbHUx m’asis.
JocnigXeHHA nig, vyac cHy 4N1A NepeBipKn ANXaHHA Nig Yac
CHY CNig, BUKOHYBATM 3i BCiMa nauieHTamm, y aknx € byab-
AKi cumnToMM abo nigo3pa Ha «HeAOCTATHICTb AUXAHHAY.

36

MpuKnagamm TakMx CUMNTOMIB € NOraHa fKiCTb CHY,
PaHKOBMI FO/IOBHUIM BiNb Ta COHAMBICTb Y AEHHWI Yac.

NikyBaHHA:

AKLWO Y cnasyoro naujieHTa cnabke
BiZKALWNOBAHHA, NOMY CANig, NPU3HAYUTH
disioTepanito rpyaHoi KAiTKW. baTbKiB i
NiKNyBaNbHUKIB TaKOX C/lif, 03HANOMMUTU

3 BigNoBiAHMMM METOAAMMU | HAAATU M
NPUCTPI ANA AONOMOTU Yy BiAKALINOBAHHI
(Hanpuknag, Cough Assist® Vital Cough®)
Pa30M i3 4EMOHCTPALLIEID | YiTKUMMU
BKa3iBKaMM LW,OA0 TOTO, AK i KoK 110ro
BMKOPUCTOBYBATU. HeiH8a3UuBHYy seHMuUAAYit0
CNiJ, BUKOPUCTOBYBATM Y BCiX MALLIEHTIB i3
CMMNTOMAMM HE3a40BIIbHOTO ANUXAHHA Mifg,
Yac cHy (noraHa sKiCTb CHY, roNo0BHUI Binb Ta
COH/INBICTb Y IGHHUI Yac).

AocnidrceHHA Nid Yac cHy Cnig BUKOHATU

ONA NigTBEepAXKEHHA TOro, WO BKa3aHi BuLLe
CUMNTOMM BUKNMKaHI Npobiemamm 3 AUXaHHAM,
a TAaKOX 4717 BU3HAYEHHA ONTUMANbHUX
HaNaWTyBaHb HEIHBA3MBHOI BEHTUAALLT.
HeiHBa3nBHY BEHTUAALIIO CMlig HaNaAWTYyBaTH
TaKUM YMHOM, LLLOD6 3ab6e3neymTn 4OCTaTHbO
BENMKUI 06’eEM BAUXY | HE BUKOPUCTOBYBATH
A0OATKOBUIM KMCeHb. (B morkeTe npoymTaTti
Npo HeiHBa3MBHY BEHTU/IALLIO | Te, AK BOHA
npautoe, B po34ini Npo HeCcMAAYMX NaLieHTIB abo
B rnocapii).

IHWi BMAM pecnipaToOpHOI NiATPUMKM, TaKi AK
«NOCTIMHUA NO3UTUBHUMN TUCK Y AMXANbHUX
wnaxax» (CPAP), 3a piAKMMN BUHATKAMMU,

He PEeKOMeHAYTbCA, OCKI/IbKM BOHU He
NPULWBKUALIYIOTL 0OMIH BYI/IEKMCNOTO rasy Ha
KMCEHb.

3acTyga moxKe nNpM3BecTy 40 NOWMpPEeHUX
iHbEeKUin AMXaNnbHUX WAAXIB, CTYMiHb TAXKOCTI
AKNX MOXKE NOTiPLINTUCA, AKLLO NALIEHT He
MOXe A0CTaTHbOK MipPOHO BiKaLLIOBATU CAN3
Ta iHWIi cekpeu,ii. Yci cnaayi nauieHTn matoTb
6yTn 3abe3neyeHi pisioTepanieto rpyaHoi
KNITKW Yy NOEQHAHHI 3 anapaTtom 4/1Aa A0MOMOrU
y BigKawntoBaHHi. MauieHTiB 3 HeeheKTUBHUM
BiAKALUNOBAHHAM Ta KOBTAHHAM TaKOX CAig,
3abe3neynTy anapaTtom ANA BiACMOKTYBaHHA
CeKpeLin poToBOi NOPOXKHUHW. BaTbKiB i
NiKAYBaNbHUKIB CNig 3a6e3ne4ynT HaB4aHHAM
i NiATPMMKOLO, WO AACTb iM MOXAUBICTb
BMKOHYBaTWN pekomeHaaLljii Ta epeKTUBHO
BMKOPMCTOBYBATU anapaTu.

Y pasi BUpa*keHoi Nigo3pun Ha actmy

260 ABHOro NOKpaLlEeHHA CTaHy nicas
3aCTOCYBaHHA MaLliEHTam caig, HagaBaTn

NiKW ANA PO3LWKNMPEHHA ANXaNbHUX LLNAXIB
(HebynizoeaHi 6poHxodunamamopu). Jlikapcbki
3ac06uM A5 3MEHLEHHA CIMHOBUAINEHHSA

(Taki Ak enikoniponam) cnip, 3acTocoByBaTH
obeperkHO Ta 3MiHIOBaTN A03Y 3a/1EKHO Bif
noTpeb nig KoHTponem nikapsa. Taki 3axoam
6e3neKkn NoTPibHI, o6 YHUKHYTU NepecnxaHHs
CeKpeLin, Wo yCKNagHIE iXHE BuaganeHHa. He
pPEKOMEHAYETLCA AOBIOCTPOKOBE LLOAEHHE
3aCTOCYBaHHA NpenapartiB A1A po3LenieHHA
cekpeuint (Pulmozyme® abo rinepToHIYHNI
dizionoriyHnii posumnH). 3acTocyBaHHS
aHTMBIOTUKIB Mif Yac xBopobu chig,
obroBoptoBaTM 3 MEAUYHMMM NPALLIBHUKAMWN HA
iHOMBIAYaNbHI OCHOBI.
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Y BinbLUOCTI

XO4A4YUX MALLIEHTIB
CNOCTEepIraeTbeA

HOPMaJibHE ANXAHHA,

npoTe pe3ynbratu
OAHOTO AOCNIAXKEHHA
cBig4aTbhb Npo
MOK/IMBE HE3HAYHe

noripweHHA

Y B6iNnblIOCTi X0AA4YMX NALIEHTIB CNOCTEPIrAaETLCA HOPMabHe
AVXaHHA, NPOTe pe3ynbTaTh OA4HOro AOC/IAXKEHHA CBiAYATb
NpPO MOXK/MBE HE3HAYHE NOoripWeHHA AMXa/bHOT QYHKLIT

3 NAMHOM Yacy. Y pasi iHbeKUuilt AnxanbHUX WAAXIB cAig,
BMKOHATU peTesibHe KNiHiYHe 0b6CTeXeHHs 34aTHOCTI
nauieHTa epeKTUBHO BiAKALL/OBATN Ta BCTAHOBMUTM HASIBHICTb
CMMMTOMIB «HEeZIOCTaTHbOro ANXaHHA» (MoraHa AKIiCTb CHY,
roNI0BHWUI BiNlb Ta COHAMUBICTb Y IGHHMI Yac). 1A NaLienTis,
Y AKMX CNOCTEPiratoTbCA 03HAKM NPOobaem 3 AUXAHHAM, CAif,
PO3MNAHYTU MOXAUBICTb BUKOHAHHA PEryiapHUX AUXanbHUX
TecTiB (cnipomempii). NMpoTe ynepepaKyBasnbHe NiKyBaHHA
npobsiem 3 AUXaHHAM He € NOTPIBHUM, AKLLO Aopocaa ocoba
abo uneHn cim’i He BUCNIOBAIOIOTb 3aHENOKOEHD.

Y pasi BupaxkeHoi nigo3pu Ha actmy abo ABHOro NoKpaLLeHHA
CTaHy MicnA 3aCTOCYBaHHA NaLiEHTAM CNig HaZaBaTH

NiKM ANA PO3LWMpPEHHA AUXaNbHUX WAAXiB (HebynizoeaHi
6poHxodunamamopu). JlikapcbKi 3aco0bun A1A 3MEHLLEHHSA
CAMHOBUAINEHHA (Taki AK 2aiKoniponam) cnif 3acTocoByBaTh
obeperKHO Ta 3MiHIOBaTK [,03Y 3a/1EXKHO Big noTpeb

nifa, KoHTponem nikapa. Taki 3axoan 6e3nekn NoTpibHi,

WO6 YHUKHYTU NepecuxaHHs CeKpeLin, Wo YCKAaaHIOE

IXHE BUAaNneHHA. He peKomeHAYETbCA AOBIOCTPOKOBE
LLLOAEHHE 3aCTOCYBAHHA NpenapaTiB gNA PO3LLEN/IEHHSA
cekpeuin (Pulmozyme® abo rinepToHiYHWUI disionoriyHmi
PO34KH). 3acTocyBaHHA aHTMBIOTKKIB Nig Yac xBopobu

cnig obrosopoBaTM 3 MeAUYHMMM NPALLIBHUKAMKM Ha
iHAMBIAYaNbHilA OCHOBI.
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PO34IN7

IHWI OPTAHU | CUCTEMMW
PTAHIZMY

Binok SMIN MicTUTbCA He TiIbKK Y CIMHHOMY MO3KY — BiH NMPUCYTHIN y BCiX KNiTUHAX Bigpasy
nicaa 3anfigHeHHA SUUEKNITUHU. Lle o3Hayae, wo 6pak LUboro 6islka MOXKe BNANHYTU Ha iHLLi
OpraHu Ta YacTUHM opraHiamy. HaykosLui, AKi BuB4aoTb CMA Ha TBapuHax, NpUnycKatoThb,
W0 3MeHLIEHHA piBHA 6inka SMN moxKe BNIMBATW HA FONIOBHUIA MO30K, HEPBM, CepLE i
NigWwayHKOBY 3a/103Y.

MpoTe ogHO3HaYHI NpobaeMM 3 IHLUMMM OpraHaMM BUHUKAAW TiIbKWU Y MEHLIOCTI NaLieHTIB
3i CMA, i B uMx BMNaaKax He byno AoBeAeHo, WO NPUYMHOLO BignoBigHUX npobnem b6yna
cniHanbHa m’s30Ba aTpoodis.

CEPL,E

3MiHM y CTPYKTYpIi cepuAa cnoctepiranmca
i Y HEMOBJIAT 3 HAWBULLUM CTYMEHEM

TAXKKOCTI XBOpOOM (3a3BMyait y

BMNAAKaX, KoM NPobieMn 3 AUXaHHAM

cnocTepiranuca Bif, HAPOAXKeHHsA). Y

TN AeAKnX AiTen MoXKe cnocrepiratmca
4
344 00, 3MEHLUEeHa YacToTa CepLEeBUX CKOPOUEHD,

LLLO MOKe BMMAraTu NikyBaHHA. Takum

T YMHOM, PEKOMEHAYETLCA BUKOHYBATH
- o peTeNibHUIA MOHITOPUHT Npobnem i3
CepLEeM Yy HEMOBJIAT i3 TAXKKMUM CTyNeHeM
CMA. Y cnaaumx i xoasaumx nauieHTiB
npobnemu 3 cepuem BUHUKAIOTb PiaKo.

IHWI CUCTEMMU OPTAHI3ZMY

MonepeaHi pe3ynbTati focniaxKeHb (Ha KNiTMHAX, TBapMHax Ta 3a yyacTi togeit) ceigyathb,
LLLO HaBeAeHi HUXKYE BiAXUAEHHA MOXYTb BYTU TPOXM BiNbL NOWMPEHMMM Y NALLIEHTIB 3i
CMA:

¢ Tpobaemu 3 NiALWAYHKOBOIO 33103010 (40 AKMX MOXKe HanexKaTu aiaber)

¢ BUCOKMIA piBEHb IENTUHY (TOPMOHY, AKUI PETYNIOE aNeTUT i Macy TiNa LWIAXOM
3MeHLIEeHHA BiavyTTa ronoay)

¢ Tpobaemu 3 M A30BUMM MITOXOHAPIAMM (YaCTUHAMM KNITUH, WO BUPOBAAIOTL eHeprito)

Ycim nauieHTam 3i CMA pekomeHAYETbCA NEPEBIPATU piBEHb LYKPY B KPOBIi, 0C06/11MBO KoM
BOHM MoOraHo cebe no4yyBatoTb.
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PO34IN 8

NIKU

3 MOMEHTY NiAroTOBKM LIbOro KEPIBHULTBA 3aPEECTPOBAHMMM BXKe € NpenapaTtu Spinraza®,
Evrysdi®, Zolgensma®, siki NpoAeMOHCTPYBanv NO3UTUBHI Pe3ynbTaTh NPU NiKyBaHHI

CMA. [leaka iHpopmaLis npo 3acTocyBaHHA NiKapcbKunx 3acobis HaBegeHa B po3aini 11,
«3acTocyBaHHA HOBMX BMAiB NikyBaHHA CMA».

AnbbyTepon (Takox BigOMMI SIK canbbyTamon), AKMIM 3a3BUYAN aCOLLIHOETLCA 3 NiIKYBaHHAM
aCTMM, BUBYABCA Y PaMKax KNiHIYHMX AocniaxeHb y dopmi nepopanbHoi TabneTkm abo
PiAMHK | NPOAEMOHCTPYBAB AesKi MO3UTUBHI pe3yanbTaTu LWoA0 NiABULLEHHA CUAN M'A3iB.
MpoTe Ha cbOrogHi Le He A0BeAeHO, YN anbbyTepon AiNcHO 3abe3neyye NO3UTUBHUM
edekT. HesBarkatoum Ha ue Moro iHoAji NPOonNUCYIOTb CUAAYMM | XOA4AYMM NalieHTam. o6
oTpumaTth binblue iHbopMaLii Npo Te, AK NPaLOE Len npenapaT, Nnepenaits 4o posainy 3
KOPUCHUMM pecypcamu.,

Mo3KHa NopeKoMeHAyBaTH NiKapCbKi 3acobu, AKi cCNpAMOBaHi Ha NiKYBaHHA CUMNTOMIB
CMA ab60 nokpaLlLeHHA AKOCTI XKutta. Cepes, iHWOro, 0 HUX HaNeXaTb:

¢ BitamiH D (po3gin 5, «XapuyBaHHSA, PIiCT i CTaH KiCTOK»)

@ Kanbuin (po3gin 5, «XapyyBaHHA, PICT i CTaH KiCTOKY»)

& bicpocghoHamu (po3ain 5, «XapuyBaHHSA, PIiCT i CTaH KiCTOK»)

€ AnTMpedNIoKCHI NiKK (po3ain 5, «XapuyBaHHSA, PICT i CTaH KiCTOK»)

€ AnTuBioTMKM (po3ain 6, «AMxaHHA (pecnipaTopHe i NyIbMOHONOrIYHE NiKyBaHHA)»)

ICHYE iIMOBIPHICTb, LLLO TAKOX 3'ABNATLCA iHLLII NOTEHLiMHI NpenapaTtu. NoroBopitb
3 NpeacTaBHUKAMM CBOEI MeaMYHOI KOMaHAM NPO OCTAHHI AOCNIAXKEHHA, KNIHIYHI
BMMNPOOYBaHHA Ta AOCTYNHICTb NiKapPCbKUX 3acobiB y BaLii KpaiHi.
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PO341N9

HEBIAKNAOHA AONOMOTA

HayacTiwmmm npobaemamu, WO BUMaratoTb EKCTPEHOrO NiKYyBaHHA, € iHPEeKLiT AUXaNbHUX
WnAxis i npobaemun 3 aAuxaHHAM. Jna KoxkHoro nauieHTa 3i CMA cnig niarotysaTt nnaH ain,
AKOro MOXKe A0TPMMYBATUCb MeAMyYHa KOMaHAa Y BUNaAKy XBopobu nauieHTa. Llen nnaH
CNif, y3roAnTU MiXK NiKapem i 4OPOCIMM NaLLiEHTOM, NOKK BiH Aob6pe cebe noyyBae, abo mix
Nikapem i 6baTbKaMu ANTUHU, KOJIU CTaH il 340p0B’A 3a40BiNbHUIA. Y Ui 06roBopeHHs cnig,
3a/1y4aTu AiTel, AKWO BOHM MatoTb BiAMNOBIAHMN piBeHb PO3yMiHHA. CAif 3a40KYMEHTYBATH
ue obroBopeHHs y dopmi «lnaHy HeBigKNaAHOT meaMyHOT Jonomormn». MeTa Lboro
JOKYMEHTa — ATV MOXK/IMBICTb AOPOC/AMM NaLLiEHTAM i CiM'AIM BUCNIOBUTK CBOI NobayKaHHSA
Ta NOKPALMTX KOMYHIKaLit0 MixK NauieHTamu i cim’amu, baxiBusmM 3 eKCTPEHOT A4OMOMOrK Ta
MeanKaMu, AKi 3abe3neyyoTb 4OBFOCTPOKOBUI AOMNAA,.

MnaH HeBigKNaaHOI MeAUYHOT JoNOMOru abo «naaH Ha BUNAA0K 3aXBOPHOBAHHA» CAif
niaroTyBaTy pa3om i3 MeaNYHO KOMaHAOo0. Y HbOro cAif, BKAYNTU iHDOpMaLLito Npo
HaBeZEHi HUXKYe aCMeKTu.

@ [lpn HAaABHOCTI AKMX TPUBOXKHMUX O3HAK B NepeaHin ainaHui wni moxke 6ytu
abo cumnTtomis nauieHTa 3i CMA cnig BMKOHAHO OTBip A5 BCTaBAEHHSA TPYOKM
BE3TM B NiKAPH!IO. B AMXanbHe ropao (mpaxeocmomis).

¢ [o aKoro nikapa abo NikyBanbHOro ¢ [pobnemu Ta 0OMEKEHHSA 3 PYXSIUBICTIO
3aKnaay cnig, 3BepHyTUCA y pasi Wi i wenenu.

HeBigKNa4HOT CUTYyaLLl.
¢ MeToan BUAANeHHA cekpeLin, y Tomy

¢ TobaKaHHA WOoA0 WAAXIB BUPILEHHS 4mcni YacToTa npouenyp.

npobnem i3 gUXaHHAM, y TOMY YMCAi BaLLa
¢ CnoxuMBaHHA iXKi i piaMHM Nig yac

XBopobu.

AYMKa LWoAo0 pi3HUX cnocobis nigTpUMKM
OMXaHHA. PecnipaTopHa niaTpumKa moxke
Ha4aBaTMCA HEIHBA3UBHUM LUIAXOM
yepes Macky (HeiHea3ueHa seHmMunAyin).
KpiM TOro, KOPOTKOCTPOKOBA BeHTMJ'IﬂLI,iﬂ ¢ Aki 3axo4u NOroAXKeHo Ta 6y'a|e

Mo3Ke 3abe3nedyBaTuCA Yepes rHy4Ky 3aCTOCOBAHO Y pasi, Ko/in NoTpibHa
NAacTUKoBY TPYOKyY, BCTaBNEHY B peaHimaLis.

AuxanbHe ropno (iHmyb6ayia). Ans
[OBroCTPOKOBOI NIATPMMKN ANXAHHA

© Koaun i saki aHTMBIOTUKM 3aCTOCOBYBATH.

AKLO € TaKa MOXKAMBICTb, CNif 3a3aanerigb 38’A3aTmca 3 micueBumu caybamm
HeBigKNagHoi gonomoru Ta 06roBopmuTM 0cob6AMBI NOTPEOU, a TAKOXK NOBIAOMUTU, IKE
06/1alHaHHA BUKOPUCTOBYETLCA BAOMA. Y pasi HeBiAKNaAHOT cUTyaLil cilif, 3BepHYTMUCA 40
HaMOBAMMKUYOro NiKyBasIbHOIO 3aKNaay. AKLLO0 € TaKa MOX/IMBICTb, CNiJ TaKOXK 3aCTOCOBYBATH
06n1aaHaHHSA, WO BUKOPUCTOBYETLCA BAOMA, HABITb AKLLO B MalLMHI LWBUAKOT LONOMOrU €
HaneXXHe yCcTaTKyBaHHA. IHOA MoXKe BUHMKHYTU HeobxigHICTb NnepeBe3Tn Hecngaumx abo
CUAAYUX MALEHTIB Y CnelianbHUI (BUCOKOCNeLiani3oBaHM) NikyBabHUI 3aKNan, AKUIA Mae
BignoBigHe obnagHaHHA ANa AOrNa4y 3a TaKMMK NaLieHTamK. Y BCiX BUNaaKax npo xBopoby
cNig NoBiAOMAATU KNiHIYHIA KOMaHAi, AKa BiANOBIAAa€ 32 AOBroCTPOKOBE JliKyBaHHS NaLieHTa.
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MnaH HegiOKnadHOi medu4yHOIi Oonomoz2u Mae
Ha MeTi 4aTU MOX/MBICTb AOPOC/IMM NALLIEHTAM
i cim’am BUCNIOBUTK NobBaXKaHHA Ta NOKpaLWMTH
KOMYHIKaLLit0 MiXK NaLiEHTaMMU i cim’amum,
daxiBUAMM 3 EKCTPEHOT AONOMOrK Ta MeANKaMMU,

AKi 3ab6e3nevytoTb 4OBroCTPOKOBUIA A0MNAA.

OuiHKa i nigTpUMMmKa gUXaHHA € HaliBaXXNMBILLMM acneKTOM Nif Yac HeBiaknagHoi cuTyauii. LLlo6 ypaxysaTtu
Lel Ta iHLWIi KNOYO0BI acnNeKTU HEBIAKAAAHOT 4ONOMOTK, aBTOPU CTaHAAPTIB NiKYBaHHA PEKOMEHAYOTb
MeAMYHNUM KOMaHZaM 3BEPHYTM yBary Ha BKa3aHi HUXKYe YUNHHUKN.

¢ HeiHBa3MBHY BEHTUIALIIO | BUAANEHHA cekpeuin €  AKwWwo iHTybauia 6inblwe He NOTPi6Ha, i
CNif, 3acTOCOBYBATM Ha PaHHIX eTanax /likyBaHHSA, NNIAHYETLCA YCYHYTM TPYOKY, Nepes, umm cnig,
nepes 3acToCcyBaHHAM KUCHIO. MOBHICTIO HAaMOBHUTK JIEreHi Ta ONTUMI3yBaTH

36arayeHHsa KucHeM. lMicna ekctybauii cnig,
¢ He cnig 3amiHATM HeiHBA3UBHY BEHTUAALLIIO

3aCTOCYBAHHAM TiZIbKM KUCHIO. KnceHb cnig,

3acTtocosyBaTu HeiHBa3VIBHy BEHTUANALIO AK

nepexigHUn 4ONOMIXKHWI 3axia,.
BBOAMTM TiNIbKM TOAI, KON PiBEHb KUCHIO B

KPOBI 3a/IMWIAETLCA HU3bKMUM NpPU OgHOYAacHOMY @ AHTMBIOTWMKM CNif, 3aCTOCOBYBATU Y AiTel,

3aCTOCYBaHHI HEiHBAa3UBHOI BEHTMAALT Ta MONOANX NtoAel | [OPOCNNX TiIbKKU 33 HAABHOCTI
BUAANEHHI CEKPELLl, AK ONMCaHO B NAaHi KOHKPETHOI NpMYnHM XBOPOOM, TaKoi AK cencuc
HeBigKNagHOI MegMYHOI 4ONOMOrKn. Y Takomy abo iHbeKuia AnxanbHUX WANAXIB.

pasi KMCEHb MOMKHA BBOAWUTH B HANHUKYOMY
06’emi, HeOBXiZHOMY AnA onTUMmisaLi ¢ Mg 4ac noctynneHHa y BiAAINEHHA
36arauyeHHA KUCHeM, MiCAA YOro NOCTynoBO

NPUNUHATA NOro BBEAEHHA MNif Yac oayXKaHHA

HeBiAKNaAHOT AOMNOMOrU MOro NpaLiBHUKK
NOBUHHI PO3MNAHYTU CUMATOMM | CIPUATANBI
ONA XBOPOOUM YNHHMKM, TaKi AK HELWOAABHE

BiZ, xBOpPO6MU.
XipypriyHe BTPy4YaHHA, a TAKOX HepecnipaTopHi
¢ [ig yac BBEAEHHS KUCHIO NOTPIOHO cniakyBaTu NPUYUHK CENCUCY, HAaNPUKIAL, iHpeKL;ito
3a piBHEM BYINE€KMUCNOro rasy 3a 40NoMOroto CEeYOBMBIAHUX WAAXIB, WKiPHY iHQeKLi0 TOLLO.

aHanisy Kposi abo yepesLwKipHoi Npobu.
¢ AKwo noTpibHo 3acTocyBaTh 3HeH60N0BANbHWUIA

¢ AKLWO BUHMKAE HeobXigHicTb iHTYbaUil, cnig, 3acib, cnig foTpMMyBaTUCA BKa3iBOK, HaBeaeHUX
BPaXOBYBATU AYMKY MauieHTa abo, AKLLO NALLiEHT y po3aini 10, «3Heb6ontoBaNbHi 3acObU»
€ ANTUHOLO, MOPaAMTMCA 3 MOoro 6aTbKamm
(3aKOHHMMM onikyHamu).

Hap3BunuaiHo BaxmBo, W06 3axoam HEBIAKNAAHOI 4ONOMOrM BKAOYAM HeraHe 3abe3neyeHHaA piavHu,
a TAKOXK MOHITOPUHT CNOXWBAHHA PiANHU, PiBHIB conen i miHepaniB, GyHKLiN NeYiHKM Ta PiBHA ITHOKO3M.
He nisHiwe wecTtn roanH nicna noyaTky XBopobu cnig 3abe3neunty xapyuyBaHHA i3 BMiCTOM DinKiB Ta He
[OMNYyCKaTU TPMBaNMX Nepiogis 6e3 cnoxkneaHHSA Ki. Mig yac xBopobu ocobamBy yBary cnig npuainaTn
bYHKLUIT KOBTAHHA Yepes puU3MK BAMXaHHA i abo pianHun B nereHi (acnipayii) (guB. po3ain 5, «XapyyBaHHs,
PICT i CTaH KiCTOK»).

HeBAoB3i nicas NOCTyN/IEHHSA B JIiKyBa/IbHUIM 3aK/1aj, 3 MeAMUYHUM MEPCOHAIOM CJlif, 06roBopuUTH Lini,
AKUX CNif, AOCATTU, @ TAKOXK BU3HAYUTU MJaH, AKUIA A03BOINTb NaLLiEHTOBI 6e3NeYHO i 3py4YHO NOBEPHYTUCA
popomy. MNig yac nnaHyBaHHA BUMUCKM BU, NePCOHas NiKyBasIbHOMO 3aKi1ady Ta KOMaHAa NepBUHHOIO
MeANYHOro AOTNsAAY NOBUHHI BU3HAYUTM BianoBiaHI Uini. B oay»kaHHi Bifg xBopobu Ta 36epeskeHHi
dYHKUiOHaNbHMUX 34i6HOCTEN TaKOXK MOXKe gonomorTu pisnyHa Tepanis i eprotepania, nocayru noroneaa,
ncuxocoujiasbHa NiATPUMKA Ta nasiamueHuli 0021a0.
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PO3A4l1N 10

SHEBOJ/ZIKOBAJIbHI 3ACObBMWU

3HebotoBabHI 3aC06M MOXKYTb BUKOPUCTOBYBATUCSA Mif, Yac Ni1aHOBOT onepadii abo 3 iHwux
NPUYKUH, HaNpUKANa4, Npu BBeAEHHI HOBUX NiKAPCbKUX 3acobiB.

HurKue HaBeaeHO peKomeHgauii 4nA BigNoBigaNbHOI MegUUYHOT KOMaHAM:

¢ KoHcynbTauia kapaionora — TiNbKWU AKLWO @ TOCTiHUIM MOHITOPUHT PiBHA BYIIEKUCIOTO
BiZlOMO NPO HasBHY Npobaemy i3 cepuem. rasy i KUCHIO B KPOBi HE3aneXHOo Bif,

meToay 3HeboNeHHA.
¢ [loBHe 06CTeXKeHHA Nepes 3aCToCyBaHHAM

6yab-AKoro 3Hebont0BaIbHOIO 3aco06y. ¢ [lepenbayeHHs iHWNX MOXKANBUX NOTPED,

BoHO moXKe BKAKOYATU AOCNIAXKEHHA Nig, TAKUX AK BUKOPUCTAHHA HEiHBAa3NBHOI

4yac CHY Ta KOHCy/bTaLlito gieTonora. BEHTMAALIT Ta IHWNX pecnipaTopHUX
3axogis

¢ OujiHka TpyaHoLwiB Npwu iHTybauji, wo

MOXXYTb OYTM BUKNMKaHI HaBeAeHUMM ¢ [icna onepauii moxe 3HagobuTucA

HMXYe YUHHUKAMM BMKOPWUCTAHHA NliIKapCcbKMX 3acobis ans
3HebOoNeHHA

e CKyTiCTb Wenenu

e (ObmexeHa pyXAUBICTb WKT

* MMpobnemu 3 No3mLiOHYBaHHAM 3HebontoBanbHi 3ac0b6U MOXKYTb

¢ Po3rnag MoXAMBOCTi 3aCTOCYBaHHA BMKOPUCTOBYBATMCA MIA HAC

MicLLeBOro 3He6oNeHHs; AK NPaBuUIo, NJ1aHOBOI onepauii abo 3 iHWmnx
BMKOPUCTaHHA 3He60Nt0BaNbHUX 3ac06iB MPUYMH, HaNPUKAAL, NP BBEAEHHI

(I)aKTM‘-IHO BUKJ/IUKAE I'IpO6l'IeMI/1. HOBUX flil'(apCbKMX 3acobis.
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CraHom Ha 2021 pik
3apEeECTPOBAHO NpenapaTu
Spinraza®, Zolgensma®, Evrysdi®
NiKapCbKi 3acobu ana nikyBaHHA
CMA, wo moanodikyoTb nepebir

XxBopobu.

PO34in 11

3ACTOCYBAHHA HOBUX BUAIB
NIKYBAHHA CMA

Mpenapart Spinraza® BBoanTbLCA HesnocepeaHbO Y CIUHHOMO3Ko8Y piduHy (CMP), ska UMpPKYIOE
Yy CMMHHOMY i FTO/IOBHOMY MO3KY; 3aBAAKM LibOMY NpenapaT Spinraza® 6e3nocepeHbo AocArac Tiei
YACTMHM UEeHTpanbHOI HEPBOBOI cucTemm, WO ypaxkeHa CMA. Jlikapi otpumytoTb goctyn go CMP
3a 4oNoMOroto AtmMbanbHOT NYHKL,T, Nig Yac AKOT B NONEepPEeKOoBil AinAHLI CMUHM FO/IKa BBOAUTLCA
Y NPOCTIP MiXK KiCTKaMM, 3 AKMX CKNafa€eTbCA xpebeT (xpebyi). na BU3HAYE€HHA ONTUMAIbHOTO
micauA BBEAEHHA roNIKN NiKapi MOXYTb BUKOPUCTATU peHmaeHo2pamy.

AK NpaBMa0O, NPM BUKOHAHHI L€l npoueaypm
BMKOPWUCTOBYETLCA MicLLeBe 3HEOONEHHS,

TakKe AK 3HebonreanbHuUli Kpem, npoTe iHoAj
BMHWKAE HEObXiAHICTb 3ara/IbHOro HapKo3y.
Cno4yaTKy BUAANAETLCA HEBE/INKA KiNbKICTb
CMP, nicna yoro NnpoTArom O4HI€I-TPbOX XBUINH
BBOAUTbCA Npenapat Spinraza®. CnoyaTky
BUAANAETbCA HEBENMKA KinbkicTb CMP, nicnsa
4YOro NPOTArOM OAHIEI-TPbOX XBUANH BBOAUTLCA
npenapar Spinraza®.

AKLWO MeanyHa KomaHAa i nauieHT abo noro
3aKOHHUI NpeaCcTaBHUK NOroguANCh, WO
npenapart Spinraza® € 4OCTyNHMM i BianoBiAHUM
METOAO0M JliKyBaHHA, MeANYHI KOMaHAj chif,
peTenbHO CN/1aHyBaTW BBEAEHHA Npenapary
TAaKMM YMHOM, WO BTpyYaHHA Byno 6e3nevyHnm
i BpaxoByBano ¢isNUYHUI PO3BUTOK MNaLli€HTa.
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3riZAHo 3i CTaHAapTamm

NiKYBaHHS, MeAUYHIN KOMaHA,,
AKa 0OroBOPIOE 3 NaLLiEHTOM

abo 1Moro cim’eto Le NiKkyBaHHA,
PEKOMEH/AYETLCA BPAXOBYBATU TaKi
acneKTun:

€ AKNN BUKOPUCTOBYBATM METOA,
4m npoueaypy 3HeboneHH:A

€ Aki noTpibHi paaionoriyHi

focnigkeHHsa (Hanpuknag,
PEHTreH)

AKi npobnemun moxke
BMKIMKATK onepalia Ha XpeoTi
abo ckonios (ame. po3ain 4,
«OpToneamyHa Tepanis»)
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Zolgensma® -

(onasemnogene abeparvovec-xioi) €
aAeHOBIpPYCHO-acoLii0OBaHUM BEKTOPHUM
reHHMM NpenapaTom, NPM3HAYeHUM ANA
NiKyBaHHA cniHanbHOT M’A30B0i aTpodii
neaiaTpUYHMX NaLieHTIB y BiLi monoaLe 2
POKiB, WO MatoTb Hi-anenbHy MyTaLito B reHi
BukneaHHA SMIN1. [locTaBKa npenapaTy B
OpraHi3m BigbyBa€eTbCA Yepes BEHY LUIAXOM
TpuBanoi iHPyaii.

Tepanis Hagae yHKLUiOHaNbHY Konito reHa SMIN1
ON1A 3yNMUHKK NporpecyBaHHA 3aXBOPHOBAHHA

33 AONOMOrOH0 CTiliKoi ekcnpecii 6inka SMN.
®yHKLUiOHanbHa Konia reHa SMN1 BBoguTbCA 3
[,0MOMOrOH a4eH0aCoLLIMoBaHOrO Bipycy.

Micnsa Toro, AK reH nprbysae B NOTPIOHY
JIOKaL,it0, BEKTOP PYMHYETbCA | BUBOAUTLCSA 3
OpraHiamy. 3aBAAKM 34aTHOCTI OHaCeEMHOreHa
abenapBoBeKa A01aT remaToeHuedanivyHmm
6ap’ep (FEB), 3 NnoganblLOO TPAHCAYKLiE
KNITUH-MilleHeNn, niagTBepaxKeHa ekcnpecia SMN
6iNKy B MOTOHEMpPOHaXx Yy BCix Bigginax ronoBHOro
i CMMHHOrO MO3KY.

KniHiyHO goBeaeHo, Lo ogHOpPa30oBa iHys3inA
npenapaTty 34aTHa BigHoBuTK SMIN-eKcnpecito
B MOTOPHMX HEMPOHaAX, N036aBNeHUX
dyHKUioHanbHoro reHa SMIN1.

Mpw 3acTocyBaHHi Zolgensma® moxyTb
BUHMKATWN BAXKKi rOCTPI YpaXKeHHsA NeviHKu.
be3neka Ta epeKTUBHICTb MOBTOPHOTO
BMKOPUCTAHHA A0Ci He BYIN OLiHEHi Y KNiHIYHNX
BMNPOOYBAHHAX, BUKOPUCTAHHA Y MALIEHTIB 3
BXe nporpecoBaHoto CMA (a came 3 NOBHMM
napaniyem KiHLiBOK, MOCTIMHOO 3a/EXKHICTIO Big,
LLIB/T) TaKoX He 6y/10 OLiHEHO KAiHIYHO.
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Evrysdi® -

(pucamnnam) npusHa4YeHUM ANA NiKyBaAHHA
cniHanbHOi M’A30B0OI aTpodii NayieHTam
Bikom Big, 16 aHiB. Pucannnam e
MoaMGbIKaTOPOM CNAANCUMHTY NonepeaHMKa
MmaTpuyHoi PHK (npe-mPHK) reny
BMXXMBAHHA MOTOHelpoHiB SMN2, npu
cniHanbHi m’A30B0i aTpodii, cNpUUMHEHIN
MyTaLiAMM XpoMocomu 5q, Wo npn3BoaaTb
0o geodiunty 6inka SMN.

Y KNiHIYHMX JOCNIOXKEHHAX pUcaMnaam
npu3BoAMB A0 36i/blleHHsA piBHA bislka
SMN i3 3miHOO MeajiaHu Binblue HiX yaBivi
BiJ, BUXiZAHOrO piBHA NPOTArOM 4 TUXKHIB
nicna noYaTKy NikyBaHHA. Take 36inbLIeHHS
NiATPUMYBANOCA NPOTArOM yCbOro nepioay
NiKyBaHHA (WOHaMeHLIEe NPOTArOM

12 micAuis) npu BCix TMNax cniHanbHOI
M’s30B0i aTpodii.

Cnocib 3acTocyBaHHA: NiKapCcbKuii 3acib
Evrysdi® npuiimatoTb nepopanbHO O4MH
pa3 Ha foby nicns npuiiomy ki npubamsHo
B O4MH i TOM }Ke yac WwoaHA. AKLWOo
HEeMOB/ATA 3HAX0AATLCA Ha rPyAHOMY
BMroA0BYBaHHI, NpenapaTt HeobxiaHO
NPUIMHATK NICNA rTOAYBAHHA rPYAbMU.
AKLLO NALiEHT HE MOXe KOBTaTU i Momy
BCTAHOB/IEHO HA30raCTPabHUI 30HA,
abo racTpocTomiyHy TpyobKY, Npenapat
MOXHa BBOAMUTHU Yepes 30HA4/TPYy6bKy.
PekomeHaoBaHa no3a npenapaTty EBpicai
BM3HAYAETHCA 3a/1IEXKHO Bif, BiKYy Ta MacK
Tina.

Bynu BcTaHoBNeHi 6e3neka Ta
edeKTMBHICTb 3aCTOCYBaHHA NpenapaTy
AiTAM Bikom Big 16 aHiB. be3neka Ta
e(dEeKTMBHICTb 3aCTOCYBAHHSA AiTAM BiKOM
00 16 AoHiB HE BCTAHOBNEHI, KNiHIYHI
OOCNIAKEHHA TPUBAIOTb.



ETUHHI MIPKYBAHHA |
MOX/INBOCTI BUBOPY

Y UbOMy KepiBHULTBI HEOAHOPA30BO
3rayeTbCA, WO KOXKeH nauyieHT 3i CMA €
YHiKa/IbHMM, TaK CaMOo K KOXHa cim’a Ta

Ti 3KUTTEBI 06CTAaBUHU. 3a3BMYAN iCHYIOTb
Pi3Hi MOXMBOCTI AornAay i NiKyBaHHA,

AKi NPUCTOCOBYIOTLCA A0 iHAMBIAYANbHUX
ocobnunsocTein. Tomy HaA3BMYAMHO BAXK/INBO,
o6 3 MOMEHTY NOCTAHOBKM AjarHosy
NpeacTaBHUKN MegUYHOT KOMaHAM BIAKPUTO
obrosoptoBanu BCi acnekTn gornagy. Y npoueci
TaKoro obroBOpeHHs cnig posrnagaTu BCi
MOX/IMBI BapiaHTM NiKyBaHHA 1 gornagy, a
TAKOX NOTEHLMHI PU3MKKU 1 MepeBarm KOXHOro
3 HUX. OBroBOpPEHHSA cnig BECTU 3 AOPOCAUMM
ocobamu 3i CMA abo Bamu AK 6aTbKamu/
niknyBasibHUKamm gutuHu 3i CMA, a TakoxK

i3 camoto AUTUHOIO, AKLLO Lie A03BONAE il BiK.
Bam cnig 6e3 BaraHb NOYMHATM OBrOBOPEHHSA
B OYAb-SAKUIA MOMEHT i CTaBUTU BCi 3aMUTAHHS
npo 6yab-sKi acnekTn gornagy. Nam’aTtanTe,
LLLO 3aBXAM MOXKHA nepernaHyT byab-aki
pilleHHA, 0COBINBO AKLLO 3MIHIOETLCA CTaH
nauieHTa. Jeaki 3 unx obrosopeHb byae

KepiBHnuTtBO A0 MiKHapoaHuXx cTaHAapTiB nikyBaHHA CMA Big 2017 p.

NOYMHATU KNiHIYHWI NepcoHan. BoHM MOXyTb

BKAOYATU AOCUTb CKNAAHI TEMM, HaNpUKaa,
AKOIo byae NpaBu/ibHA peakKLis Ha HeBiAKNAAHI
CUTYaLil, WO NOTEHLMHO 3arpoXKyHOTb KUTTIO,
HanNpWKNag, YCKNaAHEHHA AUXAHHA.

Xouya nowyk meTtoais nikyBaHHA CMA TpuBag,
i MOXYTb 3’'ABUTUCA HOBI BUAM Tepanil,

LLLO 3aNPOMOHYIOTb iCTOTHE NOKPALLEHHS,
npiopuTeTom AnA BCix nauienTis 3i CMA
33a/IMLLAETLCA NIATPUMKA HaNIEXKHOT AKOCTI
XKUTTA | HalePEKTUBHILLMIA MOMKANBUIA
KOHTPO/1b CUMMNTOMIB.

Mwu cnoaisaemocs, WO BX 3HANLWAN B LbOMY
KepPiBHULTBI KOPUCHY iIHPOPMaLLitO, AKY MOXKeTe
06roBOpUTH 3 MEANYHOIO KOMAHAOHO.

Mam’aTanTe, WO iCHYIOTb cnewianizoBaHi
3aK/1lagm 3 NiKyBaHHA HEMPOM’ A30BUX PO3N1agiB
i BignosigHi daxiBLi, a TaKOX rpynu NiATPUMKMK
M 3aXMCTYy NpaB NALEHTIB, HE TOBOPAYN BXKe
Npo BalIMX pOAMYIB i APY3iB, AKI MOXKYTb
O0NOMOITH Bam.
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A4ONOMOITN BaM.
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MNam’ATanTe, WO iCHYIOTb cnewiani3oBaHi 3aKknaau 3
NiKyBaHHA HEMPOM'A30BMX pO3naAiB i BianoBiaHI daxisy,,
a TaKOX rpynum NiATPMMKN M 3aXMCTY NPaB NALLEHTIB, HE
roBOpPAYM BXe NPO BalLMUX POAMUIB | ApY3iB, AKI MOXKYTb

Spinal Muscular Atrophy UK
www.smauk.org.uk

Cure SMA
WWwWw.curesma.org

SMA Europe
WWWw.sma-europe.eu

Muscular Dystrophy UK
www.musculardystrophyuk.org

TREAT-NMD Alliance
www.treat-nmd.org

bnaroaiiHunii doHg
Litu 3i cniHanbHOO M’A30B0OIO aTpodicto
WWww.csma.org.ua



ONOAATOK 1

HaBeaeHi HUMKUYe CXemum MOACHIOKTb IMOBIPHICTb YcnaaKyBaHHA AuTMHOK CMA B pi3HUMX cim’ax gns
KOXHOI BariTHOCTi. 3BepHiTb yBary, WO iMOBipHicTb ycnagKkyBaHHA CMA ana YOnoBIKiB i KiHOK €
04HAKOBOO; CTATb AiTel i 6aTbKiB Ha CxeMi BKa3aHa 3 iNtoCTpaTUBHOK METOto.

[ 2 3poposux leHa = BigcyTHictb CMA
’ B 2 NowkopgskeHux feHa = CMA
cimMm'a1l

[ 13p0poBuii fen + 1 MowKoakeHNit leH = Hocil
0Obuapa 6baTbKKM € HOCIAMN.

Hociwn Hociwn
[nAa KOXKHOI BariTHOCTI iIMOBIPHICTb € TaKOO: o o
25% (134) airer i |
0 (134) piteit oTpMatoTb 06MABI NOLLIKOAMKEHI
konii reHa SMN1 i matumytb CMA
50% iTei
0 (132) aiTelt oTpMMatoTb OAHY NOLIKOAMKEHY
Konito Ta ogHy 340poBy Konito reHa SMIN1 i 6yayTtb [ J [ J L J [ J
HociAMM
25(y - . .
0 (13 4) piTeit oTpuMaloTb ABi 340pOBI Konii reHa
SMN1 i He 6yayTb HOCiIAMM Ta HE maTumyTb CMA 3p0posuit  Hociii Hocii CMA
AN /
25% 50% 25%
[ 2 3poposux leHa = BigcyTHicte CMA
Cl M’A 2. I 2 NowkopaxeHnx leHa = CMA
OauH 3 6aTbKiB € Hociem, iHWMIA He mae CMA i He € W' 13g0posuii fen + 1 Mowkopenwii fen = Hociii
Hociem Hocin He Hocin

[ )
[NA KOXKHOI BariTHOCTI iMOBIPHICTb € TaKolo:
50cy - . .
0 (13 2) gitelt oTpMmatoTb 4Bi 340POBI KoNii reHa
[ ) o

SMN1 i He matumyTb CMA Ta He 6yayTb HOCiAMU

o o
50% (132) piten oTpuMatoTb OA4HY MNOLKOAMKEHY
KonMito Ta oAHY 340poBY Konito reHa SMN1 i bygyTb
HocCiAMM
3p0poBuii  3p0poBuUiA Hocin Hocin
25% 25%

50%
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[ 2 3poposux leHa = BigcyTHicts CMA
B 2 NowkopskeHnx leHa = CMA
[ 13p0posuii TeH + 1 MowwKoakeHnit feH = Hocii

Hocin He Hocin

ciMm’a 3.

Y oaHoro 3 6aTtbkiB € CMA; y gpyroro 3 6atbkisB Hemae CMA
i BIH He € HOCieM.

LnAa KOXHOI BariTHOCTI IMOBIPHICTb € TAaKOO:

: o [ o o
100 A) (4 34) piTelt oTpUMatoTb O4HY NOLIKOAMKEHY
Konmito Ta ogHy 3a0poBy Konito reHa SMIN1 i 6yayTb Hociamum
Hocir Hocii Hocin Hocin
\\ 100% //

[ 2 3poposux leHa = BigcyTHicts CMA
B 2 NowkopskeHnx leHa = CMA
C I M I} ﬂ 4 W 13p0posuii TeH + 1 MowKoakeHuit feH = Hocii

Y opHoro 3 6atbkiB € CMA; apyruin 3 6aTbKiB € HOCIEM.
Hocit  XBopwuii Ha CMA

Lna KOXHOI BariTHOCTI IMOBIPHICTb € TaKOO: [ J

50% (13 2) piteit oTpuMaloTb ABi MOWKOAXKEHI Konii reHa
SMN1 i matumyTb CMA

50% (132) aitert oTpMMatOTb OAHY NOLIKOAMKEHY KOMito [ )
Ta o4Hy 340poBy Konito reHa SMIN1 i 6yayTb HociamuU

=ge *o

cma cma Hocin Hociwn

/
/

/
50% 50%

[ 2 3poposux leHa = BigcyTHicte CMA
I 2 NowkopskeHnx feHa = CMA
[ 13p0posuii TeH + 1 MolwKoakeHNit feH = Hocii

CMma

CiIM’A 5. Q

O6uaBa 6aTbkK xBpi Ha CMA.
[ ] [

\\ 100% //

[na KOXKHOI BariTHOCTI iIMOBIPHICTb € TAaKOO:

100% (4 3 4) piTet oTpMMatOTb ABi NOWKOAKEHI Konii
reHa SMIN1 i matumytb CMA
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FMOCAPIN

BiPAP (nBopiBHEBWUIA NO3UTUBHUMN TUCK Y
ANXaNbHUX LWNAXaAX) 03HAYAE NPUCTPIN ana
NiATPUMKN AUXAHHS, KU NOCTaYaE ABa PiBHI
TUCKY NOBITPA Yepe3 MacKy 4114 Hoca abo ana
Hoca i poTa. lig yac BanxaHHA anapat BiPAP
3abe3neyye BULWMIN TUCK, WOO AO03BOANTH
3p0bUTU rINBLINI BAMX, NICNA YOro TUCK NAAaAE,
Wo6 AONOMOITU BUKOHATU BUAMX.

CPAP (NOCTiAiHWI NO3UTUBHWNI TUCK Y ANXANbHUX
WNAXax) — ue TMN BEHTUANALIT Yepes3 MacKy, Lo
3abe3neyyeTbcAa crnewia/sibHO CNPOEKTOBaHUM
anapaTtom HeiHBa3WBHOI BEHTUAAL,T, BigOMUM
AK CPAP. BiH 3ab6e3neyye NocTiiHWIA NpUNAnB
noBiTpA, Wo6 A4ONOMOITU NALEHTY ANXATH.

DEXA (nBoxeHepreTMyHa peHTreHiBCcbKa
abcopbuiemeTpin) — Le 06CTEKEHHA 3
BUKOPUCTAHHAM C1abKoro peHTreHiBCbKoro
OMNPOMIHEHHA, AKe A03BONAE BUSHAUNTH
BMICT Ka/bLiit0 Ta iHWIMX MiHEpPaniB y NeBHiM
OiNAHLI KiCTKOBOT TKaHUHW. Mpn BUKOPUCTAHHI
anapaty DEXA nalieHT 3a3BMYait NeXNTb Ha
TOPWU30HTa/NbHIM NOBEPXHI, TOAj AK CKaHep
NPOXOAMTb HAZ HUXKHBLOK AiNAHKOI CMUHU

" KynblwoBMmM cyrnobamu. Pesynbratn
obcTexkeHHa DEXA nosHayvatoTbea «T-6basiom»,
AKUI BKa3yeE, UM € y NaLLiEHTa ocTeoneHin abo
0CTeonopos.

Acnipayia BUHUKAE, KONU 3Ka, CIMHA, pigMHa abo
6110BOTHa Maca BAVXAETbCA B AMXaA/IbHi LLNAXM,
L0 BeAyTb Y fIereHi, 3amicTb Toro, Wwob npoiTn
yepes TpybKy (cTpaBoxia), Wo NOEAHYE POTOBY
MOPOXHUHY 3i LIYHKOM.

Ampoagpis M’a3o0ea ampodgpia — ue perpagauin
abo BTpaTa M’s130B0i TKaHWUHU. [Mpn CMA aTpodito
BUKAMKAE AereHepaLia HepBOBUX KNITUH,
BIAOMMX AK MOTOHENPOHM.

AymocomHo-peyecusHuli TUN ycnaaKyBaHHA
03HA4a€E Nepenayy ABOX NOLIKOAMKEHMUX
KOMii reHa, no oAHii Bif, KOXKHOro 3 baTbKiB.

KokeH 3 6aTbKiB 0cObM 3 ayTOCOMHO-
peLecnMBHMM 3aXBOPHOBAHHAM € HOCIEM OAHIET
Konii MyTOBaHOrO reHa, NpoTe 3a3BMYamn
03HAKM M CUMNTOMM 3aXBOPIOBAHHA Y HUX HE
NpoABAAOTLCA. TaKi 6aTbKM BigOMI K «HOCIi».

bioncia m’a3ie — ue He3HayHa XipypridyHa
npoueaypa, Wo NOoNAra€ y B3ATTi HEBE/INKOIo
3paska M’A30BOi TKAHWHW N5 NEePEBiIPKM B
naboparopii. AK npaBuo, ua npoueaypa
BMKOHYETLCA Nif, MicLLeBUM 3HE6ONEHHAM.
3pa3oK MOXHa BUKOPUCTATU ANA AONOMOIU B
NOCTAHOBL, AiarHo3y.

bicpocgpoHamu — ue rpyna npenaparTis, WO
3a3BMYall NPU3HAYAIOTLCA ANA CNOBIIbHEHHS
BTPATU LWiNbHOCTI KICTOK LUAAXOM rasibMyBaHHA
KNITUH (OocTeoKnacTiB), AKi BiANoBiAaloTh 3a
po3LWenaeHHA KICTKOBOT TKAHUHMW.

Bucokuii apmepianbHuli muck abo ecinepmeH3sin
— Lie TMCK Ha piBHi 140/90 mm pT.CcT. abo BULLe.
MepLlie Yncno — e CUCTONIYHNIN TUCK, TOBTO
CUNIa, 3 AKOIO CepLLe Kauyae KPOB MO OpraHiamy.
[pyre uncno — ue AiaCToNiYHUIN TUCK, AKUI
NMO3HaYya€ onip KPOBOHOCHWUX CYANH A0
KpoBOTOKY. O61ABa NOKa3HUKM BUMIPIOIOTHCA Y
MinimeTpax pTYTHOro CTOBMYMKA (MM pPT. CT.)

BioeopeHmezeHozpadgpiyHe 00cnioieHHA PpyHKYiT
KoemaHHA abo mogudikoBaHe peHTreHoNorivHe
[OCNIAKEHHA KOBTAHHA 3 BUKOPUCTAHHAM
bapieBoi cycneHsii — ue peHTreHorpagiyHe
OOCNIAXKEHHA B PEXMMI peasibHOro 4acy, wo
NPOBOAUTLCA ANA PETENbHOIO CNOCTEPEXKEHHA 33
NPOLLeCOM KOBTaHHA. BOHO [03BO/IAE BU3HAUMUTH,
4YM NOTPIGHO BBOAUTU AKI-HEbyab npoueaypu ans
6e3neyHoro CNoXMBaHHA ixKi.

Facmpoe3ogpazeanvHuli peghnrokc

BinOYyBaETbCA Y BUNAAKY, KOIM M'A3, LLLO

3’eAHYE cTpaBoXig, (TPYOKY A1a KOBTaHHA i) 3i
LWJIYHKOM BiZLKPUMBAETLCA MMMOBI/IbHO abo He
3aKPUBAETLCA HANEXKHUM YNHOM, Yepes Lo BMICT
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WAYHKa (ka/ pianHa) niginmaerbea y cTpasoxia,

Lle aBuLe TaKOXK BiZOME AK KUCAOTHUI pedItoKC
abo KMCNOTHa perypritaLia, OCKiNbKKU WAYHKOBUM
CiK, AKMIM € KUCAUM, NiAiAMaETbCA Pa3om i3 iXketo i
BUKMKAE BiAYYTTA MeYiHHA.

Facmpocmomia abo 2cacmpocmomiyHa

mpy6Ka — e rHy4YKnii 30HA, ANA rOA4YBaAHHS,

LLLO BCTAHOB/OETLCA Yepes XipypriyHMM OTBIp Y
LUSTYHKY, SKMIA NPOXOAMUTb Yepes CTiHKY YepeBHOI
NOPOXKHUHM | AO03BONAE Be3nocepesHbO BBOAMUTH
AOCTATHIO KiNbKiCTb NOXUBHUX peyoBuH. Lia
npoLeaypa TakoX BiLoMa AK yepesLKipHa
€HA0CKOMIYHa racTpoCcToMis.

len — ue ocHoBHa ¢i3MyHa oanHULA
cnagkoBocTi. [eHW nepenatoTbea Big 6aTbKiB

0o aitent i cknagatotbea 3 AHK, Aka mictutb
iHbopmaLito, HeobxigHy ANA BU3HAYEHHSA
cneundivHUX XapaKTePUCTUK NHOANHU. [eaKi reHu
BMKOHYIOTb PO/b iIHCTPYKLM ANA «KOAYBaHHA»
6inkKiB. Bci ntoan matoTb No ABi KONii KOXHOro
reHa, ycnaZKoBaHi N0 O4HOMY Bif, KOXHOrO 3
6aTbKiB.

leH suxcusaHHA momoHelipoHie 1 (SMN1)
MICTUTb IHCTPYKLIT ANA yTBOPEHHSA 6inka
BMKMBAHHA MOTOHepoHiB (SMN). binok SMN
30cepeayKeHnn y CTMHHOMY MO3Ky, NpoTe

MOro MoXHa 3HalTh y BCbOMY OpraHiami. BiH
HeobXiaHWM anAa 3abesneyeHHs GyHKLUiOHYBaHHA
crneuianizoBaHUX HEPBOBUX KNITUH, BiAOMMUX AK
MOTOHENPOHMU.

l'eH suxcusaHHA momoHelipoHie 2 (SMIN2),

abo «3anacHM» reH MiCTUTb IHCTPYKLiT AnA
YTBOPEHHSA BiNlKa BUKMBAHHA MOTOHEMNPOHIB
(SMN). Binok SMN 30cepeaKeHnit y CMHHOMY
MO3KY, NPOTe MOro MOX¥Ha 3HANTU Y BCbOMY
opraHi3mi. BiH icToTHUI gns 3a6e3neyeHHn
dYHKUiIOHYBAHHA cnewianisoBaHNX HEPBOBUX
KNITUH, BIZOMMNX AK MOTOHEMPOHU. XOo4a Ha OCHOBI
reHa SMIN2 yTBOPIOETbCA AEKiNbKA Pi3HUX BEPCil
6inka SMN, TifIbKM 0Ha € MOBHOPO3MipHOO Ta
OOCTaTHbO PYHKLiOHaNbHOIO, WO6 NiagTPUMYBaATH

creuianizoBaHi HEPBOBI KNITUHMW.

FinoseHmunsayia — ue cTaH, Nnpu AsKkomy ocoba
He 34aTHa 3pobMTM AOCTaTHLO BENNKUIN BAMX,
W06 3aMiHUTU BYINEKUCINIA Fa3 HA KNCEHD,
LLLO MPU3BOAMUTL 0 HU3bKOTO PiBHA KMUCHIO Ta
nigBULLEHHA PiBHA BYINEKUC/IONO rasy B KPOBi.

Inikoniponam, W0 NocTayaeTbca y Gopmi
iHranATopa, iHoAi NPONUCYETLCA ANA NiKYBAHHA
HaAMIPHOrO CIMHOBUAINEHHA.

TopmoH — ue XiMi4yHa peyoBMHa, LLO
BMPOBNAETLCA OPraHi3MOM, AKA KOHTPOAIOE Ta
PEeryatoe aKTUBHICTb OKPEMMX KNITUH Ta OpraHis.

Aucepazia — ue TpyaHouw,i abo auckomdpopT npu
KOBTaHHI pignHu, i abo camHu. IHoaji yepes
ancoarito NaLieHTn He OTPMMYIOTb AOCTATHIO
KiNIbKiCTb Kanopil i pianHu.

AHK [le30KcMpnboHYKAeiHOBA KUCN0Ta — Le
MOJIEKYNA, IKA MICTUTb FEHETUYHI IHCTPYKLiT AnA
nobyao0BuM BCiX BiAOMMX Ha CbOroAHi OpraHismis.
JHK 4yacTo nopiBHIOETLCA i3 KpeCNneHHAMM,
peuenTtom abo KoAOM, OCKiINbKU BOHA MICTUTb
BKA3iBKM, NOTPiOHI AN CTBOPEHHA iHLWIMKX
KOMMOHEHTIB KNITUHU, TaKUX AK BiNKuK.

AocnidnceHHa nid yac cHy — ue dikcauin
AKTUBHOCTI OpraHi3my Mif 4Yac CHY; MOXYTb
3anuncyBaTMCA TaKi NOKA3HMKM, AK YacToTa
CepLEeBUX CKOPOYEHb, YacTOTa ANXAHHA i piBEHb
KUCHIO B KPOBI.

3HebonroeanbHUll Kpem — Le pi3HOBUA,
MicueBoro 3Heb60neHHS, WO 3aCTOCOBYETLCA HA
3/10POBIl HEYLLIKOAMKEHIM WKipi Ans 3anobiraHHsA
601b0BUM BigvyTTAM Nepes NeBHUMMU
npoueaypamm, TaKMMK AK BBEAEHHSA FO/IKK. Kpem
Ji€ WNAXOM TUMYacoBOro 3HeboNeHHA LWKipyK Ta
CYCigHIX AiNAHOK Tina.

Indekc macu mina (IMT) — ue cniBBiAHOWEHHA
MiX MACOI0 Tina i 3pOCTOM, AKe A0MOMArae
OLIHWUTM }XUPOBY Macy Tisa 3a A4OMNOMOro0

KepiBHnutBo A0 MiKHapoaHUx cTaHgapTiB nikysaHHAa CMA Big 2017 p.

51



52

maTemaTuyHoi GopMynn: maca Tinay Kr,
nogineHa Ha KBagpar 3pocty, y meTtpax (IMT = kr/
M2).

IHmpamekKanbHe 8sedeHHA — Le cnocib
BBEAEHHA NIKapCbKOro 3acoby Wnsaxom iH’ekuii
Yy CMMHHOMO3KOBUI KaHas, WO A03BOAE NiKaM
[0CATTU CMMHHOMO3KOBOI pPignHN.

IHmyb6ayia — uge ycTaHOBKa rHYYKOI N1acTUKOBOI
TpybKK B AMXanbHe ropso (Tpaxeto) ans
BMKOHAHHSA OYHKLT ANXaNbHOrO WAAXY i
MOX/INBOTO BBEAEHHA AEAKUX NiIKAPCbKUX
3acobis.

Inomepania pocniBHO 03HAYa€E «JliKyBaHHA

33 JONOMOroto KOHen». Lle TepaneBTUYHe I
peabiniTauiiHe NiKyBaHHSA 3 METOI MOKPALLLEHHSA
KoOpAMHaLii, NoYyTTs piBHOBAru i cuau.

Kemoayudo3 abo diabemuyHuli Kemoayuoo3s
BMHMKAE Y pasi, KON OPraHiam noymHae

HAATO LWBMAKO PO3LLENIOBATU XKMPU. [ediHKa
nepepobnse *KMPK Ha NANNBO, BiJOME SIK KETOHW,
yepes AKi KPOB CTAE KUCAOTHOHO.

KemoHu — uge pevyoBuHU, AKi BUpobAAloTbCA B
neviHuji nig yac poswenneHHa (metaboniamy)
KUPOBUX KJITUH.

KucHesa decamypayia 03Ha4Ya€ 3MEHLLEHHA
PiBHA KUCHIO B KPOBI.

Kigho3 — ue 30BHILIHE BUKPUBNEHHA CNINHW,
HagMipHUI CTYMiHb AKOTO MOXe NPM3BECTU 40
PO3BUTKY «ropba» Ha CruHiI.

KoHmpakmypu — ue ckopo4yeHHs m’asis abo
CYXOXXWNNA HABKONO Cyrnoba, Lo BUKANKAE MOro
¢iKcaujito y neBHOMY NONOXKEHHI abo 0bMeKeHHsA
NMOBHOTO Aiana3oHy pyxiB cyrioba.

KpeamuHrdgpocgpokiHaza (KPK) — ue pepmeHT,
HeobXigHW ans GYHKLiIOHYBaHHA m’'A3iB. PiBeHb
KPK morke nigBULLMTUCA NICNA NOLWKOAXKEHHA
CKeNeTHUX M’A3iB abo iHLWOro 3axBOPIOBaHHA.

Jlikap moxKe BMKOHATK aHani3 Ha BmicT KOK y
KPOBI, LLLO MOXe A0MNOMOrTM MOMYy NOCTABUTU
AiarHos.

Kym Ko66a — L.e NOKa3HWK BUKPUBIEHHSA
xpebTa. BiH BUpaxoByeTbCA y rpagycax Ha OCHOBI
aHanisy peHTtreHorpamu. Kyt Ko66a gonomarae
NiKapAM y BU3HAY€HHi NOTPIGHOro NiKyBaHHA.
MOKa3HWK Ha3BaHUI iIMEHEM aMEPUKAHCbKOTO
Xipypra-optoneaa, J»oHa PobepTta Kob6a, akni
BrnepLle BUKOPUCTAB MOro.

JlenmuH — Ue rOPMOH, WO BUPObAAETLCA
YKMPOBOI TKAHWHOIO (AKa 36epirae eHeprito y
bopMi XKKMpiB, @ TAKOXK aMOPTU3YE Ta 3aXULLAE
OpraHi3m), i BUKOHYE NeBHY PyHKL,i0 B
peryntoBaHHi anetuTy. AK NnpaBuio, 36inblIeHHA
06cAry *KMpoBOi TKAHWHM NPU3BOAUTL [0
NiABULLEHHA KOHLLEHTPaL,ii 1enTUHY Ta
3MEeHLWeHHA anetuTy. [poTe geaki Nran meHLW
YYTAMBI 40 LUbOro i He BiAYYyBaOTb 3MEHLUEHHA
aneTuTy.

MiHepanbHa winbHicmMe Kicmok — ue BMicT
MiHepanis (Kanbuito i pochopy) Ha oAMHKULIO
06’emy KicTKOBOI TKaHWHW. Llen noKasHUK
CBigYMTb NPO MILHICTb KICTOK.

MomoHelipoHu po3TalloOBaHi Y CMTMHHOMY MO3KY
Ta HaseXaTb A0 YaCTUHW FOJIOBHOTO MO3KY,
NOEAHAHOI 3i CMUHHMM MO3KOM. MOTOHENPOHM
nepenaroTb CUFHANAW Bifg, rONOBHOIO i CIMHHOTO
MO3KY, L0 HAaKa3ylTb CKENETHUM M'A3am
CKOpOo4yBaTUCb — Lie 3abe3neyye pyx Tina.

Mymauyia — Le nocTiHa 3MiHa NOCNiIAOBHOCTI
OHK y reHi, wo moxke nepegasatmca HaCTYNHUM
NOKOMIHHAM. MyTaLii MOXYTb BUHMKATK Yepes
nomuakn KonitoBaHHa AHK nig yac ginerHHs
KNITUH.

Mymauyia de novo — ue cnoHTaHHa MyTalLin
reHa, Lo He € yCrnagKoBaHOH.

Ha3zozacmpansHa iHmyb6ayis — Le ycTaHOBKa
TPYOKM B LLUNYHOK Yepes Hic i ropno ana
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NOCTAYaHHA AOCTaTHbOrO 06CATrY NOXMBHUX
PEYOBUH (¥KUpiB, ByrneBoAiB, 6iNKiB, BiTaMiHiB i
MiHepanis).

Ha3oeroHanbHa iHmybayia — ue yCcTaHOBKA
TPYOKM B TOHKUI KULLEYHUK YEPES HiC, FOP/IO i
WAYHOK A8 NOCTAYaHHA AOCTaTHbOro obcAary
NOMBHWUX PEYOBUH (KMpiB, Byrnesoais, b6inkis,
BiTaMiHiB i miHepaniB).

HebynizoeaHi 6poHxodunamamopu — ue
pi3HOBMA NiKiB, WO BBOAUTLCA Y BUMNALI iMAK,
AKa BAMXAETbCA B JIEr€Hi Ta NONErWye ANXaHHA
3aBAAKM po3cnabneHHo m’a3iB y ereHAx Ta
PO3LWMPEHHIO ANXANbHUX WANAXiB (BpPOHXIB).

HeiHea3usHa eeHmunayia — ue NigTpPMMKa
AVXaNbHUX LWAAXIB Yepes MacKy A5 Hoca abo
0611uyA.

Hocii — ocobu 3i cnagKkoBUM 3aXBOPIOBAHHSAM,
LLLO NepeaETbca ayTOCOMHO-peLeCUBHUM

260 X-noB’A3aHNUM PELECUBHUM LLIAAXOM, SKi
MaIOTb MNOLIKOAMKEHY KOMIito i 340PO0OBY KOMito
NOLUKOAMKEHOTO reHa. AK NpaBu/o, 3aBAAKU
34,0PO0BIN KONii reHa CUMMNTOMM Y HOCIIB He
crnocTepiraloTbca, NPOTe BOHW MOXYTb nepesatu
3aXBOPOBAHHA CBOIM AiTAM.

Opme3 — uge crneLjiabHO BUTOTOBEHUI
NPUCTPIN, SKMIA NPUNALITOBYETLCS A0 KiHLiBOK
abo xpebTa AnAa 3HepyxomneHHs abo, HaBNakw,
CnpuAHHA pyxameocTi. [lo opTesiB HanexaTb
WMHW, KOPCETWN, OPTE3N FOMINIKOBOCTONHOIO
cyrnoba Ta KONiHO-rOMi/IKOBOCTOMHI OpTe3MN.

Opme3ucm — uge nikap, AKUi NPOMLLIOB
cneuiasbHe HaBYaHHA 3 MPONUCYBaHHA,
BMIOTOBNEHHSA Ta 06CNYroByBaHHA opTe3iB.

OcmeoneHia — ue 3MeHLWeHHA MiHepPabHOI
LLLiIIHOCTI KiCTOK HUXKYEe HOPMMU, IKE €

He HaCTiNIbKN HM3bKUM, W06 BBaXKaTmcA
OCTeonopo30oMm (MeauyHUI CTaH, NPU AKOMY
KICTKM CTAlOTb KPUXKUMMU | TAaMKMMU Yepes BTPaTy
KiCTKOBOT TKaHWHM). JliKapi BU3HAYatOTb HAABHICTb

ocTeoneHii abo ocTeonoposy 3a 4ONOMOrow
pocnigxeHHa DEXA .

ManiamueHulii 002180 — Ue MiXKANCUMUNAIHAPHUNA
niaxig Ao cnewianisoBaHoOro megu4yHoro

[0rnsay, MeTa AKOro — 3MeHLWMUTU CTYNiHb
TAMKKOCTi 3aXBOPOBAHHA abo cnoBiNbHUTK

Mnoro nporpecyBaHHsA. ManiaTUBHMIA gornsg He
3abe3neyye BUNiKOBYBAHHSA Bif XBOpobU. BiH
NMOKNMKaHUM MNOKPALLUTUN AKICTb KUTTA NaLEHTa

i yneHis Moro cim’i 3aBAAKM NoNerweHHwo
CMMNTOMIB | 3BMEHLUEHHIO CTPecy.

MnaH HesidknadHoOi meduyHoi donomozu — Lie
IHCTPYMEHT, AKMIM NOKPALLYE KOMYHiKaLLito y pasi
HeBiAKNA4HOI MegUYHOI CUTyaLii. BiH gonomarae
NiKapAM i NaLieHTam CnifibHO NPUAMATK PilLIEHHA
3aBAsSIKM 0BroBOPEHHIO | TMCbMOBIN diKkcauii
3ax04,iB, WO MatOTb BXMBATUCA MEAUYHUMM
npawuiBHMKaMK y pasi nepeabdayyBaHmX
HeBiAKNaAHUX cuTyauit. CTBOPEHHS NIaHYy MOXKe
BMMaraTu NpoBeAeHHA AEKINbKOX 3yCTpiyen

32 y4acCTi NpeACTaBHUKIB Pi3HUX MeANYHUX
cneuianbHoOCTEN.

Mpobiomuku — ue xuBi 6bakTepii i rpnbkK, Wo
NMO3UTUBHO BM/IMBAOTb HAa CAMOMOYYTTA 3aBAAKM
nokpaLLeHHto 6anaHcy abo PpyHKLiOHYBaHHA
KULLKOBUX BaKTepiid. BOHM micTaTbCa Y
NPUPOAHNX NPOAYKTaX XapyyBaHHA abo y
Xap4yoBuUx goaaTtKax (Moryptu, Tabnetku, kKancyam
i cawe).

PeHmzeHozpadpia nO03BONAE OTPUMATH
300parKeHHs BHYTPILLIHbOT YaCTUHM OpraHiamy

32 A0MNOMOro ONPOMIHEHHA, BiAOMOrO AK
€NeKTPOMArHITHI XBWAI. Pi3Hi TKAHWUHW Tina
NMOrIMHAOTL Pi3HUIM 06CAT ONPOMIHEHHS, TOMY Ha
300parKeHHiI KiCTKM BUINA4al0Tb 6innmm, Toai Ak
M’AIKi TKAHMHW, TaKi K XUP, BUTNALAI0Tb CipUMMU.
JNlereHi BUrnaaa0Tb HOPHUMM Yepes HaAABHICTb
NnoBiTpA, AKE NOrMNHAE HaMMeHwWwKnin obear
OMNPOMIHEHHS.
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CkenemmHa 3pinicme abo «Kicmkosuli 8ik»
NO3HAYaE BiK CKENETHOI CUCTEMM ANUTUHMU, L0
BiAPI3HAETLCA Bif, XPOHONONYHOIO BiKY AUTUHMN.
Po3mip i popma KicTOK 3mMiHIOHOTbCA pa3om i3
POCTOM ANTUHMW; CKeNIeTHA 3PiNiCTb OLLIHIOETLCA
Ha OCHOBI peHTreHorpamu A0JoHi i 3an’AcTKa.

CKonio3 — ue BUKpUBAEHHA xpebTa ybiK.

CnuHHomo3Koea piduHa (CMP) — ue npo3opa
PiANHA, AKA OTOYYE CMUHHUM | TONOBHUIA MO3OK.
BoHa BMKOHYE QyHKLIO pigKoro amopTtusartopa
Ana xpebTta. BoHa TaKoX NepeHOoCUTb NPOAYKTU
po3naay, XiMiYHi pe4OBUHW N aHTUTINA B,
FOIOBHOTrO MO3KY i TKAHWH CMTMHHOTO MO3KY Y
KPOBOTIK.

Cnipomempisa [03BONAE OLHUTHU
GYHKLIOHYBAHHA NereHb WAAXOM BUMIPIOBaHHA
obcAry noBiTpA, AKMA BOHU MOXKYTb BOUXHYTU.

Cmpaeoxid — ue TpybKa Ans KOBTaHHA, AKa
NOEAHYE POTOBY MOPOXKHUHY 3i LAYHKOM.

TopakanbHo-n0OM60-cakpansvHuli opmes
(TLSO) — ue *KOpCTKMIN HETHYYKMI KOPCET, LLLO
OXOMNJIHOE BCIO CMUHY (rpyaHUIA, NONEepeKoBUiA i
KpU»KOBUI Biadinm). BiH BUKOPUCTOBYETbCA AN1A
3abe3neyeHHA CTPYKTYPHOI NiATPUMKM xpebTa.

Tpaxeocmomisa — e XipypriyHa npoueaypa 3i
CTBOPEHHA OTBOPY Yepes LWNI0 B AUXANbHOMY
ropni ana Toro, wob BcTaBuTK TPyOKY, AKa
[,03BO/INTb NONETWUTU ANXAHHA NALLEHTA.
TpaxeocTtomisa morke B6yTn TMMYacoBot abo
NOCTIAHOLO.

PepmeHm — ue BinokK, AKNIN NPUCKOPIOE
WBMAKICTb XiMIYHOI peaKLii B OpraHiami.

Xpebuyi — ue 33 KiCTKK, 3 AKUX CKNa4aETbCS
xpeberT.

Xpomocoma — Le OpraHi3oBaHUM «nakeT»
AHK, Wwo mictutbeca B A4PI KOXKHOI KNITUHKU. Y
KOXHilh KNiTUHI N10ACBKOrO OpraHi3amy MicTUTbCS

46 xpomocom. [JnTnHa ycnagKkosye no 23
XPOMOCOMM Big, maTepi i 6aTbKa.

Llykposuii diabem, vacTiwe BigOMUIM AK
«AiabeT», NO3HaYa€E rpyny 3axBOPOBaHb,

NPU AKUX Y KPOBi CNOCTEPIraeTbCA BUCOKNI
piBEHb LyKpy NPOTArOM TPUBAJIOrO Yacy.
[iabeT BUHMKAE, KON OpraHiam BUpobase
HeAO0CTaTHbO IHCYAiHY, 200 KO/IU KNITUHM
HeaAeKBaTHO pearyTb Ha AOCTYNHUIN iHCYANIH.
I[HCyniH — Le ropMoH, WO BUPOBAAETLCA Y
NiALWAYHKOBIM 3a103i, AKa PEry/IE KiNbKicTb
[/IIOKO3M B KPOBI.

Yepe3swkKipHa eHOOCKoniYHa 2acmpocmomifa —
Le xipypriyHa npoueaypa, nif yac AKoi TpybKa
BBOAMTLCA Y LWAYHOK Yepes CTiIHKY YepeBHOi
NOPOXHMHM. |i iHOAi BUKOHYIOTb Y BUNaaKax,
KO/ BBEAEHHA Yepes3 POTOBY NMOPOKHUHY
HeOoCTaTHE 3 ornaay Ha aucdarito abo
aHecTesilo.

Yepe3wkKipHa npoba — ue HeiHBa3WBHa
npoveaypa 3 BUKOPUCTAHHAM
eNeKTPOMEXaHIYHNX CEHCOPIB, PO3TALLOBAHUX
Ha NOBEPXHi LWKipW, AKi 403BONAIOTb NiKapAM
NOCTIMHO KOHTPO/OBATU PiBEHb BYINIEKMUC/IONO
rasy (CO2) sk noKa3HMKa 3a0BiNbHOrO
OVXaHHA.

LLinyHKoBO-KUWKOBUU MpaKm — Le cucTtema
OpraHis, 40 CKNaay AKOI BXOAUTb POTOBA
NOPOXKHUHA, CTPABOXiA, WAYHOK, TOHKUN
KMLIEYHUK, TOBCTUMN KMLLIEYHMK i NpAMa
KMLWKa. CnoxuTta Hamu ixka 0b6pobnaeTbes y
LUNYHKOBO-KMLLKOBOMY TPAKTI A1A BUAINEHHA
M NOTNMHAHHA eHeprii, NOXWUBHUX PEYOBWH i
BOAM, TOAi AK BigX04M BUOANAKOTLCA Y BUMNALI
Ka/soBMX mac.

KepiBHMuTBO A0 MiKHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.



NoAAKWU

Mu AsKYyeEMO BCiMm, XTO A0NOMaraB CTBOPUTH Lie KePiBHULTBO, A4iIMBCA KOPUCHUMMU
KOMEHTapPAMM 11 3ayBaXKEHHAMM, a TaKOX [,03B0/IMB BUKOPUCTATU CBOI ¢poTorpadii:

Batbkam-uneHam PoHay «[iTh 3i cniHanbHO M’A30B010 aTpodieton
EkcnepTam, Wwo npauoBann Hag TEKCTOM:
Ceprii Tiona Ta CsitnaHa Tiona

AHapin Wartinno
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