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AKLLO Uue KepiBHULUTBO YMTAE
MO104a NtoAMHa, i BapTO
obrosoploBaTtu NpounTaHe
3 KWMOCb, XTO 00i3HaHUI

I3 LM 3aXBOPIOBAHHAM,
HanpPWKNaa, 3 Mamor Y
TaTOM, NiKAyBaZbHMKOM abo
MeANYHMM MPaLLIBHUKOM

KepiBHnuTtBO A0 MiXHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.

PO3AIN 1

BCTYI

Lle KepiBHULTBO NpUCBAYEHE CTaH4apTam
NiKyBaHHA HaMnowmpeHiwoi popmu criHaNbHOI
m’a3oBoi atpooii (CMA), Bigomoi Ak 5g-CMA
(amB. po3gin 2, «feHeTUKa i AiarHoCTMKa»).
BOHO npu3sHayeHe A4nAa 4opoCcauxX i Monogmx
noaen, xeopux Ha 59-CMA, a TakoxK gna
6aTbKiB i NikNyBanbHUKIB giter 3 5g-CMA.
MeTa KepiBHULUTBA — HaAaTu iHpopmaLiito
NPO MOXXAMBE NiKyBaHHSA, WOob6 nauieHTn Ta
iXHi 6aTbKM i NiKNYBaNbHUKM MOIIM aKTUBHO
06roBoproBaTU 3 MEAUYHUMM NPALLIBHUKAMM
NOLUYK HalKpaLLmMX WANAXiB KOHTPOO nepebiry
XBOPO6M, B TOMY YNCNi HAABHI BapiaHTK
NiKYBaHHA 1 MOX/IMBOCTI BMbOpY.

IHbOopMaLia i nopaan He HaJATbCA ANA TOro,
o6 3aMiHMTM NOCYTN MEANYHMX NPALLIBHUKIB
i NikyBanbHUX 3aKnagis. [lopocamm ocobam

3i CMA cnig obrosoptoBatv 3 MegUYHUMM
npaLiBHUKaMM BCi NUTaHHA, NOB A3aHi 3i
340poB’AM. CXOXMM YMHOM, 6aTbKam abo
NiKAYyBaJIbHUKAM CNif PO3rnafaTu 3 Nikapamu
BCi MUTAHHSA, LLLO CTOCYIOTbCA CTaHy 340pPOB’A
OVUTUHU, 3a1y4atoum B 06roBopeHHs ANTUHY,
AKLWO ii BiK 4,03BOSE Lie 3p06UTH.

JouinbHO MaT 3 cO600 NPUMIPHUMK LLbOTo
KepiBHULTBA KOXKHOTMO pasy, KoAv Bam NoTpibHa
[,0MOMOra YM KOHCYNbTalia MeguyHmX
npauiBHUKIB, He 3Haltommx 3i CMA. AKLo

Le KepPiBHULUTBO YNTAE MO0 NtOAMHA, T
BAPTO YMTATU MOTO 3 KUMOCb, XTO 06i3HAHWUI i3
LMM 3aXBOPHOBAHHAM, HAaNPUKIAL, 3 MaMOK
4YM TaTOM, NiKAYBaNbHUKOM ab0 MeaANYHUM
npauiBHUKOM.

Lo Take CMA?

CniHanbHa m’a30Ba aTtpodia (CMA) — ue
pigKicHe reHeTU4YHe cnagKoBe Helipom’asoBe
3aXBOPIOBaHHA. BOHO BMK/IMKAE NpOrpecuBHy

cnabkictb m’a3iB i BTpaTy MOXXAMBOCTI pyxaTucsa

yepes BUCHaXKeHHA (aTpogito) m’asie. Lie moxe

BMJIMHYTU HA 34aTHICTb NOB3aTU U XO4UTHU,
[MXaTU | KOBTATH, @ TAKOXK PyXaTu pyKamm,
KUCTAMM, ro/1I0BOKO i LWKELD. ICHYIOTb pPi3Hi popmu
CMA i LULMPOKUIA Aiana30H CTyNeHiB TAXKKOCTi
3aXBOPIOBAHHA Y AiTeA, MONOAUX NIOAEN i
popocnux. binbw nowupedi popmu CMA Bigomi
AK «50-CMA» i 4acTo onucyoTbCA AK NeBHUN
«tun» CMA (amB. «SIK KOPUCTYBATUCA LUM

KepiBHULTBOMD).

KepiBHnutBo A0 MiKHapogHuUx cTaHgapTiB nikyBaHHAa CMA Big 2017 p.
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Mi*KHapoaHWM KOMITET, A0 CKaay AKOro
BXOAMAN MeAWNYHi NPaLiBHMKM Ta daxiBLi

i3 pob0oTK 3 NnauieHTammn, po3pobus
pekomeHAauji 3 KoHTpoAnto nepebiry
3aXBOPIOBAHHA Ta NIiIKyBaHHA AiTel, monoaux
nogen i popocnux 3i CMA . PekomeHaau,ii
6ynum onybnikoBaHi ana cimelt y 2007 podi siK
«MixHapogHi cTaHAapTM NikyBaHHA CMA»,
BiaTopi 3’aBunoca gepani binblie ceiguyeHb
npo Te, Wo nauieHTn 3i CMA Ta ixHi cim’i
MOXYTb OYIKYBaTW BULLLOI AKOCTI XKUTTA, HIXK
6yna MOXKMBa B MMHY/JIOMY, MEPEBAXKHO
3aBAAKM PO3BUTKY MEeANLMHM M NOABI HOBUX
MOXIMBOCTEN NiKyBaHHS.

Crano o4eBUAHUM, LLLO OPUTIHANbHI
CTAaHOAPTU BXKe HANEXKHMM YNAHOM He
Bifl06paXKkaiv NoKpalleHb Ta 3MiH y niaxoaax

00 NiKyBaHHA 1 KOHTPOO nepebiry xsopobu.

Ockinbku KoHTposb Nepebiry CMA morke
BMMaraTm AocBiay i 3HaHb Pi3HOMaHITHMX
¢daxisuis, y 2016 poui B poboTy Hag,
OHOB/IEHHAM CTaHAAPTIB OYKN 3any4eHi

26 eKkcnepTiB i NpeaCTaBHUKIB MNaLEHTIB

3 geB’aTu KpaiH2. MpoTarom Lboro yacy
nepwun npenapaT An1a nikyBaHHA CMA,
Spinraza® (iHoAj BigoMMIA Nig, MiXKHaPOAHO
HenaTeHTOBAHOM HA3BOK — HYCiHEepCeH),

lpyna po3pobHUKIB BpaxoByBasa
TOoM PaKT, Wo 3abe3neyeHicTb
Pi3HUX KpalHax pecypcamu
HeoAHaKoBa, TOMY CTBOpPUAA
pekomeHaaLil Ha OCHOBI
MiHIManbHOrO PiBHA gornsay m
NiATPUMKMN, WO BCi ocobun 3i CMA
NOBUHHI OTPMUMATK HE3ANIEXKHO Bif,
TOro, A& BOHU XUBYTb

6yB cxBaneHun y CLUA. Xoua ue cTano
3HAYHUM AOCATHEHHAM, TaKi npenapaTty He
NPOMOHYTb MOBHOTO OAYKaHHA | MOBUHHI
3aCTOCOBYBATUCA OAHOYACHO 3 ONTUMA/IbHOK
NiATPUMYBANbHOK TEPani€l Ta KOHTPOAEM
nepebiry xsopobu. 3 ornsay Ha ue notpeba

B OHOBJIEHHI KEPIBHMLTBA CTana e
Hara/ibHiwWolo.

EkcnepTn 6ynu nogineHi Ha poboui rpynu

3rigHo 3i cBOEO chepoto cneuianisauii. Y mexax
creuianisauii 3aBAaHHA eKcrnepTiB NOAArano

B MOLUYKY OCTaHHIX HAYKOBUX AAHMX Ta AYMOK
cnewianicTiB 3 yCbOro CBiTYy W,040 HallKpaLLoro
NiKyBaHHSA Ta KOHTPO/O Nepebiry xBopobu. BoHM
nepernagany Haykosi nybnikalii Ta 3sepTanmca
Nno AyMKY 6araTbox iHLWKUX Mi3KHaPOAHNX
eKcnepris.

YYacHMKM rpynu BU3HANU, LWLO iCHYE obmexkeHa
KiIbKICTb A0CAIAMEHDb, MPUCBAYEHNX AOPOCANUM
nauieHTam 3i CMA, 3a3Hayatoum BogHo4ac, o
YMMmano obroBopeHb i peKoOMeHAaL,iN CTOCYHTbCA
ONTUMANbHOI NiATPMMYBaNbHOI Tepanii AK a4ns
Aiten, TaKk i gna gopocanx. KAoyoBUM YAHHUKOM
ONA BU3HAUYEHHA HaMONTUMABbHILLIOrO BTPYYaHHA
" Tepanii 6yB « pyHKLIOHANbHWUI CTATYC» AUTUHM,
MON0A0iI NHOANHM ab0 A0POCAOr0 — YM MOTN
BOHU cUAiTH, ctoaTn abo xoantu, un CMA
BMN/IMBAA Ha IXHE AUXAHHA, AKi iHWI NOBCAKAEHHI
CrpaBu BOHU MOI/IM BUKOHYBATW. 3 ornagy

Ha Le 3anpOonoHOBaHI CTaHAAPTU NiKyBaHHA
CTOCYIOTbCA BCiX BIKOBUX rpyr.

BogHouac ekcnepTn NOrogmManco, WO cAifg,
30cepeanTu Noganblli 3yCUANA Ha BUBYEHHI
gnaney CMA i3 NIMHOM UTTA NHOAMHU Ta
Bi4NOBIAHOI NiATPMMYBANbHOI Tepanii 4OPOCANX
naujienTiB. Y 6araTbox KpaiHax naaHyrTbCA

abo BXe peanizoByOTbCA iHiLiaTMBK, WO
CNPUATUMYTb BUBYEHHIO LMX MUTAHb,
NPOKNAAAI0YM WAAX AN PO3POOKN MaNBYTHIX
CTaHAapTiB NikyBaHHA. [pyna po3pobHukis
BpaxoByBa/ia ToM $paKT, Wwo 3abesneyeHictb
Pi3HUX KpaiHax pecypcamn Heo4HAKOBa, TOMY
CTBOPMIA peKoMeHaaLlii Ha OCHOBI MiHIMANbHOIO
piBHA gornaay M NiATPMMKM, WO BCi ocobu 3i
CMA noBWHHI OTPMMATK HE3ANEXKHO Big TOro, Ae
BOHMW XKMBYTb.

Y nuctonagai 2017 poKy, nicna nposeaeHmNx
3ycTpiveli i obrosopeHb, 6yno onybnikoBaHo ABi
HaYKOBIi CTATTi 3 OHOBAEHUM KepiBHULTBOM®*,
CraTTi 6ynM HanucaHi 41a MeAnYHUX NPaLiBHUKIB

i MICTUAN YNMANO CKNAAHUX MeANYHUX TEPMIHIB
i petanbHoOI iHPpopMaLii, AKO MeANKNU MOXKYTb
KOPUCTYBATMUCA Nif, Yac WOAEHHOrO AornAay 3a
ocobamu 3i CMA.

HayKosi cratTi, ony6nikoBaHi B 2017 poui

e [liarHOCTYBaHHA i KOHTPO/b Nepebiry
cniHanbHOI M’A30B0oI aTpoddii:

YactuHa 1: PekomeHaauii woao

AjarHoCTyBaHHA, peabiniTauii, opToneanyHoi

Tepanii Ta NiKyBasbHOro XxapyyBaHHA

o [liarHOCTYBaHHA i KOHTPONb Nepebiry
cniHanbHoi m’A30Boi1 aTpodii: YacTuHa 2:
[ynbMOHONOrIYHE NiKYBAHHA | iIHTEHCUMBHA
Tepanis; NikapcbKi 3acobu, [onaTKM Ta
iMYHi3aLifA; iHWi cMcTemMun opraHis, eTUYHiI

NMUTaHHA



https://www.ncbi.nlm.nih.gov/pubmed/29290580

Acouiauia TREAT-NMD po3pobuna

Le KepiBHULTBO CMNiZIbHO 3 HU3KOO
MiXXHapOAHWUX rPyn 3aXUCTY NMpaB NALEHTIB
Ta rpyn nNiaTpMmKn gns 3abesnevyeHHs
6inbLWOT 4OCTYNHOCTI OHOBAEHUX
CTaHAapTIB.

Spinal Muscular Atrophy UK

www.smauk.org.uk

Cure SMA

www.curesma.org

SMA Europe
WWw.sma-europe.eu

Muscular Dystrophy UK
www.musculardystrophyuk.org

TREAT-NMD Alliance
www.treat-nmd.org

Mwu foKAaganu BCiX MOXANBUX 3YCUIb,
o6 AKomora NpPocTille NOACHUTU B TEKCTI

MeaNYHi TEPMIHN.

Bu3HauyeHHA cniB, BUAINEHUX KypcUueom,

NoAAETbCA B rnocapii.

TOYHICTb JaHWUX, BUKNALEHUX Y LLbOMY
KepPiBHULTBI, NepeBipnan MegunyHi gpaxisLi,
Lo 6yNM aBTOpaMM HayKOBUX CTaTeM,
onybnikoBaHux y nnctonaai 2017 p.

TOYHICTb AaHUX, BUKIAOEHUX Y
LbOMY KepiBHULTBI, NnepeBipnau
MeAnYHi daxisLi, wo bynu
aBTOPaMM HAaYKOBUX CTaTeN,
onybnikoBaHux y amctonagai 2017 p.

KepiBHMUTBO CKNafa€ETbCA 3 ACKINbKOX PO3A4iNiB, KOXKEH 3 AKUX NPUCBAYEHO OKPEMOMY acneKToBi
KOHTpoAo nepebiry CMA. Y KOXXHOMY po34ini 3a3Ha4YaETbCA, AK | KOAU CNif BUKOHYBATU OLiHKY 33
BiANOBIAHMM aCNeKTOM, i IKi € MOXKNAMUBOCTI NiKyBaHHA. Y KOXKHOMY pO34ini, AK NnpaBuio, BKa3aHO
pi3Hi pekomeHAaLii Ta MOXIUBOCTI JOrNAQY U KOHTpOAo nepebiry 3anexHo Big cTagiit ¢pisnuHoro
po3BuUTKY abo Tuny CMA, sk onucaHo HuK4ye. OckinbKu CMA no-pisHoOMy BN/IMBA€ Ha KOXHY
ocoby, He BCi BapiaHTK A4l 6yayTb CTOCYBaTUCA KOXHOTIO NaLlieHTa.

HainowwupeHiwa ¢popma CMA wnpoKo Bigoma AK «5q-CMA» i HepigKo onucyeTbca abo
KnacuikyeTbCA 3a/1€3KHO Big, BiKy, KOIM NOYANIUCA CUMINTOMM, Ta AOCATHYTOI CTagii pismuHoro
PO3BUTKY.

Tabauua 1. KniniyHa kKnacudikauia CMA (Tabauuto agantoBaHo 3a ny6aikauieto RS Finkel et al,
2017, p.597)

Tun 1 MeHwe 6 micauis He moke camocTiliHo cnait abo
nepeko4vyBaTmUCA

Tun 2 Bin 7 no 18 micauis Morke cuaitn, ane He moxe
CaMOCTIAHO XO0ANTH

Tun 3a Big 18 po 36 micauis Moke xoanTn, NpoTe 3 YHaCOM iCHYE
iMOBIPHICTb BTPATUTU IO 34aTHICTb

Tun 3b Big 3 no 18 pokis Moke xoanTu, NpoTe 3 YaCoM iCHYE
iMOBIPHICTb BTPATUTK LLIO 34aTHICTb

Tun 4 binbwe 18 pokis He3HauyHi TpyaHOLL 3 XO4IHHAM

(moTopmKoto)

BaxknnMBO nam’ATaT, WO HE iCHYE YiTKMX PO3MEXKYBaNbHUX NiHIN, AKi BiaAinaoTe AnTadi dopmum
CMA opgHa Bif, 0aHOI, a TakoXK Wwo BnanB 5g-CMA cyTTEBO BiApPI3HAETbCA cepen, Pi3HUX OcCib, y
TOMY YMCAi cepes XBOpuX Ha gopocny dopmy. Kpim Toro, ocKiibKK AeAKi NaLLIEHTI BXKe OTPUMYIOTb
MeANKaMEHTO3He NiKyBaHHA, BiAMIHHOCTI y BNIMBI XBOPOOUM MOXKYTb OYTH LLe iCTOTHIlWMMMK. Tomy
niZ Yac po3rnaay NikyBaHHA Ta KOHTPO/O Nepebiry xBopobu BaXK/IMBO BPAXOBYBATU He TiIbKM
KNiHiYHY Knacuodikauito CMA, ane 1 ctagito ¢isMYHOro po3BUTKY, AKOT AOCATHYB NALiEHT. BOHM

MOXKYTb 30iratncs abo Biapi3HATUCA Bia HaBeAeHUX Y Tabauui BuLe.


https://smauk.org.uk/
http://www.curesma.org/
https://www.sma-europe.eu/
https://www.musculardystrophyuk.org/
https://treat-nmd.org/

Y LUbOMY KepiBHULTBI BUKOPUCTOBYHOTbLCA
y3aranbHOBa/IbHI TEPMIiHU, 3aBAAKN AKUM

NPOCTille BU3HAYNUTU, AKI peKomeHaau,ii woao

KOHTPOAIO Nepebiry n aornaay cTocytoTbes
KOXXHOI rpynu giten i gopocamx.

Y KepiBHMUTBI TAaKOX MOXe 3ragyBaTunca
Tmn CMA, BKasaHui y Tabauui 1, abo CMA
«3 paHHIM noyaTkom». Lle o3Havae noasy
CMMMTOMIB Y BiLli 4O LWECTU MicALiB; AK
NPaBMNO, MALIEHTH i3 KPAHHIM NOYATKOM»
3aXBOPIOBAHHA € HecnaAauMmn. «l1i3Hin
noyatok» CMA o3Ha4a€e NoABY CUMMNTOMIB
NicnA AOCATHEHHA WeCTUMICAYHOrO BiKY; AK
npaBuaO, A0 NALIEHTIB i3 Ni3HIM NOYATKOM
3aXBOPOBAHHA HanexaTb i cmaauvi, i xogadi
NaLieHTN.

Obrosoptotoun KoHTponb Nepebiry CMA i3
MeANKaMMU, AOLINIbHO 3aNUTaTH iX, 3 AKUM
po34inom KepiBHULTBA ANA CiMen Bam CAif

O3HaromuTuUCA.

PO3AIN 2

Y 6inbluocTi ntoaen € ABi Konii 2eHa suxusaHHA momoHelipoHie 1 (SMN1)— no ogHomy

BiZ, KOXKHOrO 3 6aTbkiB. Lli reHM micTtaTb iHpopmauito, HeobxiaHy ana yTBopeHHA biska

SMN, AKUI NiATPUMYE HUKHI MOMOHeUpPOHU Yy CIMHHOMY MO3KY B 3J0p0OBOMY CTaHi. Mpu

3axBoptoBaHHi Ha 5g-CMA B 060x Koniax reHa SMN1 HasBHi nomuakKu, abo myTalii, yepes

AKi OpraHiam He 34aTHUI YyTBOPOBATU HEOOXiAHWI oMy 6inok SMN. be3 HbOro HUXKHI

MOMOHeUPOHU NOLIKOAMKYIOTbCA, L0 0OMEXKYE IXHIO 34aTHICTb NPOBOANUTU ENEeKTPUYHI

CUTHaNM Big, MO3Ky A0 M’s13iB, Ha sIKi nowmptoeTbea Bname CMA. Lle BUKMKAE clabKicTb

M’A3iB, WO MOXe NOPYLINTU 34aTHICTb PyXaTUCA, ANXATU | KOBTaTH.

e SMIN1 micTnTbCA Ha N’ATI Xpomocomi, y AinAaHui, NoO3HayeHilh 1aTUHCbKOIO NiTePoto

«Qg», TOMY OCHOBHi pisHoBMAM CMA yacto HasumBaloTb «59-CMA».

Tabnuus 2.

B ytBOpeHHi 6inka SMN neBHy ponb Bigirpac we

KinbKictb Konii SMN2, 3a3Buuai

4 . ’
oavH reH. Lie 2eH euxcueaHHa momoHelipoHie2 nos’A3aHa 3 koXHum Tunom CMA.

(SMN2), iHogi Bisomuit AK «pe3epBHUI FeH»
CMA. MpoTe y 6inbLwit YacTuHi 6inka SMN,

o Bupobnserbca reHom SMN2, 6pakye
KNHOUYOBUX CTPYKTYPHUX EIEMEHTIB, AIKi 3a3BMUYal
yTBOptotoTbcA reHom SMN1. HesBaxKatoum Ha Te,

wo reH SMN2 moxe yTBOPUTU NEBHY KiNbKIiCTb 1
Aitoyoro 6inka SMN, BiH He MOXKe NOBHICTHO 2
KOMMEeHCYBaTU NowKoaKeHu eeH SMN1 y 3a
nauienTis 3i CMA. Kinbkictb Konin SMIN2 y 3b
Pi3HMX Nt0AeN HEOAHAKOBA | MOXKe MICTUTUCS B 4

Aiana3oHi Big HynA Ao BocbMu. binblua KinbKicTb
Konin SMN2 3a3BMyai noB’A3aHa 3 MeHLL
TAXKKMMU cumntTomamum CMA.

Y Tabnunui 2 npeacTtaBaeHO TUMOBY O4YiKyBaHY
KiNbKicTb Konih SMIN2, noB’A3aHy 3 KOXHUM
TMnom CMA. MpoTe TOYHMI NPOrHO3 CTyMNeHA
TAKKocTi CMA Ha OCHOBI InLLe KiNbKOCTI KONi
SMN2 cTBOPUTM HEMOXKNBO. IMOBIpPHO, LI
3aN1EeKNUTb Bifg IHLWNX reHETUYHUX PaKTOPIB,

AKi BNAMBaOTb Ha obcar 6inka SMN, wo
BUPO6AsAeTbeA reHom SMIN2.

A W wWw N



AKLWO0 Bac 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 NALLIEHTIB, WO
NpauIooTb Y Pi3HUX KpaiHaX CBITy.

AK YCMNAAKOBYETbCA 59-CMA

59-CMA nepefa€eTbcs AiTaM Big, 6aTbKiB
yepes nolKkoaKeHi reHn SMN1. 3a3Bmyan
CNOCTEPIraETbCA AymMoCoOMHO-peyecusHuli
TN ycnaaKyBaHHA. Lle o3Hayae nepeaayy
3aXBOPIOBAHHA Big 6aTbKiB 40 AiTen yepes
nowkoaxxeHi eeHu SMN1. Huxkue ue
NOACHIOETLCA AeTaNbHille::

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

Ocobwu, AaKi ycnaaKkoBytoTb OAHY
NOLUKOAKEHY KOMIto i 0aHY
3g0poB.y Konito reHa SMN1 (no
O/HiN BiA, KOXXHOTO 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 ycnagkoByoTb ABi
3pgoposi Konii reHa SMIN1 (no
O/HiN BiA, KOXKHOTO 3 6aTbKiB)
He BUHMKae CMA, i BOHU He €

HoCIMU.

Xoya BinbLuicTb NALiEHTIB yCNagKOBYOTb
CMA Bin, o60x 6aTtbkiB, npnbansHoy 2 %
ocib mymayisa € HoBOIO, LLO HaliMOBIpHilLe
BUHWKAE Yepe3 nomunky B AHK
ANLEKNITUHN YM CMIEPMATO30iaa, 3 AKUX

ix byno 3auato. Llen npouec Bigomnii Ak
mymayis de novo.

Baxknunso, wob ynenu cim’i posyminm
pe3ynbTaTh reHEeTUYHOro aHani3ly, Ha
OCHOBI siIKoro 6yno giarHoctoBaHo CMA.
KoHcynbTay,ii 3 reHeTUYHUX NUTaHb MaE
NpPOBOAUTU MEeANYHWUI NPALLIBHUK i3
BiANOBIAHOW NiAroToBKO. BiH BiANOBICTb
Ha BCi 3aNMUTaHHA, WO MOXYTb BUHUKHYTH
Y YNeHiB ciM’i NPO reHeTUYHI acnekTn
AiarHosy, i HagacTb iHpopmauito npo
MOX/IMBI BapiaHTX AiM WoA0 marbyTHixX
BariTHOCTEMN.

AKLLO BacC LiKaBUTb AeTasbHilla
iHbOpMaLLiA NPo reHeTHKY i Npo Te, AK
ycnagkosyetbcAa CMA, nepeiaitb Ao
CTOPIHKM NPO yCcnagKyBaHHA, AKY MU
Aofanun Ao uboro posainy (amse. «loaatok
1»). BM TaKOXK MOXKeTe NepenTn 4o posainy
«KopuCHI pecypcu», B AKOMY nepenivyeHo
opraHisauy,ii NiATPUMKM NALEHTIB, WO
NpaLooTh Y PiI3HUX KpaiHax CBITY.

KepiBHnuTtBO A0 MiXHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.

CMMNOTOMMU

AK NpaBuUaO, NEpPLUNI KPOK Ha WAAXY A0
BM3HA4YeHHA aiarHo3y pobasaTtb 6aTbKM abo
MeANYHI NPaLiBHUKN.

Mpu CMA T1ny 1 (HecnpgAydi nauieHTn) i3 paHHIm
NMOYaTKOM 3aXBOPHOBAHHA, LLO XapaKTepm3yeTbCA
6inbl TAXKKMM nepebirom, 6aTbKiB i
NiKNyBasbHMKIB 3a3BUYai Typbye mnsBicTb
(cnabkuit m’a3o0BuiA TOHYC) Ta Npobaemun 3
OOCATHEHHAM cTagilt Gi3sMYHOro po3BUTKY Y
HemoBAATU. CNabKnit M’A30BUIN TOHYC CUAbHIiLWE
BMJINBAE Ha M'A3M HIilr AUTUHMU, HiXK HA M’'A3K

PYK. TaKOXK HEPIAKO BUHUKAIOTb Npobnemu 3
rofyBaHHAM HEMOBAATK Yepe3 c/labKi KOBTA/bHI
M’A3K. CXOXKMM YNHOM, Yepe3 cNabKi guXanbHi
M’31 y AiTelt 4aCcTo BUHUKALOTb TPYAHOLL 3
ANXAHHAM.

Y pite 3i CMA Tuny 2 (cuaadi nawieHTn),
CTYNiHb TAMKOCTI 3aXBOPIOBAHHA Y AKUX He

TaKa BUCOKa, K y gitert 3i CMA Tuny 1, o3Haku
cnabKocTi M'A3iB y HOrax TaKOXK CMNOCTepiratoTbes
yacTiwe, HiX y pyKax. O3HaKM NOLWKOAKEHHA
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By morkeTe 3HalTW AeTanbHille NOACHEHHA
cumntomie CMA, BiZBiAaBLIN BE6-CaNTK
opraHisauin niaTPUMKKM NaLieHTIB, WO

nepesniyeHi B po3aini «KopucHi pecypcmn»

KOBTA/IbHUX | ANXANIbHUX M'A3IB MOXKYTb Y HUX

cnocTepiratnuca abo He cnocTepiraTmcs.

Y piteit 3i CMA Tuny 3 (xogAadi nauieHTn)
TAKOX paglle CnocTepiratoTbCAa CMMMNTOMM
cnabKocTi Hir, HiX pyK. OCKiNbKN KOBTa/bHi

M guxanbHi M'A31 y LMX NaLiEHTIB 3a3BMYal
He NOLWKOAKEHi, TPYAHOLLi 3 KOBTAHHAM i
OVXAHHAM Y HUX, AK NPaBUI0, HE BUHUKAIOTb.

Y popocaux oci6 3i CMA Tuny 4 (xoaaui
nawieHTK), i3 NOYAaTKOM 3aXBOPIOBAHHA B
[OPOC/IOMY Billi, 3a3BMYalh CNOYATKY BUHMKAE

anckomoopT Ta (abo) 6inb y m’s3ax. OckinbKku

KOBTa/IbHi 1 AUXaNbHiI M'A31 Y LUMX NaLEHTIB
3a3BMYal HEe MOLKOAKEHI, TPYAHOLL 3

KOBTAHHSAM i AUXaHHAM Y HUX, 34ebinblioro, He

BUHUKAKOTb.

Bu morkeTe 3HalTK geTanbHille NOACHEHHA
cumntomie CMA, BiagiaasLwmn Beb-cantm
opraHisauin nigTPUMKKM NaLieNTIB, WO
nepeniyeHi B posaini «kKopucHi pecypcm»
HaNPUKiHLUi LbOro KepiBHMLTBA.
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AKLWO NiKkap Nigo3ptoBaTMmMe, WO HaABHI Y
ANTUHM ab0o AOPOCAOr0 CUMNTOMU MOXKYTb

BKa3yBaTh Ha CMA, BiH opraHi3ye B3ATTA 3pa3Ka
KpOBI Ta BiANPaBUTb MOro Ha aHani3 Aeneuji reHa
SMN1. AKLWO pe3ynbTaT aHani3y CBIAYNTMMYTD,
wo B obox konisix reHa SMN1 € geneuis, byae
nocTaBaeHo AiarHo3s «5g-CMAx. Micna uboro
PEKOMEHAYETLCA BCTAHOBMUTM Ki/IbKICTb KONl
SMN2, oCKilbKM Ue MOKe BYTU KOPUCHUM
MOKa3HWKOM A5 BU3HAYEHHSA BMNNBY XBOPOOMU
B MalbyTHboMyY (NporHos nepebiry xBopobu),
L0, Y CBOtO Yepry, byae opieHTMPOM ANs
BMOOPY ONTUMAIbHOrO AOTNAAY M NiKYyBaHHA.
Lis iHbopMmaLis TakoxK Byae KOPUCHOLO, AKLLO
PO3rNAAATMMETBCA MOMKANBICTb YYacTi B
KAIHIYHMX JOCNIAXKEHHAX 3 BUBYEHHA HOBUX
BWAIB NiKyBaHHA, OCKiNbKM 0O0B’A3KOBMM
KPUTEPIEM Y4acCTi B HUX HEPIAKO € NeBHa
KiNbKicTb Konih SMIN2.

AKLWLO pe3ynbTaT aHani3y BKa3yBaTUMYTb, LLO
NOLWKOAXKEHO TiNIbKM O0AHY Konito reHa SMIN1,
npoTe CMMNTOMM Hadani byayTe XapakTepHUMM
ana CMA, peKomeHOYyETbCA BUKOHATU

FOYHTOBHILLWMIM aHaNi3 Ha OCHOBI NpoLLecy,
BIZLOMOTO K cekeeHyeaHHA 2eHa SMN 1. BiH
N03BOMAE BUABUTU OAMHOYHI, Ba*KKOB/IOBUMI
MyTaL,ii reHa, HaABHICTb AKMX MiATBEPAXKYE
AiarHo3 «5g-CMA». AKWo HaaBHI 0buABi
HeywKkoaxKeHi konii SMN1, imoBipHICTb TOTO, WO
CMMNTOMM BUKAMKAHI CMiHa/NbHOIO M'A30BOtO
aTpodieto, € Ay»Ke HM3bKa. [na BU3HAYEHHSA
[iarHo3y B Takomy BMNaaKy noTpibHo byae
BMKOHATU iHLII OBCTEXKEeHHS M aHanisn.

Ona piarHoctyBaHHA 5-CMA npoBeAeHHA iHWKX
06CTeXKeHb, TaKMX AK OTPMMAHHA HEBEIMKOTO
3pasKa M’'A30BOT TKAHUHM XipYPriYHMUM LISXOM
(6ioncia m’asie) i TecTyBaHHA QYHKL,iM

HEpPBOBOI CUCTEMMU, HE BUMAra€eTbeA. [poTte

ON1A NaUieNTIB 3 Ni3HIM nodaTkom CMA MOXYTb
3Ha0bUTUCA NoAanblli OBCTEXKEHHSA, OCKINbKM

B TaKMX BUMNAAKAX CUMMNTOMM BaxK4e BUABUTM Ta
HabaraTo cknaaHiwe AiarHocTyBaTh. Hanpuknaa,
MOXKe ByTM BMKOHaAHWI aHani3 KpoBi Ha
m’azoeuli pepmeHm (KpeamuHKiHa3y abo
KpeaTnHdochoKiHazy, KOK).

Mpo aiarHo3 « CMA» noBUHEH AenikaTHO
NnoBiAOMUTU NiKap-reHeTUK abo HeBponor
nig, 4ac ocobumcToi 3ycTpivi. NMpoTarom uiei
nepLUoi 3ycTpidi cnig, 06roBopuUTH TaKi
acnekTu:

LLlo BUKAMKaANO 3aXBOPHOBAHHSA
Ak 3a3BKYal nporpecye xBopoba

AkMMm ynHom CMA HaimoBipHiWwe BNAMHe
Ha Bally AUTUHY abo Ha Bac (AKLWO BU —
nopocna ocoba 3i CMA), i akuii ue matume
BM/IMB Ha Cim’to

AKi MOXKNMBI BapiaHTW NiKYBaHHSA (AKLWLO
BOHMU €)

O6roBopeHHA BiANOBIAHMX METO/iB
KOHTPO/1t0 CUMMATOMATUKM Y LLE MOMEHT,
TaK CaMo fK i B ManbyTHbOMY, HaA3BUYANHO
BaYK/IMBO 3a6e3Me4YnTh NCMXOJIOTIYHY Ta
€MOLUiHY NiATPUMKY.

Jlikap, AKMI CTaBUTb AiarHO3, TaKOXK NOBUHEH
NOBIAOMUTM NMPO HbOTO CIMEMHOMY NliKapto

i MicueBMM meanpaLliBHMKAM, @ TaKOXK
NPOKOHCYNbTYBATH iX LLLOAO NPABUAbHOIO
KoHTposto nepebiry CMA.
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NIATOTOBKA AOTNAAY | NIATPUMEKM

CMA — ue KomnneKcHe 3aXBOpPHOBaAHHA,

€ [lnxaHHa (pecnipaTopHe NiKyBaHHA)

O NO-Pi3HOMY BM/IMBAE Ha Nt0AeN.

OnTMManbHUM KOHTpPOAb Nepebiry
XxBopobu BMuMmarae cnisnpadi 6aratbox

# XapuyBaHHs (racTpoeHTeponoris i gieTonoris)

@ CTaH KicToK i m’s3iB (opTOneaMyHe NiKyBaHHSA)

daxisuiB y chepi oxopoHuM 300p0B’s (puc.

1). Yci naujieHTu, y AKMX AiarHOCTOBaHO
CMA, matoTb 6yT1 HanpaBaeHi B

@ Peabinitauis (pisnyHi TepanesTu Ta nikapi-
eprotepanesTh)

cneujiani3oBaHy KNiHiKy 3 HeMpom’'a30BMX

3aXBOPHOBAHb Ta A0 iHWMX BiANOBIAHMX
cneuianicTie. Lo HUX MOXKYTb HanexaTu

Cim’am i popocnnum ocobam 3i CMA TaKoxXK cnig,
Ha4aTU KOHCYANbTALi 3 reHETUYHUX MUTAHb.

daxisu,i 3 Takmx coep:

PucyHok 1.

MixaucumnniHapHUi Nigxia, oo
NiKyBaHHA | TMNW gornagy, Wo
MOXe OTpMMyBaTK NauieHT 3i CMA

(apanToBaHO Ha ocHOBI Ny6AiKauii

PecnipatopHe
NiKyBaHHA

I[HTeHCcKBHA
Tepania

Helipom’a3oBi acnekTn

/ peabinitauja

KoopauHaTtop

MauieHT 3i
CMA

OpToneanyHe VparkeHHs

iHLIWX OpraHis

NiKyBaHHA

XapuyyBaHHA, CTaH
LUTYHKOBO-KMLUKOBOIO
TPaKTYy i KIiCTOK

E. Mercuri et al, 2018, c1.106.)
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Cneujianictm NOBMHHI NpautoBatn y
MiXKANCUMNAIHAPHIA KOMaHAi | BpaxoByBaTh He
Ti/IbKM MeaunyHi NoTpebun nauieHTa, ane Takox
6paTn 40 yBarn M NoBa*kaTm MOro coLliabHi,
KYNbTYPHI Ta AyXOBHi 3anuTtn. Moxaunso,

00 CKNaZly KOMaHAM TaKoXK byayTb BXOAUTU
cneuianictv 3 nasiamueHo20 002410y, AKi
NPOWMLLAM NiArOTOBKY 3 KOHTPOJIIO CKNaAHUX
cumnTomis. ManiaTUBHMI JOrNA4 4acTo
ACOLLIIOETbCS 3 AOMOMOTOH B TEPMiHa/bHIN cTagil
XBOpPO6U, NpOTe HA NPAKTULL MOro 3aCTOCyBaHHSA
HabaraTo wupLwe i Mae Ha MeTi LONOMOITH
MaLiEHTOBI AOCArTM HAJIEXKHOI AKOCTI KUTTA.

daxisLi 3 nasiamueHo20 802aa0y AONOMaraloTb
nawuieHTam NoroauTn iXHi XUTTEBI LiNi 3
NPU3HaYeHMM BUAOM JliKyBaHHA i HaAaTb
niagTPUMKY B NOAO/IaHHI NOBCAKAEHHUX Npobiem.
IxHI0 poboTy cnig, po3rnasaTh AK AOAATKOBI
NOCAYrn o iHWKX opm MeguUyHOro Aornaay.

HeBpoB3i nicna NnocTaHOBKM AiarHo3y Bam cnig,
06roBOpPUTN MOXKAUBI BapiaHTK gornaay nig yac
BiAKPUTOI KOHCYAbTALIT 3 MiXAMCUUNAIHAPHOO
MeOMYHOI KOMaHZo. TaKi KOHCynbTaLil MatoTb
BiAbyBaTMCA perynapHo. ApryMmeHTH 3a i NpoTH
iHTEePBEHLIMHOrO NiKyBaHHA CNif NOBTOPHO
pOo3rns4atv pa3om 3i 3MiHOK 06CTaBUH, AKLLO
B/ abo meanyHa KOMaH4a BBaXKaTUMETE Le
AOUiNIbHUM.

PekomeHAayeTbcA, W06 yCi 06CTEXKEHHSA Ta BI3UTH
KOOPAMHYBaB OAMH i TOM caMUii NpeacTaBHUK
MeANYHOI KomaHau, obpe 06i3HaHMI Woa0
MOX/IMBOrO NPOrpecyBaHHA Ta NOTEHLIMHNX
BUKAMKiIB CMA. Ak npaBmao, Takum daxisuem

€ HEBPONOT, ANUTAYMI HeBpOaOr abo, y AeAKMX
KNiHIKax, <KKOOpAMHATOpP 3 Aornaay».

Bam TaKoX matoTb HagaTv iHpopmau,ito, Lo
[03BO/IUTb BaM:

@ 3BepHyTUCA 40 rpyn 3aXMCTy NPaB NALEHTIB Ta
iHiLiaTMB 3 NiATPMUMKM nauieHTis 3i CMA

@ OTpumaTtn A0oCTyn A0 NepesBipeHnx iHTepHeT-
pecypcis, Wob 3HalTK Ginble iHpopmauii npo
[OrNAL i NiKyBaHHA

@ PO3rnsiHYyTU MOXKAUBICTb YHaCTi Y KNiHIYHNX

DOCNIOMKEHHAX, WO MOXYTb BaC CTOCYyBaTUCA

KepiBHnuTBO A0 MiXHapogHuUx cTaHAapTiB nikyBaHHA CMA Big 2017 p.
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PO3AIN 3

OIBIOTEPANIA TA
PEABINITALIA

Y uboMy po3A4ini po3rnafaoTbCA MOXKANBI
LIASXN BUKOPUCTaHHSA disioTepanii gna
AO0CATHEHHA abo NiATPMMKM NEBHOTO
«PYHKLiOHaNbHOro cTaTycy» MauieHTa, Wo
[03BONUTb NOMY JOCATTU HANIEXKHOT AKOCTI
KUTTA. TepMiH «PYHKLIiOHANbHUIA CTATyC»
MOXe BUKOPUCTOBYBATUCL AN ONUCY 34aTHOCTI
neBHOI 0COBN BUKOHYBATM NOBCAKAEHHY
AiANBHICTb | TaKi 3aBAAHHA, AK CigaHHA,
KOPUCTYBaAHHA Tya/IeTOM, OASiraHHA, MPUAOM ixKi
abo KOpUCTyBaHHA CXoa4amMu.

Y nauieHTiB 3i CMA yacTo cnocTepiraerbca
CKYTICTb cyr106iB (KOHMpakmypa), Wwo moxe
BUKNMKATK Binb Ta 0O6MeXKyBaTU PYXUBICTb.
HalyacrTiwe ue NowmnproeTbCA Ha TaKi AiNAHKK
Tina, AK naedvi, NiKTi, 3aN’ACTKK, Nanbl,
KY/1bLLIOBI cyr/106U, KONiHA, FOMIJIKOBOCTONMHI
cyrnobwm i cronu. KoHmpakmyp Ta iHWunx
HeratmsHmx BNnBiB CMA MOXHa YHUKHYTH
3aBAAKKU perynapHin ¢isiotepanii. HesanexkHo
Big ctyneHsa snansy CMA, gitam, monogmm
nogAam i gopocanm cnig, 3abesneynTu
NiATPMMKY, KOHCYNbTaLii Ta 061aaHaHHSA,
o6 AaTh iM MOXKAUBICTb AKOMOra binblue

pobutn ans cebe. AK NpaBuNO, iIHANBIAYANbHI
BNpaBu po3pobnaloTb i LEMOHCTPYOTb Qi3UYHI
TepanesTU i NiKapi-eproTepanesTn. BOHW TaKoX
HaZ,atoTb KOHCYNbTaLii abo 061afHAHHA i
NPUCTOCYBAHHA ANA NOJEerweHHA NOBCAKAEHHOI
AIANBHOCTI | MOX/TIMBOCTI NepecyBaTUCA.

YneHam cim’i i Jopocnmm nauieHTam

3a3BMYal A4EMOHCTPYIOTb, AK AONOMAraTi npu
PO3TAryBaHHI M BUKOHAHHI BNpaBs, a TAKOX AK
BMKOPUCTOBYBATM 0b6naaHaHHA, WwWob perynapHa
¢isioTepanisa ctana HeBiA' EMHO YaCTUHOO
NMOBCAKAEHHOIO KUTTA.

Ha popatok oo po3rnsay pekomeHAaauin 3i
CTaHAAPTIB NIiKYyBaHHA, MU TaKOX BKIOYUAN

[0 LUbOro po3Ainy BU3HauyeHy B CTaHAAPTaxX
AVPEKTUBHY iHDOPMALLitO WOA0 TPMBANOCTI
3aCTOCYBaHHA OpTe3iB i YaCTOTU BUKOHAHHA
po3TAryBaHb. Nam’aTanTte, wo GisnyHum
TepaneBT abo iHWWI cneuianict Moxe
nigrotyBaTu AN Bac iHAMBIAYaNi30BaHMM NaaH.
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HECUAOAYI NAUIEHTHU

Merta ¢izioTepanii i peabiniTauii Hecuasumx
NaUiEHTIB — 3MEHLNTN HEFaTUBHUIN BMNINB
CKyTOCTi cyrnob6iB, onTMMizyBaTn QyHKLIOHA/bHI
3Ai6HOCTI, a TaKOXK AOMNOMOITM NaLieHTaM
nepeHocuTn nepebyBaHHA B Pi3HUX
NONOXEHHAX, HAaNPUKAA4, NeXKaun Ha CnHI,
Ha boui, abo cnaaum 3 nigTpumKkoro. Konu
®i3nyHM TepaneBT abo Nikap-eprotepanesT
Ha4AOTb peKoMeH4aLii, BOHM TAaKOX NOBUHHI
Y BignoBigHNX cuTyauiax 3ab6e3neymTu
KOHCYNbTATUBHY MiATPUMKY i HaBYaHHA.

¢ No3uuioHyBaHHSA

Konun Hecuasyi nauieHT nepebyBatoTb y
NOJIOYKEHHI Neayn Ha cnuHi, Ha boui, abo
CMAAYM, 3aCTOCOBYIOTbCS PiI3HOMaHITHI 3acobu
NiATPUMKMN, TaKi AK BaIMKK, KINHOMNOAOHI
0OMopu, KPiCNa-MilLKM 3 HAMOBHIOBAYEM i
NoAyLUKMN.

PekomeHAy€ETbCA BUKOPUCTOBYBATH
iHAMBIAYaNi30BaHI CUCTEMU ON1A CUAIHHA i CHY,
a TAKOX eNIeKTPUYHI Bi3KM, CMUHKY AKMX MOXKHA
nepeBecTu B HaxueHe abo ropnsoHTasibHe
NONOMKEHHA.

¢ Po3TaryBaHHA

Baxknuso, wob yci nauieHtn 3i CMA

[OCATIN MAaKCUMaIbHO MOX/IMBOI THYYKOCTI
cyrnobis, Wwob 3abe3neuyntn abo nigTpMmaTn
MOK/IMBICTb CAMOCTIMHOTO PYHKLiOHYBaHHA.
PekomeHayeTbCA pO3TAryBaTU M’s3U, AKi
3a3BUYall € CKYTUMM.

MepeniyeHi HUXKYE MOMKIMBOCTI HE €
BignoBigHMMM Aana BCix nauieHTiB. Cepes,
iHLLOro, MOXK/IUBI TaKi BapiaHTu:

Po3TAryBaHHA 3 NiATPMMKOIO — KON XTOCb
Aonomarae BUKOHyBaTh pyx. MiHimanbHa
peKoMeH0BaHa KiNbKICTb 3aHATb Ha TUXKAEHb
— Bif, TPbOX A0 N’'ATU CeCiN.

WnHM — nigTpnmytoTb abo 3HEPYXOMAIOOTb
KiHLiBKY abo xpebeT. LUMHM Ha pyKax MOXKyTb
CpUATU Y BUKOHAHHI pyXiB i BOAHOYaC
3abe3neyyBaTu rHy4YKicTb cyrnobis. Ana
e(PeKTMBHOrO MNOKPALLEHHA THYYKOCTI LWMHM
CNig, BUKOPUCTOBYBATU NPOTATOM nepioay Big
60 XBUAMH A0 LiN0T HOYi.

ETanHe rincyBaHHA — noeTanHe po3MilleHHA
KiIHLIBOK Yy cepito rincoBnx noB’si30K Ha
NeBHMI Yac i3 NOBINIbHOO KOPEKLLiEo NO3nLii
i3 KOXKHWUM HACTYMHMM eTanoMm rincyBaHHA.
KopceTun — npucCTpoi, CXOXKi HA WKNHMU, WO
BMKOPMCTOBYIOTLCA ANA MNIATPUMKM YaCTUHU
Tina 3 meToto cTabinisauii Ta cTUMyNOBaHHSA
pyXxy. 3acTocyBaHHSA KOPCETIB € eDEKTUBHUM,
AKLLO BUKOPMCTOBYBATH iX LOHaMMeHLWe n’'aTb
pa3iB Ha TUXKAEHD.

LWuiHi 6aHaaXi — gonomaratotb
niATPMMYBaATU roIoBYy Ta 3abe3neyyBaTu
npaBubHe NONOXKEHHA LWWI, WO Noerwye
OVXaHHA.

diKkcoBaHi pamun — A0NOMIXKHI NpUCTPOi AnA
6e3neyHoi NiATPUMKM NALIEHTIB Y NONOMKEHHI
CTOAYN. BOHM MOKYTb 3aCTOCOBYBATUCH

ANA NiATPMMKKM abo KOopeKLii nocTasuy,
3abe3neyeHHs 340P0OBOro CTaHy KiCTOK
(miHepanbHa wjinbHicme Kicmok, MLLK) i
TpasneHHsa. Li gonomixHi npucTpoi nigxoaaTs
He AnA BCiX, TOMY iX CNifg, BUKOPUCTOBYBATH
TiNbKKM Nicna pekomeHaauii pisMyHoro
TepanesTa.

KepiBHuutBo Ao MiKHapogHux cTtaHgapTiB nikyBaHHa CMA Big 2017 p.
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[Aeaknum Hecnaauum nauieHTam moxke 6yt cknagHo
BMKOHYBATU BNpaBu i Pi3nUHi pyxu —

Bu moxkete
OTpMMaTH BigNOBIAHI KOHCcynbTauil Big cBoro ¢pisM4yHoro
TepaneBTa abo nikapa-eprorepanesTa.

Ob6nagHaHHA | TEXHONOTIT MOXYTb AONOMOITM B 3ab6e3nedeHHi pyxanBocTi. leakum Hecnaaumm
naLjieHTam Mmoxke ByTM CKNagHO BUKOHYBATK BNPABM | Pi3UYHI pyXn — y TaKMX BUMNALKaAX MOXKYTb
[OMNOMOITU 3aHATTA Y BOAI 32 YMOBM MiATPUMKM FO/IOBU Ta HANEXHOro Harnagy. Bu moxete
OTPUMaTH BigNoBiAHI KOHCyNbTaUIl Big disnyHoro TepanesTa abo Nikapa-eprorepanesTa.

HapnssuyaliHO BaXKAMBO perynsapHO BUKOPUCTOBYBATM Pi3HOMAHITHI METOAMKM | NPUCTPOIT ANns
MaKCUMaNbHOIO NiABULLEHHA AMXaNbHOT PYHKLIT Ta YCYHEHHA cekpeuin. PisioTepanis rpyaHoi
KNITKWM HabyBae ocobanBoi Barun nig 4ac xsopobu abo nepen onepaduicto (ams. Po3gin 6, « AuxaHHS
(pecnipaTopHe i NyNbMOHO/IOTIYHE NiKyBaHHA))».

Xopowunm NpMKNaA0M TEXHOOTII, WO MOXe A0MOMOITU Y CRiZIKYBaHHI Ta NiABULLLEHHI
CaMOCTIHOCTI, € NPUCTPIN CTEXXEHHA 332 pyxaMu o4yei. BiH [03BONSIE NALLIEHTY BUKOPUCTOBYBATH

CBill mornag AK cnocib HagaHHA BKa3iBOK Yepe3 KOMM IOTEPHUIM eKpaH.

OCHOBHMMM 3aBAAHHAMMU ONA CUOAYNX
NaLiEHTIB € 3MEHLUEHHA HEeraTUMBHOTO
BNIMBY CKYTUX Cyrnobis, 36epekeHHs iXHbOT
FHYYKOCTi Ta 3anobiraHHA BUKPUBAEHHIO
XpebTa (cKoniosy), a TaKoXK 3bepexKeHHn
Aiana3oHy pyxis, WO 4OMNOMOKe NigABULNTH
CaMOCTIlHICTb Y NOBCAKAEHHIN AiANbHOCTI.
®i3nyHMin TepanesT abo nikap-eprotepanesT
NMOBWMHHI HAA4ATN KOHCYAbTALl Ta HABYAHHA
3 OCATHEHHA UKWX 3aBAaHb 33 AOMOMOro0
HaBeOEHUX HMKYEe METOAMUK.

OpTe3n — Lie 30BHiLLIHI NPUCTPOI, AKI
NiATPUMYIOTb PYKM, HOTM abo xpebeT ana
3anobiraHHA abo cnpuUaHHA PYXMBOCTI Npu
BMKOHAHHI TaKNX BUAIB AiANbHOCTI, AK CTOAHHA
abo xogiHHA 3 NiaTpMMKOLO. [lo HUX HanexKaTb:

Kopcetn — pekomeHa0BaHi 4Na NiATPUMKM

i cTabinisauii xpebTa, a TakoX ANA

AOMNOMOTIN Y BUKOHAHHI PyXiB pyKamMu.
3acTocyBaHHA KopceTiB € ePpeKTUBHUM, AKLLO
BMKOPWUCTOBYBATM iX AK MiHIMyM N’ATb pasiB Ha
TUKOEHD.

LunHKM | KOpceTn — MOXKyTb
BMKOPMUCTOBYBATUCA ANA NIATPUMKK cyrnobis
Y MEBHUX MOJIOKEHHAX. 3aCTOCYBAHHA WMH

i KopceTiB € ePEKTUBHUM, AKLLO HOCUTH X
npoTtarom 60 xBuAuH abo, y BiANOBIAHNX
CUTYaLiAX, NPOTArOM HOM.

WnitHi 6anpaxki — gonomaratoTb nig yac
NOLOPOXKEN.

CTOAHHA 3 NIATPUMKOIO — [03BOJAE
3abe3neynTr po3TAryBaHHA Hir, NiATPUMYE
Kpallly NocTaBsy, NiABULLYE WiAbHICTb
KiCTKOBOT TKaHMHM, MOKpaLLy€e KpoBoobir Ta
3MEHLUYE CTYNiHb TAXKOCTI 3anopis. CTOAHHA
3 NiATPMMKOLO CNig BUKOHYBATU NPOTATOM
00 60 XBWMIMH WOHaNMeHLLe Big, TPbOX A0
n’ATW pasiB Ha TUKAEHb, NPOTE ONTUMAJIbHA

pekomeHA0BaHa KinbKicTb — Big n’aTn Ao
CemMu pasiB Ha TUXKAEHD.

Bnpasu ana «CKyTux» m’A3iB MOXKHa
BMKOHYBATW 3 NiATPMMKOIO Ta 3
BUKOPUCTAHHAM LUMH, PiKCOBaHUX pam i
opTesis, WO AonomaratoTb 36epirat noTpibHe
NOJIOXKEHHA.

Mpw po3TAryBaHHI BaXK1mMBo byTH
NOCNIAOBHUM. KPUTUYHO BaXKAMBUM €
NoeAHAHHA ePEKTUBHUX PO3TArYBaHb

i3 BAKOPUCTAHHAM LUMH Ta BNPaBammn y
NONOMXEHHI cToAYN. IHAMBIAYabHMIA NAaH
3aHATb MaE Nigrotysaty GisMYHMN TepanesT
abo nikap-eprotepanesT. [ns 3abe3neyeHHA
e(PeKTMBHOCTI PEKOMEHAYETLCA BUKOHYBATH
PO3TAryBaHHA Big, N'ATM A0 CeMM pasiB Ha
TUXAEHD.

Bci cnaadi nauieHT matoTb 6yT 3abe3neyeni
€NEeKTPMUYHMM Bi3KOM 3 iHAUBIAYa/IbHOO
CUCTEMOIO CUAIHHSA, LWLO BigNoBiaaE
notpebam nauieHTa. 3a3BMyan aitn
[0CATratoTb KOTHITUBHOT | Gi3NYHOI 34aTHOCTI
BMKOPUCTOBYBATK €N1EKTPUYHUI Bi3OK A0
OBOPIYHOrO BiKY, TOMYy 06CTEXEHHA AOLIIbHO
BMKOHYBATW A0 TOrO, AK iM BUMOBHUTbLCA ABa
POKMU.

CunbHIWi NawieHTN, MOXAMBO, BiaAaLYTb
nepesary py4HuMm Bi3kam abo Bi3Kam 3
€/1eKTPONPUBOAOM KOJIC, LLLO MOXKEe 3p0buTn ix
GinbLW camocTinHUMK.

Cnipg 3a0xo4yBaTV NaLEHTIB BUKOHYBATH
di3nYHi BNpaBu 3 oriaay Ha iXHi YNCAEeHHI
nepesaru, TaKi AK 36eperKeHHs i
BAOCKOHaIeHHA $i3MYHOT CUAM, THYYKOCTI,
BUTPMBANOCTI Ta NOYYTTA piBHOBarn. Bnpasu
TAKOX MOXYTb MaTW MNO3UTUBHUI BNINB
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Ha HaBYaHHA, PobOTY, A03BiNAA | CMINKYBAHHSA 3 iHWMMW. Bnpasu ciif, BUKOHYBATU PisHUMMU
cnocobamm; 40 HUX MOXKYTb Ha/iIeXaTu BNpasu i3 NigHiMaHHAM TArapis 3 AeAani 6inbLoto Barowo
(cunosi BnpaBu), nnaBaHHsA, disioTepania i3 BUKOPUCTAaHHAM BEPXOBOI i34M (inoTepania), a TakoX
irpoBi BUAM CNOPTY Ha Bi3Kax — yce ue NPUEMHI BUAM Pi3MYHOro HaBaHTaXKeHHs. Bu moxkeTe
OTPMMaTW BigNOBIAHI KOHCYNbTALIT Big, ¢pi3nyHOro tepanesTa.

TaK caMo fK i 3 HeCMaAYMMM NaALEHTAMM, MOXKYTb BUKOPMUCTOBYBATUCA Pi3HI METOANKM i 3acobu
ONA NiATPUMKKN OUMXaHHA | 3MeHLWeHHA cekpeuin (gmB. Po3ain 6, «uxaHHA (pecnipaTopHe i

Ny IbMOHONOTIYHE NiKyBaHHA))». Lle HabyBae ocobanBoi Barm nig, 4ac xsopobu i nepes, onepauieto.
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OCHOBHMMW  3aBAaHHAMM  ANA
CNAAYNX MNALIEHTIB € 3MEHLUEeHHSA
HeraTUBHOro

BMNAMBY  CKYTUX

cyrnobis, 36epexeHHA  iXHbOI
FHYYKOCTI Ta 3anobiraHHs

BUKPUB/IEHHIO XpebTa (ckoniosy),

a TaKoXK 36epexeHHA pianasoHy

pyXiB, WO A0NOMOXe NiABULLMNTH
CAMOCTIMHICTb Yy MOBCAKAEHHIN
AIANBHOCTI.

XO4AYI NALLIEHTU

[0N10BHOKO METOI ONA XO4AYNX NALLIEHTIB

€ 36epekeHHa i NiaTPUMKa MakCUMabHOI
MObiNbHOCTI, 3arafIbHOro AianasoHy pyxis
Ta AKOMora 6iNbLoi caMoCTiMHOCTI Yy
NOBCAKAEHHIN AianbHOCTI. [Na AOCATHEHHS
LbOro BaXX/IMBO MPaALOBATU Ha4, FHYYKICTIO,

cunnono, BMTpMBaI]iCT}O Ta NOYYTTAM piBHOBaI'M.

di3nyHM TepanesT abo nikap-eprotepanesT
NOBWHHI 06roBOpPUTM BiANOBIAHI 3axo4M,
Ha4aTW KOHCyNbTal,i Ta 3abe3neunTn
HaNeXXHe HaBYaHHA. A 4oCArHeHHA L€l
METU BOHW MOXKYTb 3aNpOnNoOHYBaTK HaBeAEeHi
HUXK4Ye cnocobu.

€ Po3TAryBaHHA

Po3TtaryBaHHA mae 6yTW YacTUHOO
nporpamum ¢isMYHMUX BNPaB 3 METOIO
36eperkeHHA rHy4YKocTi m’s3iB, 0c06a1BO

B FOMiZIKOBOCTOMHOMY Cyr/106i Ta KOAiHi.
BnpaBu 3 po3TAryBaHHA MOXKHa BUKOHYBATK
3i CTOPOHHbO AONOMOrot abo camocTinHO.
[Ona 36inblUeHHSA TPMBANOCTI PO3TAryBaHb

i 3a6e3neYeHHs NiATPUMKN MOXKHA TaKOX
BMKOPUCTOBYBATHK WNHW. MiHiMmanbHa YacToTa
pO3TAryBaHb CTAaHOBUTH BiZ ABOX A0 TPbOX
pasiB Ha TUXAEHb, NPOTE ONTUMANbHO
BMKOHYBATM iX Bif, TPbOX A0 N'ATK pa3iB Ha
TUXKOEHD.

€ MNo3uuioHyBaHHA

Opme3u (LUMHWN) HUXKHIX KiIHLIBOK MOXHa
BMKOPUCTOBYBATW ANA NiATPUMKN FTHYYKOCTI,
NoCTaByM Ta PYHKLLi rOMiIKOBOCTOMHOTO
cyrnoba i KoniHa. na nigTPUMKNM NOCTaBm

B NO/IOXKEHHI CMAAYI AONYCKAETLCA
BUKOPUCTAHHA KOPCETIB HABKOO rpyAHOI
KNITKKM | XpebTa, NpoTe He peKOMEHAYETbCA
HOCUTM iX Nig Yac Xo4iHHA.

€ MobinbHictb i pisnuHi BNnpasm

LouinbHO BUKOPUCTOBYBATHM NETKi PYYHIi Bi3KK
ab0 Bi3KM 3 €N1eKTPUYHMM NPUBOAOM KOJiC 3
ornaAy Ha 3ycunns, Aki NoTpibHi ans xodiHHS.
[na nepecyBaHHA Ha Janblui BiACTaHI MOXHA
BMKOPWUCTOBYBATM €/1EKTPUYHI Bi3KM abo
CKyTepMU.

KopucHmumm 6yayTte nporpamm ¢isnyHmX
BMPaB, L0 30CepeaKYTbCA Ha CUNi,
BUTPUBANOCTI, FTHYYKOCTI Ta NOYYTTi piBHOBaru.
CTaHOapTU NiKyBaHHA PEKOMEHAYHOTb
aepobHi BNpaBu, N1aBaHHS, XOAiHHSA, i34y

Ha Besiocuneai, mory, BecNlyBaHHs, eNinTUYHi
TpeHaxepu/opbiTpeKku, a TakoxK ¢isioTepanito,
o nepenbayac Bepxosy i3ay (inomepaniro).

®i3nYHMI TepaneBT HaZACTb PeKOMeHAALLT
LLLOAO YaCTOTH | TPMBANOCTI BNpas.
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CMA HepigKo BUKINKAE
NOPYLUEHHS KiCTOK i m’s3iB
(opTonegmyHi npobnemn).
[10 HMUX HanexKaTb Npobaemum

3 XpebToMm, KyNbLLOBUMMU Ta

IHWKMKM cyrnobamm i KicTKamu

PO3AIN 4

OPTONEAUYHA

TEPMNANIA

CMA HepiaKo BUK/IMKAE NOPYLUEHHS KICTOK i m’A3iB (opToneamyHi npobnemu). [1o HAX Hanexatb
npobaemu 3 xpebTom, KyNbLWOBUMM Ta iHWMMM cyrnobamu i KicTkamu. HesanexKHo Big,
3aCTOCYBaHHA MiKiB Ta iHLWMX BUAiB NiKyBaHHA, yci nauieHTn 3i CMA (cuasudi, Hecuaadi i xogadi)

NMOBWHHI NPOXOANTU PEryNapHi 00CTEXKEHHA Ta ornsaamM KBanipikoBaHMMM daxiBUAMMU, TAKUMU AK
opTonea, ¢pi3anyHMi TepanesT abo Nikap-eprotepanesT. Lie 403BONUTb KOHTPOIIOBATU MOMXK/INBI
npobnemu y Takuii cnocio, Lo AonomorKe gocarti abo 36epertm 3a4aTHICTb pyxaTucs i aobpe

CaMonoYyTTA.

BN/Z1IUB HA XPEBET

CMA moxke nocnabutn m’asu, Wwo nigTpumyoTb
XxpebeT. 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% xo4a4unx NaLieHTIB y Mipy
IXHbOTO A0POCAILLAHHA.

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

XpebTa BiabyBatoTbCA 3MIHWN Y TPYAHIN CTiHL,

Ta pebepHOMY KapKaci rpygHoi KNiTKK, LWo
3MEHLYHTb NPOCTIP, AOCTYNHUI NereHam ans
POCTY 1 AUXaHHA. 3 OrnAAy Ha Le Ba*K/IMBO
KOHTPONOBATK NOABY CKOIO3Y BCiX MALEHTIB i3
noyatkom CMA B agntayomy Biui. Halikpawmm
METOA0M A5 OLHKM BUKPUBAEHHA XpebTa

€ NOBHa peHmeaeHo2pamad, W0 03BONAE
BM3HAYUTM BUKPUBAEHHSA BCbOrO XpebTa
naujieHTa. Lleit nokasHUK Bigommit aK KyT Kobba.

Y naujieHTiB, AKi 34aTHi cMAaiTM abo xoauTH,
pPeHTreHorpama BMKOHYETbCA Yy HalbinbL
NPAMOMY MONOXKEHHI cnaaum abo cToaum,
AKOro BOHM MOXYTb AOCAMTU. Y HeCUaAumnX
NauieHTIB peHmMaeHo2pama BUKOHYETHCA B
NONOMEHHI NeXkaun. MoBTopHe obcTexXeHHA
HeCcUasuYUX i cnaaYmx nauieHTis, KyT Kobba y
AKMX nepesunye 20 rpaaycis, Cnig BUKOHYBATH
KOKHI LWICTb MicALiIB 40 NPUMUHEHHA POCTY
KiCTOK, TOBTO KO/IM BOHWM J0CArat0Tb TaK

3BaHOI CKenemHoi 3pinocmi. licna yboro
06CTEXKEeHHA CNif, NPOBOAMUTU LLOPOKY, OCKINbKM
BMKPUB/IEHHA XpebTa MmoxKe nporpecyBaTu i B
[0pOoCnoMY BiLli.
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KOHTPOJZib CKONIO3Y

Hecupgadi nauieHTn

AKLWO Hecnasdi nauieHT byayTb HOCUTK KopceT
NPOTArOM AHSA AK 3acib NpodiNlakKTUKK CKoNio3y
Ta NiATPUMKM cMaa4oro abo GinbLl Nnpsmoro
MOMIO¥EHHA, BOHW 3araloM NovyyBaTUMYTb

cebe KomdopTHiLe Ta OTPUMALIOTb Bif, LLbOro
KopucTb. KopceT iHAMBIAYaIbHO BUTOTOBAAE

Ta NPMNacoBYE cneujianict (opme3ucm) Takum
YMHOM, LWOO BiH OXON/IOBAB CMNHY 1 rpyaHY
KNiTKY Ta 6yB KOMOPTHUM.

Cupgadi nauieHTn

Yci nauieHTH 3i ckonio3om 3 Kytom Kob6a BuLe
20 rpaayciB MOXyTb OTPMMATU KOPCET ANA
xpebTa, TakoX Bigomuii Ak TLSO (TopakasibHO-
Ntombo-cakpanbHUI opTes), Wo 3abesneyye
BMMNPaBHY NiATPMMKY B MONOXKEHHI cMAAUM;
3aCTOCYBaHHA LbOro KOpPCeTa He 3yNMUHUTb
MOK/IMBUI MNOAANbLUNI PO3BUTOK BUKPUBIEHHS
xpebTa. Kopcetn gna xpebTa nokasaHo
3aCTOCOBYBATU Y AiTeN, SKUM LU AaNeKo

[0 CKeNeTHOI 3piNnocTi; peKoMeHAYETbCA
BMKOPUCTOBYBATM M’'AKMIN ab0 HaMiB}KOPCTKUM
opTe3 xpebTa. Kopcet fonomarae nocnabutu
6inb, 3abe3neuynTn cTabiNbHICTb, @ TAKOX MOXKe
YNOBINIbHUTU PO3BUTOK BUKPUBIEHHSA XpebTa.

Y Aeakux cuTyauisx Moxe BUHUKHYTU noTpeba
B XipypriyHii onepauii ans BUNpAMAEHHA
xpebTa. Lle fonomorke yTpumyBaTh piBHoBary
B MOJIOXEHHI CMAAYM, @ TAKOXK A03BO/INTb
nereHAm 6iNbl NOBHO PO3LLIMPIOBATUC, LLO
NOKPALWMTL AMXaHHA. AKLWO PO3rNAfa€eTbCA
HeobXxigHicTb onepalii, NoTPibHO BMAIANTK
OOCTaTHbO Yacy AnA 06roBoOpeHHA MOMKANBUX
BapiaHTIB A 3 MiXANCUUNAIHAPHOO
MeAMYHOI KOMAHAO0, a TaKOXK 3’ACYBaHHA, WO
nepenbayvae onepawis.

HanpaBneHHA Ha onepaLito xpebTa HaJaeTbCA
Ha OCHOBI HM3KM daKTopiB. [0 HANBAXK/IMBILLNX
HanexKaTb NPorpecyBaHHA NOKa3HUKa
BMKpPUBNEHHA XxpebTa, KyTa Kobba, ao 50 abo
6inblwe rpaaycis abo wopiyHe 36inbWeHHA

Posrnagatoum mMoXKAMBICTb onepaLii, cnig,
OLiHIOBATK | BpaxoByBaTy iHWIi daKTopw,
nepenivyeHi HMXxue.

& Biky pokax i micausx (xpoHonoriyHmn

BiK), @ TAKOXK CTaH PO3BMUTKY KiCTOK

i ckeneta (ckenemmHa 3pinicmo).
OCKiNnbKM CKeNneTHU BiK i GaKTUYHUI BiK
YacTo He 36iratoTbCA, CKENETHY 3pPiNicTb
MOXHa BU3HAYMTM 33 JONOMOFOH
peHmaeHo2pamu KiCToK N1iBOro
3an’AcTKka

CTyniHb NoripweHHs AnXanbHOi GYHKLT

Yn 3miHnnacb popma rpyaHoi KAiTku abo
YK CrioCcTepiraeTbecsa Kosanc pebep

Yn BUKPMBAEHHA BUKAMKAE Npobaemn y
NOBCAKAEHHIN AiANbHOCTI

Yn NpUCYTHIM NOCTIMHMI BiNb CNUHW i
KY/1bLLOBUX CYrnobis

Yn KynbloBi cyrnobu i1 Tas po3TalloBaHi
HEpPiBHO, WO YCKNAAHIOE NiIATPUMAHHA
piBHOBAru B MNOJIOXKEHHI cMpAYmn
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IcHye gBa OCHOBHUX TUNKX onepawii Ha Xpeo6Ti:

CnoHpgunopes nepenbayae BUNPAMNAEHHSA
XpebTa WAAXOM YCTaHOBKM ABOX META/IeBUX
CTepXKHiB 06a6i4 xpebTa, WO NPMKPINAITLCA
[0 6araTbox KicToK xpebTa (xpebuis) i pebep
Y340BX BUKPUBEHOI AinAHKK. Lle no3sonse
BUPIBHATU BUKPUB/IEHHA Ta NiATPUMYyBaTH
XpebeT y BiAnoBiAHOMY NosIoXKeHHI. Kpim
TOro, xpebui 3pouyoTbes, Wob 3abesneunTu
000ATKOBY MiATPUMKY.

«ApantoBaHa A0 POCTY» onepaLiia Ha XpebTi
noKasaHa ans aitei monoguwe 10 pokis, y
AKNX XpebeT i pebepHUI KapKac rpyaHol
KNITKW LWe MatoTb BE/IMKUIA 3anac pocTy.
Ctep:kHi 3aKpinatotoTbea ao xpebTa abo
pebep TiNbKU Y HUXKHIN | BEpXHiN ginaHLUi
BMKPUB/IEHHA, HE TOPKAOUYMCb CErMEHTIB
XxpebTa i pebep nocepeanHi, WO A03BONAE iM
pocTtu i Hagani. IMig Yac yCTaHOBKU CTEPXKHIB
BMKOHYIOTb MAaKCUMaNbHY MOXINBY KOPEKL,it0
BUKPUBNEHHA, NiCNA 4YOro 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 €3
HeobxiaAHOCTI NOBTOPHOI onepadi.

Mepen KOXKHOK onepauieto MixkancumnniHapHa
MegMYHa KOMaHZa NOBUHHA BUKOHATK

noBHe meaunyHe obcTexeHHA nauieHTa. Mig

Yyac TaKoro ornA4y BM3HAYatoTbCA MOXKAMUBI
npob6aemm 3 macoto Tina abo xapyyBaHHAM,
CTaHOM KiCTOK i AMXanbHO PYHKLIEID, a TAKOXK
OLiHIOETbCA NoTpeba pecnipaTopHOI NiATPUMKM
nig vyac onepauii. Meankm NOBMUHHI BUHECTHU
KOJierianbHe pilleHHA, TOMy iM cAig, AeTasbHO
PO3INAHYTU MOXANBI PU3UKKM 1 MepeBaru
Bi4MNOBiIAHOI Npoueaypn. 3anyyeHa 4o onepauii
MegMyYHa KOMaHZa NOBUHHA CNAaHYyBaTH
KOHTPO/Ib AMXaHHA Nicna onepauii.
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PekomeHpo0BaHUM BiK gna XipypriuHoro
BTPYy4aHHSA Ha XpebTi

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

e MeHuwe 4 poKiB: 3arasiom, onepawito
Ha XpebTi cnlif, BUKOHYBATK micas
OOCATHEHHA YOTUPUPIYHOrO BIKY.

Bik 4—10 pokiB: OCKinbKK B LbOMY
BiLLi A4iTK LWLe He A0CArN CKeNneTHoi

3pinocTi, peKoMeHAYeTbCA aAanToBaHa

[0 POCTy onepawia Ha xpeobTi.

Bik 10—12 pokiB: Y ubomy BiLi A4iTn
nepexogATb A0 CKENIETHOI 3PifoCTi.

AKLWO € NOKa3aHHA AnA onepadwii, ii TMn

3anexaTMme Bif, CTYNeHA CKeNeTHol
3PiNOCTi AUTMHM | TOrO, HACKINbKN
iMOBipHMIA NOAANbLLMIA PicT XpebTa.

Bik cTrapwe 12 pokis: Y ubomy BiL,i
AiTW AOCAraloTb CKENETHOI 3PiNIOCTi.
AKLWO € NOKa3aHHA AnA onepadiii,
PEKOMEHAYETbCA BUKOHYBATH
cnoHAamnoaes.

Mpw BUKOHAHHI Byab-AKMX onepaLin
Ha XpebTi eKkcnepTn peKomMeHAYTb
33a/MLWIATU HE3POLLEHY AiNAHKY
nocepeamuHi HUXKHbOT YaCTUHU CNUHU
(cepepHilt nonepekoBuii Bigain),
o6 yMOXANBUTM 3aCTOCYBAHHA

NiKapcbKux 3acobis, Takux AK Spinraza®,

LLIO BBOAATLCSA LAAXOM iH’ €KL
6e3nocepesHbO Y CMTMHHOMO3KOBUI

KaHan (iHTpaTeKanbHo) (amB. po3gin 11,

«3acToCyBaHHA HOBMX BUAIB NiKYBaHHA
CMAY).

Jna apantoBaHOi A0 POCTy onepadii Ha XpebTi NoCTiMHO

3’ABNAOTLCA HOBI TEXHOOTIT, HANPUKANAA, PO3CYBHi CTEPKHI

3 MarHiTHUM KepyBaHHAM, LLO MOXKYTb BUAOBXYBaTMCb be3

HeobXxiaHOCTi NOBTOPHOI onepauii

BnaAuB Ha KynbLoBi cyrnobu

Cepepq HecnaaunX i CMAAYMX NALEHTIB
noLmpeHa HecTabinbHICTb 0AHOTO YK 060X
KYNbLLIOBMX cyrnobiB. AKWO NaLieHT MoXKe
CTOAITU, NepecyBaTUcA 3 NiATPMMKOLO Ta (abo)
XOAMUTK, @ HECTabiNIbHICTb Ky/IbLLOBOTO cyrnoba
3aBaXKa€ MOMY BUKOHYBATU Ui Aii YN BUKUKAE
6inb, NOKa3aHa XipypriyHa PEKOHCTPYKLifA
Ky/blLOBOro cyrnoba ana crabinisauii
BUBUXHYTOro abo 4acTKOBO BUBUXHYTOrO
cyrnoba. XipypriyHa cTabinisauia Takox
PEKOMEHAYETLCA ANA HEXOAAUYMX MALIEHTIB,
AKLL,0 BOHM BiAYyBatOTb NOCTiMHMI 6inb abo
AKLLO 0bmeXKeHa pyX/INBICTb Ky/bLLOBOro
cyrnoba ycKnagHIE BUKOHAHHA TaKMX Ail, AK
NPUMOM iXKi, BiABiAYyBaHHA TyaneTy, ogAraHHA
abo cigaHHs.
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Bnaus Ha cyrnobu

CKyTicTb cyrnobiB (KOHTPaAKTYpK ) € NOLIMPEHOI
npob6aemoto, Lo MoXKe BUKIMKaTK Binb Ta
06MeKYBaTU PYXAMBICTb. 1A KOHTPONKO LMX
CMMMTOMIB PEKOMEHAYETLCA 3aCTOCOBYBATH
disioTepanito i WKHKU (anBs. posain 3,
«®izioTepania i peabinitauia»). XipypriuHe
BTPYYAHHA CNig po3rnagatu TiIbKK TO4i, KONu
KOHTPaKTYpPW BUKAMKaOTb 6ifib abo 06 MeKyHoTb
3[aTHICTb pyXaTu cyrnobom ana BUKOHaAHHA
NoTPIGHMX Ail.
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Bnaus Ha KicTku

Y HeCMaAYnNX | CMAAYMX MALLIEHTIB € NiABULLEHNM PU3NK BUHMKHEHHA NEPENoMIB KICTOK Yepes
OCTEOoNopPO3, BUK/IMKAHUIM HE34ATHICTIO CTOATM (NiATPMMYBATH Bary) Ta HEBUKOPUCTAHHAM KiCTOK
i m’'a3iB. Y XxapuyBaHHi aiten i gopocnmx 3i CMA Baxkn11Bo 3abe3nevyBaTn AOCTATHIO Ki/lbKiCTb
Kanbuito i BiTamiHy D3 (auB. po3ain 5, «XapyyBaHHA, PiCT i CTaH KIiCTOK»).

Mpwv nepenomi cTaHAAPTU NiKyBaHHA NPOMOHYOTb HaBeAEeHI HUXKYe peKomeHaau,ii.

OnAa cupaumx Ta He CUBAYUX NaLLiEHTIB

* He BMKOpUCTOBYMTE FiNncoBy NoOB’A3Ky,
AKAOOMeEXKYE PYXIUBICTb Ha TEPMIH
[0BLUE YOTUPLOX TUXKHIB.

3a HaliMeHLOoi MOXANBOCTI

YHUKaNTe onepaldiii; 3amicTb LibOro
BMKOPWUCTOBYMTE TiNncoBy NOB’A3KY.

KniHiuHe obcTexkeHHA
xpebTa

PeHreHorpama
xpebTa

Ona xopaAaunx nauieHTis

Po3rnaHbTe MOXAUBICTL onepauii,
AKLLO NALEHT 3a3BUYal 34aTHUM
XOOMTU i MAE NEPENOM KiCTKM B HO3I.

¢ AKLLO NALLEHT 3a3BMYAN HE 34aTHUIA
XOANTW | MA€E NepeioM Ky/bLIOBOTO
cyrnoba, po3risHbTe MOXK/IUBICTb
onepaLii 3 BUKOPUCTAHHAM CTEPKHIB
abo nnactuH. Lle morke npuckopuTH
3ar0EHHA Nepesiomy Ta NiABULLYE
iMOBIpHICTb 36epeKeHHs PyXaMBOCTI.

|

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

Akwo Kyt Kobba
meHwe 15-20°

AKwo Kyt Kobb6a posrnsHbTe
MOX/IMBICTb onepadii Ha xpeobTi 3
MiXANCUMNAIHAPHOK KOMAHAO

PuUcyHoK 2.

Cxema K/iHiYHOro BeaeHHA
naLjieHTa, AKY NliKap 3aCTOCOBYE NpwU
nifo3pi Ha BUKpPUBAEHHA XpebTa
(pvcyHOK apanToBaHO Ha OCHOBI
ny6nikauii E. Mercuri et al. 2018,
c1.109)
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Ona giten, aki

He gocarm AKi pocarn
CKeneTHoi 3pinocri, CKenleTHOI 3pinocTi,
pO3rnAHbTE pO3rnsaHbTE
MOX/INBICTb MOXNUBICTb
a4anToBaHOI A0 cnoHgunopesy

pocTy onepau,ii

Ons nayieHTis,

PO34IN5

Y Bcix nauieHTiB 3i CMA aietonor
NOBUHEH BUKOHYBATU PErynapHy
OLLIHKY 3POCTY, Macu Tina i gietu
Ana 3abe3neyeHHs oNTMMaANbHOI
Macu Tifla, XxapyyBaHHA Ta

CNOXMUBAHHA PigNHW.

XAPYYBAHHA, PICT
| CTAH KICTOK

1o OCHOBHMX NOB’A3aHUX 3

Xap4yyBaHHaM npobsem npu CMA

HanexaTb:
* TpyAHOLL 3 KOBTaHHAM
e KOHTpPO/Ib Macu Tina

e [lepecyBaHHA NPOAYKTIB
XapyyBaHHA Yepes cncremy
TpaBAEHHA

Y BCix nauieHTis 3i CMA aieTonor noBMHEH BUKOHYBAaTH
perynapHy OLiHKY 3pOCTy, Macu Tifa i gieTn ana
3abe3nevyeHHA ONTMMaNbHOI MacK TiNa, XapyyBaHHA

Ta CNOXWBAHHA PiAnHK. CneuianbHi KapTK ¢isnyHOro
po3BUTKY Ans giten 3i CMA He icHytOTb, NpoTe
[DIETONOr MOXe CKOPUCTATMCA CTaHAAPTHUMM KapTamu
di3nyHOro po3sBuTKy BcecBiTHbOI OpraHisauii oxopoHu
3popos’s (BOO3). PekomeHAYETbCA 3annCcyBaTH
NOKA3HWKM Macu Tina i 3pocTy Nig yac Bi3UTIB Y
NiKAPHIO, a TaKOXK obuncntoBatn iHOeKc macu mina
(IMT). IMT — ue NoKa3HMK, L0 0BUYMNCNIOETHCA HA
OCHOBI 3POCTY 1 Macu Tina, AKUN A03BOSE BUSHAUYNTH,
4ymM maca Tina nepebysae HUXKYe, BULLE ab0 y MeXKax
Hopmu. AKwo IMT nauieHTa 3i CMA nepebyBace BuLLe
25-ro npoueHTnAA, CNig BUKOHATU OLHKY MOXAMBOTO
OXMPiHHA Ta (ab0) 3aiBOI }KMPOBOT TKAHUHKU. TaKOXK
CNig, BUSHAYUTU KOMNO3ULiIMHWUI cKnag Tina, wob
nepeKoHaTUCA B 340P0OBOMY CMiBBiAHOLLEHHI KiCTOK,
YKMPOBOT TKAHUHM | M’A3iB.

Jltopen 3 o4HaKOBMMM CUMNTOMaMM HEMAE, NPOTe
MeaunKkm byaytb 3abe3neyvyBaTv KOHTPOb i NiKyBaHHA
BAXKNMBUX WAYHKOBO-KUWKOBUX CUMNTOMIB,

TaKUX AK pedAtOKC, 3aTPUMAHE BUNOPOXKHEHHSA
LINYHKa, 6/1t0BaHHSA i 3anop. Y nauieHTiB 3i CMA

TAKOX MOXYTb BUHUKATU Npobaemu 3i 34aTHICTIO
OpraHiamy po3LLLenatOBaTU NOXKUBHI PEYOBUHM

ANs BUPOBHMUTBA eHeprii (MeTaboniam). Lle moske
BUKAWKATK NiABULLEHHA KUCNOTHOCTI KPOBI, Bigome AK
«MmeTaboniyHnin aumpo3» abo Ketoaunaos. Kpim toro,
Y TaKMX MALEHTIB MOXe NiABULMTUCA ab0 NOHU3UTUCA
piBEHb LYKPY B KPOBi Ta BUHUKHYTK Npobaemu 3
po3LLEeneHHAM XUPIB.
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o6 nigibpaTtn npaBuabHY
iHAMBIAYaNi30BaHY AIETY, BaXK/IUBO
NMPOKOHCYNbTYBATUCA 3 LIETONIOTOM

HECUOAYI NAUIEHTU

HanBakNMBILLMM NOKA3HUKOM 1A HEMOBAAT
€ IXHA 34aTHICTb KOBTATU. TpyaHOLL 3
KOBTAHHAM BiZOMi AK ducghazif, Wwo nigsuLLye
PU3MK BAUXaHHA TXKi abo pigmHu (acnipauii),
AKA MOKe BUKAMKATU iHPEKLit0 AMXaNbHUX
waaxis. HeeaoB3i NicnA NOCTAaHOBKM AiarHo3y
LITAM CNif, BUKOHATM TECT HA KOBTAHHA
(eideopeHmeeHo2padhiuHe docnidrceHHsA
YHKYiT KoeMaHHA). AKWO pe3ynbTaTn TeCTy
CBiAYMTUMYTb NPO Npobnemun 3 6eaneyHum
KOBTaAHHAM, iCHYE ABa aNbTEPHATUBHUX
cnocobu rogyBaHHA Yepes Hic: 3a 4ONOMOroH
Ha302acmpanbHO20 30HAY, SKUA A0X0AUTb
00 WyHKa, abo Ha30eHAAbHO20 30HAY,
AKNIN NPOXOANTb Yepe3 TOHKMIN KULLEYHMUK.
PekomeHA0BaHUM A0BrOCTPOKOBUM cnocobom
€ 2acmpocmomiyHa TpybKa abo Yepe3wkKipHa
eHOOoCcKoniyHa 2acmpocmomis, To6T1o
XipypriuHe BBeAeHHsA TpyOKM Yyepes WKipy B
LUNTYHOK.

[eAaki ekcnepTn peKoMeHAYTb BUKOHATH
O00ATKOBY XipypriyHy npoueaypy gna
3MeHLWeHHA pedatokey. LLle ogHieto npobnemoto
MOXKe ByTW BTpaTa FHY4YKOCTi M’'A3iB Wwenenu,

O YCKNALHIOE KYBAHHA | KOBTAHHA. AKLLO Y
AUTMHK abo AO0POCIOro BUHUKAOTL Npobaemm
i3 OyAb-AKMM i3 BKA3aHWUX BULLLE aCMEKTIB,
3BEPHITbCA NO KOHCYAbTALi0 40 MeANYHUX
npaLiBHUKIB.

Ha popatok Ao cnabkmx KoBTanbHUX

M’s3iB i ducgpazii, yepes AKi 0bMeXKyeTbCs
CMOXMBAHHSA Kanopil, Hecuaadi nauieHTn
BMKOPUCTOBYOTb 6araTto eHeprii Ana AnxXaHHA
i 6OPOTbOU 3 IHDEKUIAMU ANXANbHUX LLAXIB.

Lle 03HauvagE, Wo im 3arporKye HegoOCTaTHE
3abe3neyvyeHHs NOXMBHUMU PEYOBMHAMM

Ta npobaemun 3 Habopom macu Tina. IcHye
YMMaNo PiI3HOBUAIB OIETU, KOXKHA 3 AKUX MaE
6yTK iHAMBIAyani3oBaHa Ao NoTpeb naLjieHTa i
3abe3nevyBaT AOCTaTHIN obcAr pignHu.

Oco611MBO KOPUCHMMM ANA CUCTEMU
TPaB/eHHA € MBI 6akTepil i ApirKAKOBI
rpubku (npobiomuku). Hecuasumm nauieHTam
MOKe 3Hag0bMTUCA NPUIMOM NiKiB Big 3anopis
Ta Npobnem i3 BUNOPOKHEHHAM, OCKiNIbKK
KULWEYHUK Y HUX NPaLOE NOBiNbHiLle.

Y pasi xBopobu BaXKIMBO NPOKOHCYNbTYBATUCA
3 MegUYHMMM NPALLIBHUKAMM LWLOAO NiKYBAHHA
i Aornaay, OCKinbKKn BaXKNnBo 3abesneymTtu
AOCTATHIN 0bcar pigMHM Ha paHHiX eTanax
XBOpPOOM Ta cnocTepiratv 3a piBHEM

conen y Kposi. CMA moe yCcKnagHioBaTu
MmeTaboni3am XKu1piB Ta iHOAj NPM3BOAUTH

00 HAZAMIPHOro HAaKOMMUYEHHA KeTOHIB Ta
iHWWX NOBIYHUX NPOAYKTIB. 1A YHUKHEHHS
LbOro peKoMeHAYEeTbCA CTabiNbHa AjeTa i3
BMICTOM BYrneBOAIB i 6inKiB, W06 06MeKnTH

PO3LENNEHHS }KUPIB ANA BUPOOHULUTBA eHepril.

Lle HabyBae ocob6a1BOi Baru nig 4ac Xxsopobwu;
pekomMeHAYETbCA 3a6e3neUnTn XxapUuyBaHHA

i3 BMicTom ByrnieBogiB i 6inkiB He nisHiwwe
LLIEeCTN roAmMH Nicna Nno4YaTKy 3aXBOPIOBAHHSA Ta
He NPUNUHATK PerynapHoro rogysaHHs. Cnig
YHUKaTK nepebyBaHHA 6e3 ixi.
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CUAAYI NALLIEHTHU

Y cnaaumx NauieHTiB YHacTO BUHMKAKOTb TPYAHOLLL
3 XKYBaHHAM. BOHM TaKOX MOKYyTb BTOM/IOBATUCA
nig, Yac npuiiomy ixi. LLo6 nigibpaTtn ana Hux
NpPaBUAbHY iIHAVBIAYaNi30BaHY AIETY, BAaXX/UBO
NPOKOHCYNbTYBATMCA 3 AIETONIOMOM. Y CMAAYNX
NaLIEHTIB ANTAYOrO BiKY CTaTyC XapyyBaHHA

CNif, OLiHIOBATU KOXHI TPU—LLICTb MicALiB nicnA
NOCTAaHOBKM AiarHo3y, a NOTIM LLOPOKY.

AKLWO Y cnaaumx nauieHTis 6yBatoTb BUNAAKM,
KO/IN BOHM AaBNATbCA ab0o 3aKaluoTbCA Nig, Yac
BMroAoBYyBaHHSA abo CaMOCTIMHOIO CNOXKUBAHHSA
i, iMm cnig, BUKOHATKU TECT HA KOBTAHHA
(BiaeopeHTreHorpadiyHe AocniaKeHHA PyHKLi
KoBTaHHA). [lieTy i 34aTHICTb cMAAYMX NALLIEHTIB
[0 YKYBaHHA M KOBTAHHA TAKOX MAE OL,iHUTK
noronepn, AKMIA HagacTb peKoMmeHaauii Wwoao
HaniBTBEpPA0i i*ki abo 6inbL rycTUX PianH, TakUX
AK MOJIOYHI KOKTelni). 3a noTpebu norones Takox
NMPOKOHCYNbTYE LWOAO 3MiHM cnocoby rogyBaHHA.

AKLLO € O3HAKM, O PiCT NaLjieHTa BiabyBaeTbCs
He33a40BiIbHUMM TEMNaMMU, CAif PO3MNAHYTH
MOX/MBICTb YCTAHOBKM 30HAA AN1A Xap4yyBaHHSA,
106 3a6e3neymT Moro HeobXxigHMMMU
NOXXMBHUMMW PEYOBMHAMMU. AKLLO NALIEHT MOXe
6e3neyHo KOBTaTK, MOTOo CAif, TAKOXK 3a0X04yBaTH
NPUMMaTK Ky Yepes porT.

OCKIiNbKKU Y CUAAYUX NALLIEHTIB 0bMeKeHa
3[aTHICTb NepecyBaTMUCA, @ iXHiI KOMMNO3ULINHNI

CKN1ag, Tina 3MiHEHU, BOHWN PU3MKYIOTb OTPMMATH
HaZMipHY Macy Tina. AKLWO 3’ABNAOTLCA

O3HAKM HaaMipHOT Barn, peKoOMeHAyeTbCA
BMKOHATM aHa/i3 KPOBi 4/1A NepeBipKN 34aTHOCTI
po3LenntoBaTh Byrnesoamn (Metaboniam
[/TIOKO3MK).

AKLWO nauieHTa TypOYIOTb peryaapHi 3anopwu, cnig,
36iNbWMNTM CNOXKMBAHHA PiOUHU 1 KNITKOBUHN;

Yy TAaKOMYy pasi 3BEPHITbCA A0 MeANYHUX
NPaLiBHMKIB NO KOHCYbTaLit0. TaKOXK MOXYTb
JOMOMOITHU JliKapCbKi 3acobu, AKi cnpuAtoTb
BMMOPOXKHEHHIO.

Y pasi x8opobu BaKNMBO NPOKOHCYNbTYBATMCA
3 MeANYHMMM NPALLIBHUKAMM OO0 NiKYBAHHA
i Aornaay, OCKiNbKKM BaXK1nBo 3abesneynTu
OOCTaTHiM 06CAr pigMHM Ha paHHiX eTanax
XBOpo6U Ta cnocTepiratv 3a piBHeEM

conen y Kposi. CMA moe ycKnagHioBaTh
MeTabos1i3M }KUpiB Ta iHOAI NPU3BOANTH

00 HagMIpHOIo HAaKOMMYEHHA KETOHIB Ta
iHWWX NOBIYHUX NPOAYKTIB. ANA YHUKHEHHS
LbOro pekomeHAyeTbcA cTabinbHa gieTa i3
BMICTOM BYI/n1eBOAIB i 6inKiB, W06 0bmexntn
PO3LLENNEHHSA }UPiB 419 BUPOOHULTBA eHeprii.
Lle HabyBae ocobamnBoi Baru nig, 4ac Xxsopobu;
PEKOMEHAYETbCA 3a6e3neUnTn XapuyyBaHHA

i3 BMicTom ByrneBogis i 6i/ikiB He ni3Hiwe
LUEeCTM rOAMH Nicasa NoYaTKy 3aXBOPHOBAHHA Ta
He NPUNMUHATU perynapHoro rogysaHHa. Caig
YHUKATK nepebyBaHHA 6e3 ixi.

KepiBHuutBo Ao MiKHapogHux cTtaHgapTiB nikyBaHHa CMA Big 2017 p.

31



32

XOAAYI NALIEHTU

TpyAHOLi 3 KOBTAaHHAM i rOAYBaHHAM Y
XO4AYMX NALLIEHTIB BUHUKAKOTb PigKo. AKWO Y
HUX BUHUKHYTb Npobaemu, NoB’s3aHi 3 macoto
Tina, 0cob/MBO HaAMipHa Bara i OXKUPIHHS,
CNif, 3BEPHYTUCA A0 AIETONOrA, OCKIIbKM Le
MOXKe 0OMEKUTU PYXAMBICTb Ta NiABULLUTH
PU3MK iHLWKX Npobaem 3i 340poB’AM, TaKUX
AK BUCOKWUI apmepianbHuli muck i diabem.
AKWO 3'ABNAOTLCA 03HAKK HaAMIPHOI MacK
Tina, peKOMeHAYETbCA BUKOHATU aHaNi3 KpoBi
ON1A nepesBipKM 34aTHOCTI po3LLenatoBaTh
Byrnesoau (Metaboniam rnokosu)..

CTAH KICTOK BCIX
NAUIEHTIB 31 CMA

Y Bcix nauieHTiB 3i CMA € niasuLeHnin pusmnk
BMTOHYEHHA KiCTOK (OCcTeoneHii) Ta nepenomis.
[NA KOHTPOAIO WiNbHOCTI KICTKOBOT TKAHUHM
PEKOMEHAOYETLCA LWOPIYHO BUKOHYBATH
CKaHyBaHHA abo gocniaKeHHs miHepanabHoi
winbHocmMi Kicmok.

LLLOpOKY TaKoXK CAifg, KOHTPO/IOBATU pPiBEHDb
BiTaMiHy D y KpoBi. AKLLO0 NOKAa3HMUK HU3bKUNA,
ab0 sKLLO Y NaLieHTa € ocmeoneHis, cnig,
NPUMAMATK Xap4oBi A0AATKM. TAaKOXK MOXKe
6yTW NOKa3aHe A0AATKOBE BXKMBAHHA KafblLiito.
AKLLO Yy NaLliEHTa YacTO BUHUKAKOTb NEpesiomm
KICTOK, MOMY MOXYTb MPONMCaTH NiKapCbKi
3acobu (6ighochoHamu) ana niaBULLEHHA
LWi/IbHOCTI KiCTOK.
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ANA KOHTPONIO WinbHOCMI

KiCmKoeoi mKaHUHu
PEeKOMEHAYETLCA WOPIYHO
BMKOHYBATU CKaHyBaHHA abo
AOCNIAXKEeHHA MiHepanbHOI
LLLINbHOCTI KiCTOK

PO34IN6

ANXAHHA (PECMNIPATOPHE |
NYTbMOHONOTIYHE NNIKYBAHHA)

Cnabkictb m’s3iB, BUKAMKaHa CMA, TaKoX MOXe NOLMPOBATMCA Ha M'A3M, WO 3abe3neyytoTb

AMXaHHA (auxanbHi m’asun). NMpobaemu 3 AUXaHHAM NOLWMPEHI cepes HECUAAYNX | CUAAYMX
NaLieHTIB, TOAI AK Y XOA4AYMX NALIEHTIB BOHM 3yCTPiYatOTbCA piaKo. MpoTe ycim nauieHtam 3i CMA
PEKOMEHAYETLCA LWOPOKY BUKOHYBATU BaKLMHALLIIO Bif, rpmny Ta MHEBMOKOKIB. YCi iHWI BaKLMHaLLi
CNig, BUKOHYBATM 3riAHO 3i CTAaHAAPTHUMU MEeAUYHMMUM PEKOMEHAALIAMMU, AKLO Y YSIEHIB MeaNYHOI

KOMaHAM He byae 3anepeyeHs.

ICHYIOTb pi3Hi cnocobu BupilleHHs Npobsiem 3 AnXaHHAM. BOHM BiApi3HAIOTLCA 3a/1€XKHO Bif, CTYNeHs BNANBY

CMA.

HECUOAYI NAUIEHTHU

Mpobnemu 3 AUXaHHAM € F0JIOBHOK MPUYMHOIO
TAXKKUX Npobaem 3i 340p0OB’AM y NaLLiEHTIB 3
paHHiM novyaTkom CMA. HuKue nepeniyeHo
OCHOBHI nNpobnemu.

e CnabKe BigKalL/IOBAHHA MOXKe
YHEMOXAUBUTU BUAANEHHA CN3Y
3 IereHiB, WO MOXe Npu3BecTn 4o
iHbeKUji AnXanbHUX WNAXIB

e CnabKicTb M’A3iB MOKe 03HayaTy,
L0 MALEHT He B CTaHi BUKOHATK
[OCTaTHbO MMBOKNIM BAUX, OO
3aMiHUTU BYINEKUCAUI Ta3 HA KUCEHb
(einoeeHmunayin); ue moxe 3HU3NUTU
piBEHb KUCHIO B KPOBI (KUCHe8a
decamypayin). linoBeHTUAALISA i
HU3bKWNI PiBEHb KMCHIO CNOYATKY
CroCTepiraoTbCa Nig, 4Yac CHY, Koam
AUXanbHi M’A3n nepebyBatoTb y
HanbinbL po3cnabaeHomy CTaHi.
MNocTynoBo TpyAHOLL i3 3aMiHOKO
BYI/IEKMCNOTO ra3y Ha KUCEHb
MOLUMPIOIOTLCA | Ha TOM Yac, Kou
NaLieHT He CnnTb.

Ockinbku npobnemm 3 AUXaHHAM €
NOLIMPEHMMM Ta 3 BUCOKOK iMOBIPHICTIO
MOXKYTb CTaTU TAXKKMMMU, pecnipaTtopHe
NiKYBaHHA CAig NOYMHATM HA PaHHIX eTanax
i 3aCTOCOBYBATU MOrO perynapHo, HaBiTb 3a
BiACYTHOCTI CMMNTOMIB (L& Ha3MBaETbCA
«ynepeaxysasnbHe» nikysaHHsa). MNicns
NMOCTAHOBKMW AjiarHo3y cnig AKHauwemawe
3a7y4YnTU NiKapA-nNyabMOHONOra.

Ona scix HemoBnAaT 3i CMA, ski He 34aTHi
CUAITN, BI3UTU B KNiHIKY CNig BUKOHYBATH
LLLIOHaMMeHLe pas Ha Tpu micaui, nig,

Yac AKMX BUKOHYETbCA MeANYHUI Ornaga.

AKLLO NauieHTH AnxatoTb HeedeKTUBHO (3
riNOBEHTU/IALLIEID), BYI/IEKUC/IUIA Fa3 MOXKe
HaKonuyyeaTnCA. TOMy BaXK/IMBO NepeBipATH
piBEHb BYI/TIEKMCNAOTO rasy HanpUKiHLi BUAUXY.
3 TaKMMM NaLLiEHTAMM TaKOXK CNiL perynapHo
BUKOHYBATWN 00C/AiOHEeHHA Nid Yac CHY, LWob
NnepeBipATN HAABHICTb riNOBEHTUAALLT i HU3bKOTO
BMICTY KMCHIO NPOTArOM HOYi. Pe3ynbTatu umx
obcTeeHb 4OMNOMOXKYTb NPUNHATK CRiSIbHE
PilLEHHA WOA0 BUKOPUCTAHHA anapaTy, AKMn
AOMNOMarae anxatu (HeiHeasusHa eeHMUANAYiA,
AMB. HUXKYE) Nig, Yac CHy.
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NikyBaHHA:

3acTyga MoXKe NpU3BECTU 40 NOWMPEHUX
iHPEKLIN AUXaNbHUX WAAXIB, CTYMiHb TAXKOCTI
AKNX MOXKE NOTIPLNTUCA, AKLLO NALIEHT He
MOXe A0CTaTHbOK MipPOHO BigKaLLIOBATU CAN3
Ta iHWIi cekpeuy,ii. 4na BCiX HECMAAYMX NALLIEHTIB
cnig 3abesneunTtun disioTepanito rpyaAHOT KNITKK
y NOEAHAHHI 3 anapaTamm, Lo NONEryTb
BigKalwtoBaHHA (Hanpuknag, CoughAssist®,
Vital Cough®). Ycix nauieHTis 3 HeepeKkTUBHMUM
BiZLKALWOBAHHAM Ta KOBTAHHAM TAKOX CNij,
3abe3neynTn anapaTtom A1A BiACMOKTYBaHHS
CeKpeL,in poToBOT MOPOXKHUHWU. BaTbKiB i
NiKNYBaNbHUKIB CNlig 3a6e3ne4ynT HaBYaHHAM
i NiATPUMKOLO, WO AACTb iM MOX/AUBICTb
BUKOHYBaTW peKomeHaauii nikapiB Ta epeKTUBHO
BMKOPWCTOBYBATM anapaTu.

HeiHea3uesHa eeHMuUNAYiA peKoOMeHOYETbCA
ANA NigBULLLEHHA HACMYEHOCTi KUCHEM Ta
3MEHLUEHHA BUCOKOrO PiBHA BYI/IEKMCNOrO rasy
(einoeeHmunayii) nig yac cHy. HeiHBa3MBHa
BEHTMAALIA TAKOX BiZOMa SIK «4BOPIBHEBUN
NO3UTUBHUMN TUCK Y AMXaNbHUX WAaxax» (BiPAP)
3 BUKOPUCTAHHAM anaparty, Skuii 3abe3neyye asa
PiBHI TUCKY MOBITPA Yepes iHaMBiAyaNni3oBaHy
MacKy ana Hoca abo ana Hoca i poTa.

BMLWMI TUCK BMMKAETbCSA Nig Yac BAMXY, W06
3abe3neunTn binblunit 06’em BAMXAHHS, HiX
NaLieHT mir 61 3pobUTN CamMOoCTIMHO MNifg Yac CHY.
Micna uboro anapat 3HMMKYE TUCK Nig Yac BUOMUXY.
HeiHBa3MBHY BEHTUAALLIIO CNPOEKTOBAHO

TaK, WOH6 CUHXPOHI3yBaTH ii 3 HOPMASbHUM
OMXaHHAM. AnaparT CAig, HanawTyBaTM TaKMM
YMHOM, W06 3ab6e3neynTn AOCTaTHbO BENNKUI
06’em BAMXY | HE BUKOPUCTOBYBATU A0AaTKOBUIM
KMCEHb.

IHWi BMAM pecnipaTopHOI NiATPUMKM, TaKi AK
«MNOCTINHUA NO3UTUBHUM TUCK Y OUXANbHUX
wnsaxax» (CPAP), 3a pigKMMM BUHATKaMM,

He peKoMeHAYHTbCA, OCKIZIbKM BOHU He
NPULWBKUALLYIOTL 0OMiH BYrIEKMCAOrO rasy Ha
KMCEHb.

[NnAa nauienTiB, y AKMX HeiHBAa3MBHA BEHTUAAL,IA
BMABUTLCA HeeDEKTUBHOI, MOXKHA PO3MNAHYTH
MOX/INBICTb BUKOPUCTAHHA iIHBA3UBHOI

BEHTMAALIT, NPOTE CNOYaTKy NiKapi Ta YneHu cim’i
NOBUHHI AeTaNbHO Le 06roBopuTH. IHBa3MBHA
BEHTMAALIA — Ue XipypriyHa onepauy,is, nig

Yyac AKOI BUKOHYETLCA OTBIp Y ANXaNbHOMY
ropni, AKMN A03BONSE 3a6€3NeYnTn AUXaHHSA
yepes TpybKy, BiAOMY AK mpaxeocmomiyHa
mpy6Ka, a He Yyepes Hic i poT. AK NpaBuUaO, Taka
ornepawif BUKOHYETbCA HA TPMBANIM TEPMIH.
BapiaHTn pecnipaTopHOi NigTPMMKK CAig,
06rosoptoBaTN 3 MEAUYHUMW NPALIBHUKAMWN Y
nepiog 3a0BiZIbHOrO CTaHy 34,0P0B’A NaLliEHTa.
Yci pileHHA MatoTb 3ab6e3nevynTn HalKkpalui
BapiaHT Ana nauieHTa 3i CMA.

Y pasi BUpa*keHoi nigo3pun Ha actmy

abo ABHOro NOKpalLeHHsA CTaHy nicna
3aCTOCYBaHHA MaLliEHTam CAig, HagaBaTm

DKW oNA pO3WMPEHHA AUXANIbHUX LUNAXIB
(HebynizoeaHi 6poHxodunamamopu). JlikapcbKi
3aco6uM AN 3MEHLWEHHA CIMHOBUAINEHHSA

(Taki AK esikoniponam) cnin 3acTocoByBaTH
obeperxkHO Ta 3MiHIOBaTW A03Y 3a/1eXKHO Bif,
notpeb nig, KoHTponem nikapsa. Taki 3axoau
6e3neKkn NoTPibHiI, Wob YHUKHYTU NepecnxaHHA
CeKpeLii, Wo YCKNaaHIoE iXHE BUAANEeHHsA. He
pPEKOMEHAYETLCA AOBrOCTPOKOBE LLOAEHHE
3aCTOCYBaHHA Npenapartis AaA po3LWenaeHHA
cekpeuin (Pulmozyme® abo rinepToHiuYHMI
disionoriyHnii posuunH).

3acTocyBaHHA aHTMBIOTKKIB Nig Yac
XBOpOobU cnig 06rosopoBaTN 3 MEANYHUMMU
npauiBHUKaMM Ha iHAMBIAYaNbHI OCHOBI.

Ha popaTtok 40 WopivHOT BakUMHaLT Big rpuny
i MTHEBMOKOKIB Ta iHLWWNX PEKOMEHA0BAHMX
CTaHAAPTHUX BaKUMHALIN, AiTel Bikom Ao

2 POKiB pPEKOMEHAYETHCA BAKLMHYBATH
nanisisymabom, AKMI Aie NpoTU NOLNPEHOTO
naToreHa — pecnipatopHO CUHLUUTIaNbHOIO
Bipycy (PCB), L0 MOXKe BUKINKATK npobaemun
3 AMXaHHAM. AIK 3a3Ha4YanocA B po3gini 5,
«XapyyBaHHA, PICT i CTaH KICTOK», ICHYIOTb iHLWI
YMHHMKM, WO MOXKYTb NOTipWKTM Npobaemu

3 AMXAHHAM, | AKi cnig NikyBaTu, HaNnpuKag,
pedntoKc.
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CUAAYI NALUIEHTH

Y cnpaunx nauieHTiB Npobaemn 3 AUXaHHAM BUHUKAOTb
piglwe, npote ANA HUX PEKOMEHAYETHCA BUKOHYBATH
MeANYHUIN ornAa WoHaMMeEHLLEe pa3 Ha LWiCTb micAuiB.

MMig Yac uux Bi3UTIB NALLIEHTU, AKLWO BOHU B CTaHI Le
3p0bUTKN, MatOTb BUKOHATU AUXanbHi TecTu (cnipomeTpito),
LLLO BMMIpPIOIOTb 06’ €M nereHb i cuny anxanbHUx m’asis.
JocnigXeHHA nig vyac CHy 41A nepeBipKu AMXaHHA Nig Yac
CHY CNia, BUKOHYBATM 3i BCiMa NaLieHTamMm, y SKMX € byab-
AKi cumnToMm abo nNigo3pa Ha «HEeAOCTATHICTb ANXAHHAY.
MpuKknagamm TaKMX CUMATOMIB € NOraHa AKICTb CHY,
PaHKOBMI rO/IOBHUM BiNb Ta COHAMBICTb Y AEHHWUI Yac.

NikyBaHHA:

AKLWO Yy cnaayoro naujieHTa cnabke
BiKALL/IIOBAHHA, MOMY CAif, NPU3HAUYNTU
dizioTepanito rpyaHOT KNITKU. BaTbKiB i
NiKNyBa/IbHUKIB TaKOX CANig 03HANOMUTH

3 BiANOBIAHUMWN MeToAaMM | HagATH TM
NPUCTPIN ANA 4ONOMOTU Y BiAKaALUNOBAHHI
(Hanpuknag, Cough Assist® Vital Cough®)
Pa30OM i3 4EMOHCTPALLIEID | YITKUMMU
BKa3iBKaMW LLLOAO TOrO, AK i KOAK Noro
BUKOpUCTOBYBaTU. HeiHea3ueHy eeHmMunAyito
CNiJ, BUKOPUCTOBYBATM Y BCiX MALLIEHTIB i3
CMMNTOMaMM He3a[0BiNbHOIO AUXaHHSA Nig,
yac cHy (noraHa AKiCTb CHY, ro/IoBHWUM 6inb Ta
COH/IMBICTb Y AEHHUI Yac).

AocnidnceHHA Nid Yac cHy Cnig BUKOHATK

ONA NiATBEpPAXKEHHA TOrO, WO BKa3aHi BULE
CMMNTOMM BUKAUKAHI Nnpobnemamm 3 AUXaHHAM,
a TAKOX ANA BU3HAYEHHA ONTUMASIbHUX
Ha/aWTyBaHb HEiIHBA3MBHOI BEHTUAALLT.
HeiHBa3WBHY BEHTUAALIIO CNif HANAWTYyBaATH
TaKUM YMHOM, LWO6 3ab6e3neynT AoCTaTHbLO
BE/IMKMI 06’em BAUXY | HE BUKOPUCTOBYBATH
[00aTKOBUI KNCEHDb. (BM moxKeTe npoumnTaTtu
NpPO HeiHBa3MBHY BEHTUAALLIIO | Te, AK BOHA
npaLoeE, B po34iNni Npo Hecnaaumnx nawieHTiB abo
B rnocapii).

[HWi BUAM pecnipaTopHOT NIATPUMKM, TaKi AK
«MOCTIMHMIN NO3UTUBHUIN TUCK Y AUXANbHUX
wnsaxax» (CPAP), 3a piAKMMU BUHATKAMMU,

He PeKOMEeHAYITbCA, OCKi/IbKM BOHU He
NPUWBMALYIOTb OOMIH BYrNEeKMCAOro rasy Ha
KMUCEHb.

3acTyga moxKe NpmM3BecTy 40 NOLWNPEHNX
iHOEKUiN AMXaNnbHUX WANAXIB, CTYMiHb TAMKKOCTI
AKNX MOXKE MOTipLNTUCA, AKLLO NALIEHT He
MOXe AO0CTaTHbO MipPOIO BiAKALWIOBATU C/IN3
Ta iHWIi ceKpeuii. Yci cnaaydi nauieHTn matoTb
6yTn 3abe3neveHi ¢isioTepanieto rpyaHoi
KNITKM Y NOEAHAHHI 3 anapaTom 4/1a A40MNOMOru
Y BifiKalntoBaHHiI. MauieHTiB 3 HeePpeKTUBHUM
BiAKalUNOBAaHHAM Ta KOBTaHHAM TaKOX CAif,
3abe3neynTn anapatom ANA BiACMOKTYBaHHA
ceKpeLlih poToBOi MOPOKHMHU. BaTbKIB i
NiKNYBa/IbHUKIB C/lig 3a6e3ne4YnTn HaBYaHHAM
i MiATPUMKOLO, WO AACTb IM MOXMBICTb
BMKOHYBATU peKoMeHAaL,ii Ta epeKTUBHO
BMKOPMCTOBYBATK anapaTu.

Y pasi Bupa*keHoi nigo3pun Ha actmy

ab0o ABHOro NOKpaLLLEeHHA CTaHy nicaa
3aCTOCYyBaHHA NaLieHTaM CAif HagaBaTh

NiKM ANA po3LWMPEHHA AMXAaNbHUX LUNAXIB
(HebynizoeaHi 6poHxoOunamamopu). NlikapcCbKi
3acobu ans 3MeHLWeEHHA CIMHOBUAINEHHA

(Taki sk 2nikoniponam) cnipg, 3acTocoByBaTH
06eperkHO Ta 3MiHIOBATK 403y 3a/1eXKHO Bif,
notpeb nig KoHTponeMm fikapa. Taki 3axoan
6e3neKkn NoTPibHiI, Wob YHUKHYTU NepecnxaHHA
CeKpeLlil, Wo YCKNaAHIOE iXHE BUuaaneHHsa. He
pPEeKOMEHAYETbCA A0BIOCTPOKOBE LWOoAEHHE
3aCTOCYBaHHA Npenapartis Aas po3LWenieHHn
cekpeuin (Pulmozyme® abo rinepToHIYHMI
¢isionoriyHni pos3umH). 3acTocyBaHHA
aHTUBIOTMKIB Mif Yac xBopobu chig,
06roBoptOBaTN 3 MEAUYHUMM NPALLIBHUKAMM Ha
iHOMBIAYaNbHiI OCHOBI.
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Y BinbLUOCTI

XO4A4YNX MaALLIEHTIB
CNOCTepIraeTbeA
HOpPManbHe ANUXAHHA,
npoTe pe3ynbraTh
OAHOro AOCNIAXKEHHA
cBig4aTbhb Npo
MOX/IMBE HE3HaYHe

noripweHHA

XOAAYl NALIEHTU

Y BiNnblIOCTi X0A4A4YMX NALIEHTIB CNOCTEPIrAaETLCA HOPMabHe
AVXaHHA, NPOTe pe3ynbTaTh OA4HOro AOC/IAXKEHHA CBiAYaTb
NPO MOX/MBE HE3HAYHE NOTripWeHHA AMXa/ibHOT QYHKLIT

3 NAMHOM Yacy. Y pasi iHbeKUuilt AnxanbHUX WAAXIB cAifg,
BMKOHATU peTesibHe KAiHiYHe 06CTeXXeHHs 34aTHOCTI
nauieHTa epeKTUBHO BiAKALL/OBATU Ta BCTAHOBUTU HASIBHICTb
CMMNTOMIB «HEA0CTAaTHbOIO AMXaHHAY (MOraHa AKICTb CHY,
roNI0BHWUI BiNlb Ta COHAMUBICTb Y IGHHMI Yac). 1A NaLjienTis,
Y AKMX CNOCTEPiratoTbCA 03HAKM NPObAeM 3 AUXAHHAM, Cif,
PO3MNAHYTU MOXAUBICTb BUKOHAHHA PeryapHMX AnXanbHUX
TecTiB (cnipomempii). NMpoTe ynepepaKyBasnbHe NiKyBaHHA
npobsiem 3 AUXaHHAM He € NOTPIBHUM, AKLLO Aopocaa ocoba
abo uneHn cim’i He BUCNIOBAIOOTb 3aHENOKOEHD.

Y pasi BupaxeHoi nifo3pun Ha actMy abo ABHOro NOKpaLLEeHHA
CTaHy MicNnA 3aCTOCYBaHHA NALiEHTAM CNig HaZaBaTH

DKM ANA pO3LWMpPEHHA AUXanbHUX WAAXiB (HebynizoeaHi
6poHxodunamamopu). JlikapcbKi 3aco0bun A1A 3MEHLLEHHS
CAMHOBUAINEHHA (Taki AK 2aiKoniponam) cnig 3acTocoByBaTH
obeperKHO Ta 3MiHIOBATK 403y 3a/1eXHO Big NnoTpeb

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

WO6 YHUKHYTM NepecmuxaHHs CeKpeLin, Wo YCKAaaHIOE

IXHE BUAaneHHA. He peKomeHAYETbCA AOBIOCTPOKOBE
LLLOAEHHE 3aCTOCYBaHHA NpenapaTiB g1A PO3LLEN/IEHHSA
cekpeuin (Pulmozyme® abo rinepToHiYHWUI disionoriyHmi
PO34KH). 3acTocyBaHHA aHTMBIOTKKIB Nig Yac xBopobu

cnig obrosopoBaTM 3 MeAMYHMMM NPALIBHUKAMKM HA
iHOMBIAYaNbHI OCHOBI.
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PO3AIN 7

IHWI OPTAHU | CUCTEMMWU
PTAHIZMY

Binok SMN mMicTUTbCA He TiNbKM Y CIMHHOMY MO3KY — BiH NPUCYTHIl Y BCiX KAiTMHaX Bigpasy
nicna sanaigHeHHa SNUeKNiTUHU. Lle o3Hayvae, wo 6pak Lboro 6ika MOXKe BNANHYTU Ha iHLLi
OpraHu Ta YacTUHM opraHiamy. HayKkosLi, AKi BuB4atoTb CMA Ha TBapMHax, NPMNYyCKatoTb,
LLLO 3MeHLWeHHA piBHA Binka SMN MmorKe BNAMBATK HA rOZIOBHUIM MO30K, HEPBMU, cepLe i
nigWwayHKOBY 3a/103Y.

MpoTe ogHO3HaYHi Npobaemun 3 iIHWKMUM OpraHaMu BUHUKAIN TiIbKWM Y MEHLLIOCTI NaLLiEHTIB
3i CMA, i B umMx BMNaaKax He byno AoBeAeHo, WO NPUYMHOLO BignoBigHUx npobnem byna
cniHanbHa M’s30Ba aTpogis.

CEPL,E
3MiHM Y CTPYKTYpI cepuA cnocTtepiraanca
Y HEMOBAAT 3 HANBULLMM CTYMEHEM
TAYKKOCTiI XBOpPO6M (3a3BMyUait y
= BMMaAKax, Ko npobnemu 3 AnNXaHHAM
cnocTepiranuca Big HapoaKeHHsA). Y

1
A

.

’

el

2 _ -7;,; AEAKNX AiTel MOXe cnocTepiraTmca
o : : ::—::i;_:‘ 3MeHLUEHA YacToTa CEPLEBUX CKOPOYEHD,
sy ol O MOKe BMMAraTu likyBaHHA. TakKum
: '.',_*_;1._“:-_' YMHOM, PEKOMEHAYETbCS BUKOHYBATU
:‘f ey N peTeNbHUI MOHITOPUHI Npobnem i3
”‘:,-.f:‘ CepUEM y HEMOBAAT i3 TAXKKUM CTyneHem

CMA. Y cngaumx i xogaumx nayieHTiB
npobaemu 3 cepLem BUHMKaOTb PigKo.

IHWI CUCTEMMU OPTAHI3ZMY

MonepeaHi pe3ynbtati AocnigKeHb (Ha KNITMHAX, TBAPUHAX Ta 3a y4acTi ntogen) ceigyats,
LLLO HaBeAeHi HUXKYE BiAXUNAEHHA MOXYTb BYTU TPOXM BiNbl NOWMPEHMMMN Y NALLIEHTIB 3i
CMA:

¢ Mpobaemu 3 NiALWNYHKOBOIO 33103010 (40 AKMX MOXKe HanexaTu aiaber)

¢ BMCOKWI piBeHb N1ENTUHY (TOPMOHY, AKUIA PETYIOE aNeTUT i Macy Tifla LWAAXOM
3MeHLLIeHHSA BiavyTTa ronoay)

¢ [pobaemu 3 M’ A30BUMMN MITOXOHAPIAMM (YaCTUHAMM KAITUH, WO BUPOBAAIOTL eHeprito)

Ycim nauieHTam 3i CMA pekomeHAYETbCA NepPeBiPATM PiBEHDb LYKPY B KPOBi, 0C06A1MBO KoK
BOHM MoraHo cebe no4vyBatoTh.
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PO34IN 8

NIKU

Ha MOMEHT NiAroToBKKM LbOro KepiBHMLUTBA Npenapat Spinraza® 6yB 3apeecTpoBaHUM
NiKapCcbKMM 3acob0M, AKUIA NPOAEMOHCTPYBAB NO3UTUBHI pe3yabTaTh NPU NiKyBaHHI
CMA. leaka iHpopmaLis npo 3acToCcyBaHHSA LbOro npenapaTty HaBeaeHa B po3aini 11,
«3acTocyBaHHA HOBMX BMAiB NiKyBaHHA CMA».

AnbbyTepon (TakoXK BigOMMI SIK canbbyTamon), AKMIM 3a3BUYAN aCOLLIKOETLCA 3 NiIKYBaHHAM
aCTMM, BUBYABCA Y PaMKax KNiHIYHMX AocniaxeHb y dopmi nepopanbHoi TabneTkm abo
PiAMHK | NPOAEMOHCTPYBAB AesKi MO3UTUBHI Pe3yabTaTH WOAO NiABULLLEHHA CMAN M'A3IB.
MpoTe Ha cbOrogHi Le He AoBeAeHO, YN anbbyTepon AicHO 3abe3neyye NO3UTUBHUM
edekT. HesBarkatoum Ha ue Moro iHoAji NPOoNUCYIOTb CUAAYMM i XOA4AYMM NauieHTam. o6
oTpumaTth binblue iHbopMaLii Npo Te, AK NPaLIOE Len npenapaT, Nnepenaitb 4o posainy 3
KOPUCHUMM pecypcamu.,

Mo3KHa NnopeKomMeHAyBaTH NiKapCbKi 3acobu, AKi cnpsAMOoBaHi Ha NiIKyBaHHA CUMNTOMIB
CMA ab0 noKpalleHHA sKocTi *uTTa. Cepen, iHWOro, 0 HUX HanexKaTb:

Bitamin D (po3ain 5, «Xap4yyBaHHSA, PIiCT i CTaH KiCTOK»)
@ Kanbuin (po3gin 5, «XapyyBaHHA, PICT i CTaH KiCTOK»)
@ bigocgponamu (po3ain 5, «XapyyBaHHSA, PIiCT i CTAH KiCTOK»)
€ AnTupedNIoKCHI NiKkK (po3ain 5, «XapuyBaHHSA, PICT i CTaH KiCTOK»)
€ AnTubioTMKM (po3ain 6, «AnxaHHA (pecnipaTopHe i NyIbMOHONOrIYHE NiKyBaHHA)»)

Ichye iMmOBipHICTb, WO Npenapat Spinraza® ctaHe 6inbll AOCTYNHUM, i LLLO TaKOX 3’ABNATbCA
iHWIi NOTeHUiMHI npenapaTn. MoroBopiTb 3 NpeAcTaBHMKAaMM CBOEI MeANYHOI KOMaHAM NpPo
OCTaHHI AOCNiAKEHHS, KNiHIYHI BUNPOOYBaHHA Ta AOCTYMNHICTb NiKapCbKMX 3ac0biB y BaLuil
KpaiHi.
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PO341Nn9

HEBIAKNAOHA AONOMOTA

HayacTiwmmm npobnemamm, WO BUMaratoTb EKCTPEHOIO NiKYyBaHHA, € iIHPEKLiT AMXaNbHUX
WwAAxis i npobnemu 3 auxaHHAM. A KoxHoro nauieHTa 3i CMA cnig niarotysaTu naaH ain,
AKOro MOXe AO0TPUMYBATUCb MeAMyYHa KOMaHaa y BUNagKy xBopobu nauieHTa. Llen nnaH
CNif, y3roanTU MiXK NiKapem i 4OPOC/IMM NaLLIEHTOM, MOKK BiH A06pe cebe noyyBae, abo mix
Nlikapem i 6aTbKaMu AUTUHU, KONU CTaH ii 340p0B’s 3a40BiNbHUIA. Y Ui 06roBopeHHaA chifg,
3a/71y4aTu AiTen, AKWO BOHM MalOTb BiANOBIAHMI piBeHb po3yMiHHA. Cig 3aA0KYMEHTYBaTH
ue obroBopeHHs y dopmi «lMnaHy HeBigKNaAHOT meaMyHOT Aonomorn». MeTa Lboro
AOKYMEHTa — [aTU MOXKUBICTb AOPOC/IMM MaLLiEHTAM i CiM’AM BMC/IOBUTU CBOT NOBaXKaHHS
Ta MNOKPALLUTN KOMYHIKaLLi0 MiXK NauieHTamu i cim’amu, dpaxisLaMM 3 eKCTPEHOT 4ONOMOrU Ta
MeAnKamMu, AKi 3abe3nedyroTb 4OBFOCTPOKOBWUIA A0MNAL.

MnaH HeBiaKNaAHOI MeAUYHOT fonoMoru abo «naaH Ha BUNAA0K 3aXBOPHOBAHHAY» CAif
niaroTyBaTy pa3om i3 MeaNYHO KOMaHAOo. Y HbOro cAif, BKAYUTU iHbOopMaLito Npo
HaBeLEHI HMXKYe acneKTu.

@ Tpw HAABHOCTI AKMX TPMBOXKHUX O3HAK B NepeaHin AinAHui Wui moxe 6yTn
BMKOHAHO OTBIp A/1A BCTAaB/NIEHHA TPYOKM

B inXasibHe rop/sio (mpaxeocmomis).

abo cumnTtomis naujieHTa 3i CMA cnip,
BE3TU B /liKApHIO.

¢ [o sKoro nikapa abo NikyBanbHOro ¢ T[pobnemun Ta 06MEKEHHSA 3 PYX/IUBICTIO
3aKnaay cnif, 3BepHyTUCA y pasi Wnii wenenu.

HeBigKNAAHOT CUTYaLlii.

¢ MeToam BMAANEHHA CeKpeLil, y ToMmy
€ [obarkaHHA WoA0 WAsAXiB BUPILWEHHSA yYuMcai YacToTa npoueanyp.
npobnem i3 gUXaHHAM, y TOMY YMCAi Bala o _
[YMKa WOZAO Pi3HUX cnocobis nigtpumkn & CMOMKMBAHHA i i pianHy nij vac
OMXaHHA. PecnipaTopHa NiATpMMKa MoXKe
Ha[aBaTUCA HEIHBA3MBHUM LLJIAXOM .
yepes Macky (HeiHeaszusHa seHMuUANAYisA).
KpiM TOro, KOPOTKOCTPOKOBAa BEHTMJ'IﬂLl,iﬂ ¢ ki 3axo4m NOroarKeHo Ta 6y|£||e

MOXKe 3abe3neyyBaTrca Yepes rHyyKy

XBopobu.

Konu i aKki aHTMBIOTMKM 3aCcTOCOBYBATMH.

3aCTOCOBAHO Y pasi, Ko/in NoTpibHa
NAacTMKOBY TPYOKY, BCTaBAEHY B peaHimauis.

AuxanbHe ropso (inmy6ayia). Ans

OO0BroCTPOKOBOI NIATPUMKN ANXAHHA

AKLLO € TaKa MOXAMUBICTb, CAia 3a34aneriab 38°A3aTMCA 3 MiCLEBUMMN Cy»KbammM HEBIAKNAAHOT
[0MoMOorK Ta 06roBopuT 0cobaMBI NOTPebU, a TaKoXK NOBIAOMUTN, AKe 0ONaAHAHHA
BMKOPMCTOBYETHCA BAOMA. Y pasi HEBIAKNAAHOI CUTyaLii CNig, 3BePHYTMCA A0 HAMBAMKYOro
NiKYBa/IbHOTO 3aK/ajy. AKLLO € Taka MOX/MBICTb, C/iJ, TAKOXK 3aCTOCOBYBATU 0ON1aAHAHHSA,

LLLO BUKOPUCTOBYETLCA BAOMA, HABITb AKLLO B MAlUMHI WBUAKOT 4ONOMOTM € HaleXXHe
YCTaTKyBaHHA. [HOAI MOXKe BUHUKHYTN HeObXiAHICTb NepeBe3Tn Hecuaaumx abo cnaaumnx
naLieHTiB y cneuianbHUA (BMCOKOCNELani30BaHWI) NikyBabHWI 3aKNa, AKMIA Mae
BianoBiaAHe obnaaHaHHA ANA AOTNAAY 3@ TaKMMM NaLieHTaMuK. Y BCiX BMMaAKax npo XxBopoby
CNia NOBIAOMAATK KNIHIYHIM KOMaHAI, AKa BiANOBIAAE 33 OBrOCTPOKOBE NiKyBaHHA MaLLiEHTA.
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MnaH HegiOKnadHOi medu4yHOIi Oonomoz2u Mae
Ha MeTi 4aTU MOX/MBICTb AOPOCJMM NALLIEHTAM
i cim’am BUCNOBUTK NobBaXKaHHA Ta NOKpaLWMTH
KOMYHIKaLLit0 MiXK NaLiEHTaMMU i cim’amum,
daxiBUAMM 3 EKCTPEHOI AONOMOrK Ta MeAnKamMu,

AKi 3a6e3ne4yroTb 4OBrOCTPOKOBUIN AOMNAA,.

OuiHKa i nigTpUMMmKa gUXaHHA € HalBaXXAMBILLMM acneKTOM Mif Yac HeBigknagHoi cuTyauii. LLlo6 ypaxysaTtu
Lel Ta iHLWIi KNOYO0BI acnNeKTU HeBIAKMAAHOT 4ONOMOTU, aBTOPU CTaHAAPTIB NiKYBaHHA PEKOMEHAYOTb
MeAMYHNUM KOMaHZaM 3BEPHYTM yBary Ha BKa3aHi HUXKYe YUNHHUKN.

© HeiHea3usHy 8eHMUAAYiIO | BNAANEHHSA ¢ AKwo iHmybayis 6inblie He NOTPIOHa, i
CeKpeL,il cnif 3aCToCoBYBATK Ha PaHHIX eTanax NNIAHYETLCA YCYHYTU TPYOKY, Nepes, umm chnig,
NiKyBaHHA, nepes 3aCTOCYyBaHHAM KUCHIO. MOBHICTIO HAMOBHUTK JIEr€Hi Ta ONTUMI3yBaTH

3b6arayeHHsa KucHeM. lMicna ekctybauii cnig,
3aCTOCOBYBATM HEiHBA3MBHY BEHTUIALLIO AK
nepexigHUn 4ONOMIXKHWI 3axia,.

¢ He cnig 3amiHATM HeiHBa3MBHY BEHTUALLIIO
3aCTOCYBAHHAM Ti/IbKM KUCHIO. KnceHb cnig
BBOAMTU TiIIbKM TOZ,, KONU PiBEHb KMCHIO B
KPOBI 3a/IMLLIAETLCA HM3bKMM NMPU OAHOYACHOMY ¢ AHTMGIOTMKM Cnig 3acTOCOBYBATHM Y AiTeN,

3aCTOCYBAHHI HEIHBA3MBHOI BEHTMIALLT Ta MONOANX NtoAel | [OPOCNNX TiIbKKU 33 HAABHOCTI
BMAANEHHI CEKPeLii, AK ONMCaHO B NaaHI KOHKPETHOI NpMYnHM XBOPOOMU, TaKoi AK cencuc
HeBiAKNaAHOT MeAMYHOT A0NOMOrK. Y TakOMy abo iHbeKuia AnxanbHUX WANAXIB.

pa3i KNCeHb MOXKHa BBOANTU B HAMHMMKYOMY
Mig Yac NnocTynneHHA y BigaineHHA

HeBiAKNaAHOT AONOMOrU MOro NpaLiBHUKK
NOBUHHI PO3MNAHYTU CUMATOMM | CPUATANBI
ONA XBOPOOUM YNHHMKW, TaKi AK HELWOAABHE

ob’emi, HeobxigHOMY A8 ONTUMI3aLLi *
36ara4eHHa KMCHEeM, Micas8 Yoro NocTynoso
NPUNUHATKU MOro BBEAEHHS Mid, Yac OAy»KaHHA BiA,

XBOPOOMU.
XipypriuHe BTPy4YaHHA, a TAKOX HepecnipaTopHi
@ [ig yac BBeAEHHA KMCHIO NOTPIGHO CAiaKyBaTK NPUYUHK CENCUCY, HAaNPUKIAL, iHpeKLito
33 piBHEM BYIJIEKMCNOrO rasy 3a 40NOMOrow CEYOBUBIAHMNX WNAXIB, WKIPHY iHbEKL,it0 TOLLO.

aHanisy KpoBi abo yepe3wkKipHoi npobu.
¢ AKwo noTpibHo 3acTocyBaTh 3HEH60N0BANBHWUIA

¢ AKUWo BMHMKAE HeobxiaHicTb iHmybauii, chin, 3acib, cnig AoTpMMyBaTUCA BKa3iBOK, HaBeaeHUX
BPAxoBYyBaTW AYyMKY NaLieHTa abo, AKLLO NALLIEHT y po3aini 10, «3Heb6ontoBaNbHI 3acObU»
€ ANTMHOO, NOPaANTUCA 3 MOro BaTbKamu
(3aKOHHUMM OMiKyHaMM).

Haa3BuuaiHo BaxamBo, W06 3axoam HEBIAKNAAHOI 4ONOMOrM BKAOYAIM HeraiHe 3abe3neyeHHaA piauHu,
a TAKOXK MOHITOPUHT CNOXWBAHHA PiANHU, PiBHIB conem i miHepaniB, GyHKLiN NeYiHKM Ta PiBHA ITHOKO3M.
He nisHiwe wecTtn roanH nicna noyaTky XBopobu cnig 3abe3neunty xapyyBaHHA i3 BMiCTOM BinKiB Ta He
[OMNYyCKaTu TpUBaMX nepioais 6e3 cnoskueaHHA Ki. Mig yac xBopobu ocobamsy yBary cnig npuainAaTm
bYHKLUIT KOBTAHHA Yepes puU3MK BAMXaHHA i abo pianHun B nereHi (acnipayii) (gue. po3ain 5, «XapyyBaHHA,
PICT i CTaH KiCTOK»).

HeBaoB3i nicna nocTynneHHA B iKyBaNbHUIM 3aKNa4 3 MeANYHUM NepcoHanom cnig, obrosopuTu uini,
AKUX CNif, AOCATTU, @ TAKOXK BU3HAYUTU MJaH, AKUIA A03BOINTb NaLLiEHTOBI 6e3NeYHOo i 3py4YHO NOBEPHYTUCA
popomy. MNig yac nnaHyBaHHA BUMUCKK BMU, NEPCOHAs NiKyBasbHOMO 3aKi1ady Ta KOMaHAa NepBUHHOIO
MeANYHOro AOTNsAAY NOBUHHI BU3HAYUTM BianoBiaHi uini. B oay»kaHHi Big xBopobu Ta 36eperkeHHi
dYHKUiOHaNbHMX 34i6HOCTEN TaKOXK MOXKe gonomorTu pisnyHa Tepanis i eprotepania, nocayru foroneaa,
ncuxocoujiasibHa NiATPUMKA Ta nasiamueHuli 0021a0.
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PO3A4I1N 10

SHEBOJ/ZIKOBAJIbHI 3ACObBMU

3Hebo1toBabHI 3aC06M MOXKYTb BUKOPMCTOBYBATUCSA MiZ, Yac niaHOBOI onepadii abo 3 iHwux
NPUYKMH, HaNpPUKIa4, NPy BBeAEHHI HOBMX NiIKAaPCbKMX 3aC06iB.

HuyKue HaBeaeHO peKomeHAauii gNA BignoBiaaNbHOI MegUYHOI KOMaHAM:

¢ KoHcynbTauia Kapaionora — TiIbKU AKLWO & TOCTiHUI MOHITOPWHT PiBHA BYI/IEKMCNOTO
BiZLOMO NPO HanaBHY Npobiemy i3 cepuem. rasy i KUCHIO B KPOBi HE3aNEXHO Bifg,

meToay 3HeboNeHHA.
¢ [oBHe 0bCTeXKEeHHA Nepes 3aCTOCYyBaHHAM

6yab-siKkoro 3Heb6ot0BaNbHOIO 3acoby. ¢ [lepenbayeHHs iHWNX MOXKANBUX NOTPED,

BoHO morKe BKAKOYATU AOCNIAXKEHHA Mig, TaKUX AK BUKOPUCTAHHA HEiIHBA3UBHOI

4Yac CHY Ta KOHCYAbTaLlito gieTonora. BEHTMAALIT Ta iHWMX pecnipaToOpHMX
3axofis

¢ OuiHka TpyaHoLwiB npwm iHTyb6au;i, Wwo

MOXYTb OYTM BUKNMKaHI HaBeAEeHUMM ¢ MMicna onepauii moxe 3HapobuTucA

HUXKYe YNHHMKAMMU BMKOPWUCTAHHA NiKapCcbKuMx 3acobis ann
3HebOoNEeHHsA

e CKyTicTb Wwenenu

e (ObmexxeHa pyXAMUBICTb LWKI

* [Mpobnemu 3 NO3NLOHYBaHHAM 3HebontoBaNnbHI 3aCO06UN MOXKYTb

¢ Po3rnag MoXKNMBOCTI 3aCTOCYBAHHA BMKROPUCTOBYBATUCA NIA Hac

MiCLLeBOro 3He6oNeHHA; AK NPaBUo, NaaHOBOI onepatii abo 3 iHWmnxX
BMKOPWCTaHHA 3He6ON0BaNbHMX 3ac0biB NPWYMH, HaNPUKNaZ, NP BBEAEHHI

CbaKTVI‘-IHO BUK/INKAE I'Ip06!'|eMM. HOBUX niKapCbKMX 3acobis.
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Ha MOMeHT HanMCcaHHA HAayKOBUX
cTaTten npenapat Spinraza® 6ys
nepwnm i EGUHNUM NOTEHLIMHO
AOCTYMHUM NiKapCbKMM 3acobom
Ana nikysaHHA CMA, wo

moandikye nepebir xsopobu.

PO34iNn 11

ETUHHI MIPKYBAHHA |
MOXK/TUNBOCTI BUBOPY

3ACTOCYBAHHA HOBUX BUAIB
NIKYBAHHA CMA

Ha MOMEeHT HanMcaHHA HayKOBUX cTaTel npenapart Spinraza® bys nepwum i EAMHUM NOTEHLINHO
JOCTYMHUM JliKapCbKMM 3acobom ans nikyBaHHA CMA, wo moandikye nepebir xsopobu.

Mpenapart Spinraza® BBoAnUTbLCA be3nocepeaHbo
Yy CMUHHOMO3Ko8y piduHy (CMP), saika UMPKYNIOE
Yy CMMHHOMY | T0OIOBHOMY MO3KY; 3aBAAKN LLbOMY

npenapat Spinraza® 6e3nocepeaHbO AOCArae
TiEI YaCTUHW LEeHTPasibHOT HEPBOBOI CUCTEMMU,
Lo ypaxeHa CMA. Jlikapi oTpumytTb AOCTYN
no CMP 3a fonomoroto N1tombanbHOT NyHKL,
nig, Yac AKoi B NONepeKoBin AiNsHLUi CNNHK

roJ/IKa BBOAMTbLCA Y MPOCTIP MiXK KICTKAMM, 3 AKUX

CKNafaeTbes xpebeT (xpebyi). Ans BU3HAYEHHSA
ONTMMA/IbHOTO MicALA BBEAEHHA rONKKU NiKapi
MOXYTb BUKOPUCTATU peHmaeHozpamy. fAK
npaBMaO, NPM BUKOHAHHI L€l npoueaypu
BMKOPUCTOBYETLCA MicLleBe 3HEOONEHHS,

TaKe Ak 3Heboro8anbHUll Kpem, NpoTe iHoAj
BMHMKAE HEOOXiAHICTb 3ara/ibHOroO HapPKO3Y.
Cno4yaTKy BUAANAETbCA HEBE/INMKA KiNbKICTb
CMP, nicnsa yoro NpoTArom OAHIEI-TPbOX XBUJTNH
BBOAMTLCA Npenapart Spinraza®.

AKLWO MeanyHa KomaHaa i nauieHT abo oro
3aKOHHMI NpeaCcTaBHUK NOroguMAnCh, WO

npenapat Spinraza® € 4OCTYNHMM i BiANOBIAHUM

METOAOM JliKyBaHHS, MeAuyHili KoMmaHAai cnig
peTenbHO CN/IaHYBAaTN BBEAEHHA Npenapary

TaKMM YMHOM, W06 BTPyYaHHA b6yno 6esnedyHnm

i BpaxoByBano ¢isMUYHUI PO3BUTOK MaLLiEHTA.
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3rigHo 3i CTaHAapTamm

NiKYBaHHS, MeAUYHIN KOMaHA,,
AKa 0OroBOPIOE 3 NALLiEHTOM

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

€ AKni1 BUKOPUCTOBYBATU METOL,
ymnpoueaypy 3HeboNeHHA

AKi NoTPiOHI paaionoriyHi
AocnigxeHHA(Hanpuknaa,
PEHTreH)

AKi npobnemum moxke
BMKIMKATK onepalia Ha XpeoTi

abo ckonios (ame. po3ain 4,

«OpToneamyHa Tepanisn»)

Y UubOoMy KepiBHULTBI HEOAHOPA30BO
3ragy€eTbCa, WO KoXKeH nauieHT 3i CMA €

YHiIKanbHUM, TaK CAMO K KOXKHa cim’a Ta

ii 3KUTTEBI 06CTAaBUHU. 3a3BMYAN iICHYIOTb
Pi3HI MOXAWBOCTI A0OrNAAY i NiKyBaHHSA,

AKi NPUCTOCOBYIOTLCA 40 iHAMBIAYANbHUX
ocobnmsocTelt. Tomy HaA3BMYANHO BaXKAMBO,
o6 3 MOMEHTY NOCTAHOBKM AjiarHo3sy
npeacTaBHMKM MegMYHOI KOMaHaM BiAKPUTO
obroBoptoBain BCi acneKkTu gornaay. Y npoueci
TaKoro obroBOpeHHA cAif po3rnagaTu BCi
MOK/IMBI BapiaHTW NiKyBaHHA 1 gornaay, a
TAKOX NOTEHLiMHI PU3MKKN N NepeBarm KOXHOro
3 HMX. OBroBOpPEHHSA CNig BECTM 3 4OPOCANUMM
ocobamu 3i CMA abo Bamu AK baTbkamu/
niknyBasnbHUKamm gutnHu 3i CMA, a Takox

i3 Camoto ANUTMHOIO, AKLLO Lie A03BONAE 1i BiK.
Bam cnig 6e3 BaraHb NOYMHATM OBroBOPEHHSA
B OYAb-SKUIA MOMEHT i CTaBUTK BCi 3aNUTaHHA
npo 6yab-aki acnektn gornaay. Nam’atante,
LLLO 3aBXKAM MOXKHA nepernaHyTm byab-aki
pilleHHA, 0COBANBO AKLLO 3MIHIOETLCA CTaH
nauieHTa. [leski 3 umx obrosopeHb byae
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NOYMHATU KNiHIYHWI NepcoHan. BoHM MOXyTb
BK/IIOYATK AOCUTb CKNAAHI TeMU, HAaNnpUKnaa,
AKO byae npaBu/bHa peakLis Ha HeBiaKNaaHi
CUTYyaUii, WO NOTEHLMHO 3arpoXKytoTb XKUTTIO,
HanpWKNag, yCKNagHeHHA ANXaHHA.

Xo4a nowyk metoais nikyBaHHA CMA TpuBag,
i MOXXYTb 3’ABUTUCA HOBI BUAM Tepanii,

LLLO 3aMPOMOHYIOTb ICTOTHE MOKPALLEHHA,
npioputeTom ans BCix nauieHTis 3i CMA
3a/IMLLAETLCA NIATPUMKA HANIEXKHOT AKOCTI
XKUTTA | HalePEKTUBHILLMIA MOKANBUIA
KOHTPO/Ib CUMNTOMIB.

Mwu cnogiBaemocs, Lo BU 3HAWLLIN B LLbOMY
KepiBHULTBI KOPUCHY iHDOPMaLLitO, AKY MOXKeTe
06roBOPUTH 3 MEAMUUYHOI KOMAHAOH0.

Mam’aTaliTe, WO iCHYIOTb CreLjiani3oBaHi
3aKnaam 3 NikyBaHHA HEMPOM A30BUX PO31a4iB
i BignoBigHi daxiBLyi, a TAKOX rpynu NiATPMMKM
M 3aXMCTY NpaB NALLiEHTIB, HE TOBOPAYN BXKe
Npo BalLIMX POAMYIB | APY3iB, AKI MOXYTb
A0NOMOITH BaM.
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AONOMOITN BaM.

KOPUCHI PECYPCH
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Mam’aTalTe, WO iCHYIOTb cneLiani3oBaHi 3aknagu 3
NiKyBaHHA HeMpom’'A30BMX po3s1aaiB i BignosigHi ¢axisLi,
A TAKOX rpynu NiATPUMKN M 3aXUCTY NPaB NMaLEHTIB, He
roBOPAYM BXKe MPO BalLUUX POAUYIB | APY3iB, AKI MOXYTb

OPTAHI3AULIT, AKI
NIATOTYBANWU LLE
KEPIBHULTBO

@ Spinal Muscular Atrophy UK
www.smauk.org.uk

¢ Cure SMA
WWWw.curesma.org

¢ SMA Europe
WWW.sma-europe.eu

¢ Muscular Dystrophy UK
www.musculardystrophyuk.org

¢ TREAT-NMD Alliance
www.treat-nmd.org

OPTAHI3ALIT B YKPATHI

¢ bBnaroaiiHuit PoHp,
Liti 3i cniHanbHOlO M’A30BOIO aTpodicto
https://csma.org.ua/

O0OOATOK 1

HaBeaeHi HMMKUYe cXemm MOSICHIOKTb IMOBIPHICTb YcnaaKyBaHHA auTMHO CMA B pisHMX cim’ax gaa
KOYXHOI BariTHOCTi. 3BEepHITb yBary, WO iMOBIpHICTb ycnaaKkyBaHHA CMA 418 Y0N0BIKiB i XKIHOK €
O/IHAKOBOO; CTaTb AiTeN i 6AaTbKIB Ha CxemMi BKasaHa 3 i1t0CTPaTUBHOK METOI0.

2 3poposux leHa = BiacytHictb CMA
B 2 NowkopgskeHmx feHa = CMA
I 13p0posuit fen + 1 MowKoaKeHwit feH = Hocilt

ciM’Aa 1.

ObunaBa 6aTbKKU € HOCIAMMU.

Hociv Hocii
[nA KOXKHOI BariTHOCTI iMOBIPHICTb € TaKol0: D )
0 (1in 4) piTet oTpMatoTb 06MABI NOLKOAMKEHI
konii reHa SMIN1 i matumytb CMA
50% (1in2) airer
0 (1in 2) piTelt oTPMMatOTb OAHY NOLIKOAKEHY
Konito Ta o4Hy 3g0poBy Konito reHa SMIN1 i 6yayTb D D [ J
HociAMM
0 (1in 4) piTet oTpmatoTb ABi 340P0BI KoMl
reHa SMN1 i He 6yayTb Hociamu Ta He MaTUMYTb CMA  3,5008m5  Hociii Hociit CMA
25% N 50% 4 25%

2 3poposux leHa = BigcyTHicte CMA

C | M ! ﬂ 2 . B 2 NowkopskeHnx leHa = CMA
OauH 3 6aTbKis € Hociem, iHWKM He mae CMA i He € I 13p0posuii len + 1 Mowkopenwii few = Hociid
Hociem Hociwn He Hocin
L[NA KOXKHOI BariTHOCTI iIMOBIpHICTb € TaKolo:
Socy . . . .

0(1in 2) piTelt oTpMmatoTb ABi 340POBI Konil
reHa SMIN1 i He matumyTb CMA Ta He 6yayTb HOciAMMU
50% (1in2) aiter

0(1in 2) piTelit oTpMMatOTb OAHY NOLIKOAMKEHY
Konito Ta ogHy 340poBy Konito reHa SMN1 i 6yayTb
HoCiAMM

3p0poBuii - 3g0poBuia Hocin Hocin
25% 25% N oo’
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[ 2 3poposux leHa = BigcyTHicts CMA
B 2 NowkoaxeHunx leHa = CMA
[ 13p0posuii leH + 1 MowKoakeHnit feH = Hoci

Hocin He Hocin

cim’a 3.
Y oaHoro 3 6atbkiB € CMA; y apyroro 3 6atbkiB Hemae CMA
i BIH He € HOCieM.

[nAa KOXKHOI BariTHOCTI iMOBIPHICTb € TaKOHO:

100% (4 in 4) piTelt oTPMMatOTb OAHY NOLIKOAMKEHY
Konmito Ta ogHy 3a0poBy Konito reHa SMIN1 i 6yayTb Hociamum

Hocm Hocm Hocm Hocin

100%

[ 2 3poposux leHa = BigcyTHicte CMA
B 2 NowkopskeHnx leHa = CMA
[ 13p0posuii leH + 1 MowwKoakeHnit feH = Hoci

ciM’A 4.

Y oaHoro 3 6atbkiB € CMA; apyruin 3 6aTbKiB € HOCIEM.
Hocii  XBopuit Ha CMA

Lna KOXHOI BariTHOCTI IMOBIPHICTb € TaKOO:

50% (1in 2) piTelit oTpMatoTb ABi NOWKOAXKEHI Konil
reHa SMN1 i matumytb CMA

50% (1in 2) piTet oTpuMatoTb OA4HY NOLIKOAMKEHY KOMito [ )
Ta o4Hy 340poBy Konito reHa SMIN1 | 6yayTb Hociamu

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

CMma

cCiM’qa 5. C

O6uaa 6aTbkK xBpi Ha CMA.
[ ] [

cma
\\ 100% //

[na KOXKHOI BariTHOCTI iIMOBIPHICTb € TAaKOO:

100% (4 in 4) piTelt oTpMMatoTb ABi NOWKOAMKEHI Konil
reHa SMIN1 i matumytb CMA
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rMOCAPIN

BiPAP (nBopiBHEBWUIA NO3UTUBHUMN TUCK Y
ANXaNbHUX LWNAXaAX) 03HAYAE NPUCTPIN gna
NiATPUMKN AUXAHHS, KU NOCTaYaE ABa PiBHi
TUCKY NOBITPA Yepe3 MacKy 4114 Hoca abo ans
Hoca i poTa. lig yac BanxaHHA anapat BiPAP
3abe3nevye BULWMIN TUCK, WOO A03BOANTH
3p0bUTU rINBLINIA BAMX, NICAA YOro TUCK NAAaAE,
Wo6 AONOMOrTU BUKOHATU BUAMX.

CPAP (NOCTiAiHNI NO3UTUBHWNI TUCK Y ANXANbHUX
WNAXax) — ue TMN BEHTUAALIT Yepes3 MacKy, Lo
3abe3neyyeTbcA crnewiasibHO CNPOEKTOBaHUM
anapaTtom HeiHBa3WBHOI BEHTUAAL,T, BigOMUM
AK CPAP. BiH 3ab6e3neyye NocTiiHUIA NpUnNane
noBiTpA, Wo6 A4ONOMOrTU NALEHTY ANXATH.

DEXA (nBoxeHepreTMyHa pPeHTreHiBCbKa
abcopbuiemeTpin) — Le 06CTEKEHHA 3
BUKOPUCTAHHAM C1abKOro peHTreHiBCbKoro
OMNPOMIHEHHA, AKe A03BONAE BUSHAUYNTH
BMICT Ka/bLiit0 Ta iHLWIMX MiHEpaniB y NeBHin
OiNAHLI KiCTKOBOT TKaHUHW. Mpn BUKOPUCTAHHI
anapaTty DEXA nauieHT 3a3BMYail NeXUTb Ha
TOPWU30HTa/NbHI NOBEPXHI, TOAj AK CKaHep
NPOXOAMTb HaZ HUXKHBLOK AiNAHKOI CMUHU

" KynblwoBMmM cyrnobamu. Pesynbratm
obcTexeHHa DEXA nosHayvatoTbea «T-6basiom»,
AKUI BKa3yeE, UM € y NaLLiEHTa ocTeoneHia abo
0CTeonopos.

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

Ampoagpis M’a3o0ea ampodgpia — ue perpagauin
abo BTpaTa M’s130B01 TKaHWHU. Mpn CMA aTpodito
BUKNAMKAE AereHepaLia HepBOBUX KNITUH,
BIAOMMX AK MOTOHENPOHM.

AymocomHo-peyecusHuli TN ycnaaKyBaHHA
03HA4a€E Nepesayy ABOX NOLKOAMKEHMUX
KOMii reHa, no oAHii Bif, KOXKHOro 3 6aTbKiB.

KokeH 3 6aTbKiB 0cObM 3 ayTOCOMHO-
peLecnMBHMM 3aXBOPHOBAHHAM € HOCIEM OAHIET
Konii MyTOBaHOrO reHa, NpoTe 3a3BuMYamn
03HAKM M CUMNTOMM 3aXBOPIOBAHHA Y HUX HE
NpoABAATLCA. TaKi 6aTbKM BigOMI K «HOCIi».

bioncia m’a3ie — ue He3HayHa XipypriyHa
npoueaypa, Wo NoNAra€ y B3ATTi HEBEJINKOIo
3pa3Ka M’A30BOI TKAHWMHW A1A NePEBIPKU B
nabopartopii. K npaBuno, ua npoueaypa
BMKOHYETLCA Nif MicLLeBUM 3HEBONEHHAM.
3pa30K MOXHa BUKOPUCTATK 415 AONOMOTM B
NOCTAHOBL, AiarHo3y.

bigpochoHamu — uge rpyna npenaparis, WO
3a3BMYall NPU3HAYAIOTLCA ANA CNOBIIbHEHHS
BTPATU LWiNbHOCTI KICTOK LUAAXOM rasibMyBaHHA
KNITUH (OocTeoKnacTiB), AKi BiANoBiAaloTh 3a
po3LWenieHHA KICTKOBOT TKAHUHMW.

Bucokuii apmepianbHuli muck abo ecinepmeH3sis
— Lie TMCK Ha piBHi 140/90 mm pT.cT. abo BULLe.
MepLlie Yncno — e CUCTONIYHUIN TUCK, TOBTO
CUNIa, 3 AKOIO CepLLe Kauya€e KPOB MO OpraHiamy.
[pyre uncno — ue AiaCToNiYHUIN TUCK, AKUI
NMO3HaYya€ onip KPOBOHOCHUX CYANH A0
KpoBOTOKY. O61ABa NOKa3HUKMN BUMIPIOIOTHCA Y
MinimeTpax pTYTHOro CTOBMYMKA (MM pPT. CT.)

BioeopeHmezeHozpadgpiyHe 00cnioieHHAa PpyHKYiT
KoemaHHA abo mogundikoBaHe peHTreHoNorivHe
[OCNIAKEHHS KOBTAHHA 3 BUKOPUCTAHHAM
bapieBoi cycneHsii — ue peHTreHorpagiyHe
OOCNIAXKEHHA B PEXMMI peasibHOro 4acy, Wwo
NPOBOAUTLCA ANA PETENbHOIO CNOCTEPEXKEHHA 33
NPOLLeCOM KOBTaHHA. BOHO [03BONIAE BU3HAUMUTH,
4YM NOTPIGHO BBOAUTU AKI-Hebyab npoueaypu ans
6e3neyHoro CnoXMBaHHA ixKi.

Facmpoe3ogpazeanvHuli peghnrokc

BifOYyBaETbCA Y BUNAAKY, KOM M'A3, LLLO

3’eAHYE cTpaBoXig, (TPYOKY A1A KOBTaHHA ixKi) 3i
LWJIYHKOM BiZlKPUMBAETLCA MMMOBI/IbHO abo He
3aKPUBAETLCA HANEXHUM YNHOM, Yepes Lo BMICT
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WAYHKa (ixa/ pianHa) niginmaeTbea y cTpasoxia,

Lle AaBULLE TaKOXK BiZLOME AK KUCNOTHNI pedatoKc
abo KMCNOTHA perypritawis, OCKiNbKM LUAYHKOBUM
CiK, SIKMIA € KUCAUM, NigiAMaETbCA pa3om i3 ixketo i
BUKIMKAE BiaYyTTA NeYiHHA.

Facmpocmomia abo 2acmpocmomivyHa

mpy6bKa — uge rHy4Kuin 30H4, SNA roayBaHHSA,

LLLO BCTAHOB/OETLCA Yepes XipypriyHMM OTBIp Y
LUSTYHKY, KM NPOXOAUTb Yepes CTiHKY YepeBHOI
NMOPOXKHUHM | AO03BONAE Be3nocepeaHbO BBOAUTH
AOCTATHIO KiNbKiCTb NOXUBHUX peY0oBUH. Lia
npoLeaypa TaKoX BiAOMa AK YepesLKipHa
€HA0CKOIMiIYHaA racTpoCcToMis.

e — ue ocHoBHa ¢i3nMyHa oaMHULA
cnaakosocTi. leHn nepenatoTbeA Big 6aTbKIB

0o aiten i cknagatotbea 3 AHK, Aka mictutb
iHbopmaLito, HeobXigHy AN BU3HAYEHHSA
cneumndpivHNX XapaKTepPUCTUK NogMHN. [eAKi reHun
BMKOHYOTb PO/b iIHCTPYKLIM ANA «KOoAYyBaHHA»
6inkis. Bci ntoam matoTb No ABi Konii KoXKHOro
reHa, ycnaaKoBaHi N0 O4HOMY BiJ, KOXHOrO 3
6aTbKiB.

leH suxcusaHHA momoHelipoHie 1 (SMIN1)
MICTUTb iHCTPYKLIT ANA yTBOPEHHA binka
BUMKMBAHHA MOTOHelpoHiB (SMN). binok SMN
30cepeayKeHnn y CMIMHHOMY MO3KyY, NpoTe

MOro MoXHa 3HalTU Yy BCbOMY OpraHiami. BiH
HeobXxiaHWM ana 3abesneyeHHs GyHKLiIOHYBaHHA
crewianizaoBaHUX HEPBOBUX K/ITUH, BiAOMUX AK
MOTOHENPOHMN.

l'eH suxcusaHHA momoHelipoHie 2 (SMIN2),

abo «3anacHMM» reH MICTUTb IHCTPYKLiT AnA
YTBOPEHHA 6iflKa BUKMBAHHA MOTOHEMPOHIB
(SMN). Binok SMN 30cepeaeHuit y CiMHHOMY
MO3KY, MPOTe MOro MoX¥Ha 3HaNTU Y BCbOMY
opraHi3mi. BiH icToTHUI gns 3a6e3neyeHHn
dYHKUiIOHYBAHHA crnewiani3soBaHNUX HEPBOBUX
KNITUH, BIZOMWUX AK MOTOHEMPOHM. X04a Ha OCHOBI
reHa SMIN2 yTBOPHOETLCA AEKiNbKA Pi3HUX BEPCIil
6inka SMN, TifIbKM 04Ha € NOBHOPO3MipHOO Ta
[0CTaTHbO PYHKLUiOHaNbHOLO, WO6 NiaTPUMyBaTH

creuianizoBaHi HEPBOBI KNITUHMU.

FinoeeHmunayia — ue cTaH, Npu skomy ocoba
He 34aTHa 3p06MTM A0CTaTHbO BENINKUI BAUX,
W06 3aMiHUTWN BYINEKUCINIA ra3 HA KUCEHD,
LLLO MPU3BOAMUTL A0 HU3bKOTO PiBHA KMUCHIO Ta
NiaBMLLLEHHA PiBHA BYITEKUC/IONO rasy B KPOBI.

Inikoniponam, 1Wo NoCTavya€eTbCA y Gopmi
iHranATopa, iHoAI NPONUCYETLCA ANA NiKYBAHHA
HAZMIPHOrO C/IMHOBUANEHHS.

fopmoH — uge XimivyHa pevyoBMHa, WO
BMPOBNAETHCA OPraHi3MOM, KA KOHTPOJIHOE Ta
peryato€e aKTUBHICTb OKPEMMX KNITUH Ta OpraHis.

Aucepazia — ue TpyaHoui abo anckomdopT npu
KOBTaAHHI pignHu, iXi abo camHu. IHoaji yepes
Ancoarito NaLieEHTM He OTPUMYIOTb AOCTAaTHIO
KiNbKiCTb Kanopil i pignHu.

AHK [le30kcnpnboHyKneiHoBa Kncnota — Le
MOIEKYNA, KA MICTUTb FeHETUYHI IHCTPYKL,ii AnAa
nobyaoBu BCiX BiAOMUX Ha CbOroAHi opraHiamis.
OHK 4yacTo nopiBHIOETLCA i3 KPECNEHHAMM,
peuentom abo KoAOM, OCKiNbKM BOHA MICTUTb
BKa3iBKM, NOTPiOHI ANA CTBOPEHHA IHLWINX
KOMMOHEHTIB KNITUHU, TaKUX AK BiNKu.

AocnidnceHHa nid yac cHy — ue dikcauina
AKTUBHOCTI OpraHiamy nig 4Yac CHY; MOXYTb
3anunCcyBaTMUCA TaKi NOKA3HMKM, AK YacToTa
CepLieBMX CKOPOYEHb, YacTOTa AUXaHHA | piBeHb
KUCHIO B KPOBI.

3HebonrosanvHUll Kpem — Le pisHoBUA,
MicueBOro 3Heb0IEHHSA, WO 3aCTOCOBYETLCA Ha
3/10POBIM HEYLLIKOAMEHIN WKipi AN 3anobiraHHA
601b0BUM BigYyTTAM Nepen NneBHUMMU
npoueaypamun, TaKUMK SIK BBEAEHHA FONIKU. Kpem
A€ WAAXOM TMMYacoBOro 3HeboeHHA WKipK Ta
CYCigHIX AinAHOK Tina.

Indekc macu mina (IMT) — ue cniBBigHOWEHHA
Mi¥ MaCOLO Tina i 3poCToMm, AKe gonomarae
OLiHUTW }KUPOBY Macy Ti/ia 32 4OMNOMOroH
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maTemaTuyHoi GopMynn: maca Tinay Kr,
noineHa Ha KBagpar 3pocty, y meTtpax (IMT = kr/
M2).

IHmpamekanbHe 8sedeHHA — Le cnocib
BBEAEHHA NIKapCbKOro 3acoby Wnsaxom iH’ekuii
Yy CMMHHOMO3KOBUI KaHas, WO A03BOJIAE NiKamM
[0CATTU CMMHHOMO3KOBOI pPignHN.

IHmyb6ayia — uge ycTaHOBKa FHYYKOI N1acTUKOBOI
TPybKK B AMXanbHe ropso (Tpaxeto) ans
BMKOHAHHSA QYHKLT ANXaNbHOrO WAAXY i
MOX/IMBOTO BBEAEHHA AEAKUX NIKAPCbKUX
3acobis.

Inomepania pocniBHO 03HaYa€E «JliKyBaHHA

33 l0NOMOroto KoHen». Lle TepaneBTUYHe I
peabiniTauiiHe NiKyBaHHSA 3 METOI MOKPALLLEHHSA
KoOpAMHaLii, NoYyTTs piBHOBArM i cMau.

Kemoayudo3 abo diabemuyHuli Kemoayuoo3s
BMHMKAE Y pasi, KON OPraHiam noymHae

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

KemoHu — uge pevyoBuHU, AKi BUpobAAoTbCA B
neviHuji nig vac poswenneHHa (metaboniamy)
KUPOBUX KITUH.

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

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

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

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

Jlikap moxKe BMKOHATK aHani3 Ha BMmicT KOK y
KPOBI, LLLO MOXe A0MNOMOrTM MOMYy NOCTAaBUTU
AiarHos.

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

JlenmuH — Ue rOPMOH, WO BUPObAAETLCA
YKMPOBOI TKAHWHOIO (AKa 36epirae eHeprito y
bopMi XKMpiB, @ TAKOXK aMOPTU3YE Ta 3aXULLAE
OpraHism), i BUKOHYE NeBHY PyHKL0 B
peryntoBaHHi anetTuTy. AK NnpaBuio, 36inblueHHA
06cAry *KMpoBOi TKAHWHM NPU3BOAUTL 40
NiABULLEHHA KOHLLEHTPaL,ii 1enTUHY Ta
3MeHLeHHA anetuTy. [poTe geaki Aran meHLw
YYTAMBI 40 LUbOrOo i He BiAYYyBaKOTb 3MEHLUEHHA
aneTuTy.

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

MomoHelipoHu po3TalloOBaHi Y CMTMHHOMY MO3KY
Ta HafeXaTb A0 YaCTUHU FOJIOBHOTO MO3KY,
NOEAHAHOI 3i CMUHHMM MO3KOM. MOTOHENPOHM
nepenartoTb CUFHANAN Bifg, rONOBHOIO i CIMHHOTO
MO3KY, L0 HAaKa3yTb CKENETHUM M'A3am
CKOpOo4yBaTUCb — Lie 3abe3neyye pyx Tina.

Mymauyia — ue nocTiHa 3MiHa NOCNIA0BHOCTI
OHK y reHi, wo moxke nepegasatmca HaCTYNHUM
NOKONIHHAM. MyTaLii MOXYTb BUHMKATK Yepes
nomuakn KonitoBaHHa AHK nig yac ginerHHs
KNITUH.

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

HazozacmpansHa iHmybayis — Le ycTaHOBKa
TPYOKM B LWAYHOK Yepes Hic i ropno ana
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NoCTa4yaHHA JOCTAaTHbOro 06CAry NOXKMBHUX
PEeYOBWUH (XKKMpiB, ByrneBoAis, binkKiB, BiTaMiHiB i
MiHepanis).

Ha3zoeroHanbHa iHmybayia — Le yCTaHOBKa
TPYOKM B TOHKUIM KULLEYHUK Yepes Hic, ropo i
LWINYHOK A5 NOCTa4aHHA AOCTaTHbOro obeary
NOX¥MBHUX PEYOBUH (KUpiB, Byrnesoais, bi/Kis,
BiTamiHiB i miHepanis).

HebynizoeaHi 6poHxodunamamopu — ue
Pi3HOBWA NiKiB, WO BBOAMTLCA Y BUMNALI iIMAN,
AKa BAMXAETbCA B SIereHi Ta NONErwye AUXaHHA
3aBAAKM PO3C/1abneHHo M'A3iB y NereHsx Ta
PO3LUMPEHHIO ANXaNbHUX WAAXiB (BpOHXiB).

HeiHea3usHa eeHmMuaayia — ue NiaTPUMKa
AVXaNbHUX LWAAXIB Yepe3 MacKy Ansa Hoca abo
061mnyus.

Hocii — ocobu 3i cnafiKoBMM 3aXBOPHOBAHHAM,
LLIO Mepefa€ETbca ayTOCOMHO-PeLecuBHUM

abo X-noB’A3aHNUM peLLeCcMBHUM LUNAXOM, AKi
MaIOTb MNOLIKOAXKEHY KOMIto | 340PpOBY KOMito
NOLIKOAMKEHOTO reHa. AK NpaBu/Io, 3aBAAKM
3[10POBIN KoNii reHa CUMNTOMM Y HOCIIB He
CNOCTepiratoTbcA, NPOTe BOHWM MOXKYTb Nepeaatu
3aXBOPHOBAHHA CBOIM AiTAM.

Opme3 — ue cneuiasibHO BUTOTOBNEHWUI
NPUCTPIN, AKUIA NPUNALLTOBYETLCS A0 KiHLiIBOK
abo xpebTa A/1a 3HepyxomieHHs abo, HaBMakKu,
CNpUAHHA pyxauBsocTi. [lo opTesiB HanexaTtb
LUMHK, KOPCETU, OPTE3N FOMIIKOBOCTOMHOIO
cyrnoba Ta KoNiHO-rOMIJIKOBOCTOMHI OpTe3M.

Opme3ucm — ue Nikap, AKUN NPONLLOB
crnewiasibHe HaBYaHHA 3 NPONUCYBAHHA,
BMIOTOB/IEHHA Ta 06CNyrosyBaHHA opTesiB.

OcmeoneHifi — Ue 3MeHLEeHHA MiHepanbHOI
LWiNbHOCTI KICTOK HMXX4Ye HOPMMU, AKe €

He HaCTIZIbKN HU3bKUM, LWOO BBaXKaTUCA
0CTEONOPO30M (MEeAUYHUI CTaH, MPU AKOMY
KICTKM CTAOTb KPUXKUMU | NaMKUMU Yepes BTpaTy
KiCTKOBOT TKaHWHMK). JliKapi BU3HaYatoTb HAABHICTb

ocTeoneHii abo ocTeonopo3y 3a 4ONOMOrow
pocnigxeHHa DEXA .

ManiamusHuii 002180 — Ue MiXANCUMUNAIHAPHUIA
niaxig oo cnewjianisoBaHOro Megmn4yHoro

0Ornaay, MeTa AKoro — 3MeHLWKUTU CTYNiHb
TAMKKOCTi 3aXBOPOBAHHA abo cnoBiNbHUTK

noro nporpecyBaHHs. ManiaTUBHUI Aornag He
3abe3nevye BUIiIKOBYBaHHA BiZ, xBopobu. BiH
NOKAMKAHMIM NOKPALLMTU AKICTb KUTTA NaLiEHTa

i yneHis Moro cim’i 3aBAAKM NONETEHHIO
CUMMTOMIB i 3MEHLUEHHIO CTPecy.

lnaH HesidOKnadHoi meduyHoi donomozu — ue
IHCTPYMEHT, AKMIM NOKPaLLYE KOMYHiKaLLito y pasi
HeBigKNaAHOT MegMYHOT CUTyaLii. BiH gonomarae
NiKapAM i NaLi€eHTam CNifIbHO NPUIMATK PiLLEHHS
3aBASKM 0BroBOPEHHIO | TMCbMOBI diKcauii
3aX0AiB, WO MAlOTb BXMBATUCA MESUYHUMMU
npauiBHMKaMK y pasi nepeabadyBaHmnx
HeBiAKNAAHUX cUTyauiin. CTBOpPEHHA NAaHy MOXe
BMMaraTm NpoBeAeHHA AEKINbKOX 3yCTpiYen

33 y4acCTi NpeaCTaBHUKIB Pi3HMX MeANYHUX
crneuianbHOCTEN.

Mpobiomuku — ue XuBi bakTepii i rpNbKK, WO
NO3UTMBHO BM/INBAIOTb HA CAMONOYYTTA 3aBAAKM
nokpaLeHHto 6anaHcy abo GyHKLIOHYBAHHA
KMLWWKOBUX baKTepilt. BoHM micTaTtbea y
NPUPOAHMX NPOAYKTaX XxapyyBaHHA abo y
XapyoBMX AoAATKaX (MorypTn, Tabnetku, Kancyam
i cawe).

PenmeaeHo2paghia LO3BONAE OTPUMATH
300parkeHHs BHYTPILLIHbOI YaCTUHM OpraHiamy

32 4OMNOMOrOH OMNPOMIHEHHSA, BiZOMOrO K
€NeKTPOMArHiTHI XxBuJi. Pi3Hi TKAHWHWK Tina
NOMMHALOTL Pi3HUIM 06CAT ONPOMIHEHHS, TOMY Ha
306parkeHHiI KiCTKM BUINAAa0Tb 6innmm, Togi Ak
M’AKi TKAHUHMU, TaKi AK }KUP, BUMALAIOTb CipUMu.
JNlereHi BUrNA[at0Tb HOPHMMM Yepes HAABHICTb
NoBiTPA, AKE NOMMMHAE HAMMEHLW NI obcar
ONPOMIHEHHS.
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CkenemmHa 3pinicme abo «Kicmkosuli 8ik»
NO3HAYaE BiK CKENETHOI CUCTEMM ANUTUHMU, L0
BiAPI3HAETLCA Bif, XPOHOMOMYHOIO BiKY AUTUHMN.
Po3mip i popma KicTOK 3MiHIOHOTbCA pa3om i3
POCTOM AUTUHMW; CKeNIeTHA 3PiNiCTb OLLIHIOETLCA
Ha OCHOBI peHTreHorpamu A0JIoHi i 3an’AcTKa.

CKonio3 — e BUKpUBAEHHA xpebTa ybiK.

CnuHHomo3Koea piduHa (CMP) — ue npo3opa
PiANHA, AKA OTOYYE CMUHHUM | FTONOBHWUIA MO3OK.
BoHa BUMKOHYE QYHKLIO pigKoro amopTtusartopa
Ana xpebTta. BoHa TaKOX NepeHOoCUTb NPOAYKTU
po3naay, XiMiYHi pe4OBUHW N aHTUTINA Big,
FOIOBHOTO MO3KY i TKAHWH CMIMHHOIO MO3KY Y
KPOBOTIK.

Cnipomempis [03BONAE OLHUTHU
GYHKLIOHYBAHHA NereHb WAAXOM BUMIPHOBAHHA
obcAry nosiTpA, AKMA BOHU MOXKYTb BOUXHYTU.

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

TopakanbHo-nOM60-cakpansvHuli opme3s
(TLSO) — ue *KoOpCTKMIN HETHYUYKMI KOPCET, LLLO
OXOMNJIKOE BCIO CMUHY (rpyaHMIA, NONEepeKoBUiA i
KpU»KOBUI Biadinm). BiH BUKOPUCTOBYETbCA AN1A
3abe3neyeHHA CTPYKTYPHOI NiATPUMKM xpebTa.

Tpaxeocmomisa — e XxipypriyHa npoueaypa 3i
CTBOPEHHA OTBOPY Yepes LWNI0 B AMUXANbHOMY
ropni ana Toro, wob BcTaBuTK TPyOKY, AKa
[,03BO/INTb NONETWUTU AUXAHHA NALEHTA.
TpaxeocTtomisa morke B6yTH TMMYacoBot abo
NOCTIHOLO.

depmeHm — uge BinokK, AKNIN NPUCKOPIOE
WBMAKICTb XiMIYHOI peaKLii B OpraHiami.

Xpebuyi — ue 33 KiCTKK, 3 AKUX CKNafa€ETbCA
xpeberT.

Xpomocoma — Le OpraHi3oBaHUIM «nakeT»
AHK, Wwo mictutbca B A4PI KOXKHOI KNITUHKU. Y
KOXHili KNiTUHI N10ACBKOrO OpraHi3amy MicTUTbCS

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

Llykposuli diabem, yacTiwe BigOMUIM AK
«AiabeT», NO3HaYa€E rpyny 3axBOPOBaHb,

NPU AKUX Y KPOBi CNOCTEPIraeTbCcA BUCOKNM
piBEHb LyKpY NPOTArOM TPUBAJIOrO Yacy.
[iabeT BUHMKAE, KON OpraHiam BUpobase
HeAO0CTaTHbO iHCYAiHY, 200 KO/ KNITUHMN
HeaAeKBaTHO pearyoTb Ha AOCTYNHUIN iHCYANIH.
IHCYNiH — Le ropMOH, WO BUPOBAAETLCA Y
NiALWAYHKOBIM 3a103i, AKa PEry/oe KiNbKicTb
/IIOKO3M B KPOBI.

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

Yepe3wkKipHa npoba — ue HeiHBa3MBHaA
npoweaypa 3 BUKOPUCTAHHAM
eN1eKTPOMEXaHIYHNX CEHCOPIB, PO3TaLLOBAHUX
Ha NOBEPXHi LWKipW, AKi 403BONAIOTbL NiKapaAM
NOCTIMHO KOHTPO/OBATU PiBEHb BYINIEKMUC/IONO
rasy (CO2) sk noKa3HMKa 3a10BiNIbHOrO
OVXaHHA.

LLinyHKOBO-KUWKOBUU MpaKm — Le cuctema
OpraHis, 40 CKNaay AKOI BXOAUTb POTOBA
NOPOXKHUHA, CTPABOXiA, WAYHOK, TOHKUN
KMLIEYHUK, TOBCTUMN KMLLIEYHUK i NpAMa
KMLwKa. CnoxuTta Hamu ixka 0b6pobnaeTbes y
LUNYHKOBO-KMLLKOBOMY TPAKTI A1A BUAINEHHA
M NOTNMHAHHA eHeprii, NOXWUBHUX PEYOBWH i
BOAM, TOAi AK BigX0AM BUOANAOTLCA Y BUMNALI
Ka/soBMX mac.

KepiBHnuTtBO A0 MiXHapoaHUX cTaHgapTiB nikysaHHAa CMA Big 2017 p.

NOAAKWN

Mu gaKyeMo BCiMm, XTO AONOMaraBs CTBOPUTU Lie KepPiBHULITBO, AiNMBCA KOPUCHUMMU
KOMEHTapAMM i1 3ayBaXKeHHAMM, a TaKOX [,03B0/IMB BUKOPUCTATU CBOI ¢poTorpadii:

Batbkam-uneHam ®oHay «[ith 3i cniHanbHO M’A30B0O10 aTpodieton
EkcnepTam, Wo npauoBanm Hag TEKCTOM:
Cepriv Tiona Ta CsitnaHa Tiona

AHppin WaTtinno
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