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Po3Aaini1

BCTYI

Lle KepiBHULTBO NpUCBAYEHE CTaHAAPTAM
NiKyBaHHSA HaMnowmpeHiwoi popmu criHasibHOI
m’a3oBoi atpodii (CMA), Bigomoi Ak 5g-CMA
(aus. po3ain 2, «feHeTUKa i AiarHOCTMKa»).
BOHO nNpu3sHayeHe gna [Opocaux i Moaoaux
noaen, xsopmx Ha 5g-CMA, a TakoXK gna
6aTbKiB i NikNyBanbHUKIB giteit 3 5g-CMA.
MeTa KepiBHMUTBA — HaAaTu iHpopmaLiito
NpPO MOM/MBE NiKYBaHHSA, WO6 nauieHTn Ta
TXHi 6aTbKM i NiIKNYBaNbHUKN MOT/IN aKTUBHO
06roBoprOBaTN 3 MEAUYHUMM NPALLIBHUKAMM
MOLYK HalKpaLmMX WAAXiB KOHTpOAtO nepebiry
XBOPOO6M, B TOMY YMC/i HAABHI BapiaHTH
NiIKYBaHHSA 1 MOX/MBOCTI BUbOpY.

IHbOopMmaLifa i nopaan He HagalTbCA ANA TOro,
Wo6 3aMiHMUTM NOCAYIM MegUUYHUX NPALIBHUKIB
i NikyBanbHUX 3aKnagis. JJopocamm ocobam

3i CMA cnig obrosoptoBatv 3 MegUYHMMU
npauiBHWKaMU BCi NUTaHHA, NoB A3aHi 3i
340p0B M. CXOXKMM YMHOM, BaTbKam abo
NiKAyBaJibHUKaM CNiA pO3rnagaTu 3 Nikapamu
BCi NMTAHHA, WO CTOCYHOTbCA CTaHy 340P0B’A
OVTUHU, 3a1y4atoum B 06roBOpeHHs AUTUHY,
AKLWO ii BiK 4,03BOSE Lie 3p06uTn.

[ouinbHO MaTu 3 cO600 NPUMIPHUK LLbOTO
KepiBHMLTBA KOXKHOMO pasy, Koiv Bam nNoTpibHa
[0MOMOra Y1 KOHCYNIbTaLia MeguyHUX
npauiBHKUKIB, He 3HaioMmux 3i CMA. AKLwo

Le KepiBHULTBO YNTAaE MO04a NOAMHA, i
BAPTO YMTATM MOMO 3 KUMOCb, XTO 06i3HAHUM i3
LMM 3aXBOPHOBAHHAM, HaNpuKIaL, 3 MaMoK
YW TaTOM, MiKAyBa/NbHUKOM ab0 MeaNYHUM
npauiBHUKOM.

Lo Take CMA?

CniHanbHa m’a3oBa atpogia (CMA) — ue

iAKiCHe reHeTUYHe cnagKoBse Helipom’a3oBe
A A

3axBOploBaHHA. BOHO BUK/IMKAE NPOrpecuBHy
cnabkKictb m’A3iB | BTpaTy MOXXAMBOCTI pyxaTuca
yepes BUCHAXXeHHA (aTpodito) m’azis. Lie moxe
BMJIMHYTU Ha 34aTHICTb NOB3aTU i XOAUTH,
[MNXaTH | KOBTATU, @ TAKOXK PyXaTu pyKamm,
KUCTAMM, FO/IOBOIO i LUMEID. ICHYIOTb pPi3Hi popmu
CMA i LUIMpPOKMi4 fiana3oH CTyneHiB TAXKKOCTI
3aXBOPIOBAHHA Y AiTel, monoaux noge i
popocnunx. binbw nowupeHi popmu CMA Bigomi
AK «5¢g-CMA» i 4acTo onNUCyIOTbCA AK NeBHUN
«tun» CMA (auB. «fIK KOPUCTYBATUCA LLUM

KepiBHULTBOMY).
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lpyna po3pobHUKIB BpaxoByBana
TOM ¢aKT, Wwo 3abe3neyeHicTb
Pi3HMX KpaiHax pecypcamm
HeogHaKoBa, TOMYy CTBOpUAA
pekomeHaaLLii Ha OCHOBI
MiHIMaNbHOrO PiBHA AOrNAAY 1
NiATPMMKM, WO BCi ocobu 3i CMA
NOBUHHI OTPUMATU HE3ANIEXKHO Bif,

TOro, Ae BOHU XNBYTb

AKUMU € CTAHOAPTHU

NIKYBAHHA CMA?

MixKHapogHWN KOMITET, 4,0 CKNaAy AKOro
BXOANNM MeAMYHi npauiBHUKK Ta daxiBu,i

i3 po60TK 3 NauieHTamu, po3pobus
pekomeHAaL,ii 3 KOHTpoto nepebiry
3aXBOPIOBAHHA Ta NIiKyBaHHA AiTen, Moioaux
nogeit i popocnunx 3i CMA . PekomeHgau,ii
6ynu onybnikoBaHi ana cimei y 2007 poui sk
«MixkHapoaHi ctaHgapTh nikyBaHHA CMA»?,
BiaToai 3’aBnnoca genani binblie ceigyeHb
npo Te, Wo nauieHTn 3i CMA Ta ixHi cim’i
MOXYTb OYiKYBaTW BULLOI AKOCTI XKUTTA, HiXK
6yna MOXK/MBa B MUHY/IOMY, NepPEBaXKHO
3aBAAKM PO3BUTKY MeAUUMHMU 1 NOABI HOBUX
MOX/INBOCTEM NiKyBaHHA.

CTanio 04eBMAHUM, LLLO OPUTIHANbHI
CTAHAAPTU BXKe HaJIEXKHUM YNHOM He
Bif06paXKam NoKpalleHb Ta 3MiH y nigxoaax

[10 NiKyBaHHA 1 KOHTpo/o nepebiry xsopobu.

OcKiNlbKM KOHTpOb nepebiry CMA moxe
BMMAraTu AOCBIAY | 3HAaHb PI3HOMAHITHUX
¢daxisuis, y 2016 poui B poboTy Hag,
OHOBJ/IEHHAIM CTAHZAPTIB 6YAKN 3any4yeHi

26 eKcnepTiB i NpeaCcTaBHUKIB MaLLIEHTIB

3 AeB’ATM KpaiH2. MpoTArom uboro yacy
nepwmnin npenapart 4na nikyeaHHA CMA,
Spinraza® (iHoai BigomuiA nig, mirkHapogHo
HenaTeHTOBAHOK Ha3BOK — HYCiHepCeH),

6yB cxBaneHuin y CLLA. Xoya ue cTtano
3HAYHMM LOCATHEHHAM, TaKi NnpenapaTn He
NPOMOHYTb MOBHOTO OAYXAHHA | MOBUHHI
3aCTOCOBYBATUCA OAHOYACHO 3 ONTUMAJIbHOO
NiATPMMYBA/IbHOIO Tepanieto Ta KOHTPOAEM
nepebiry xsopobu. 3 ornagy Ha Le noTpeba

B OHOBJIEHHI KepPiBHMLTBA CTa/a We
HaraabHiLWO.

He3anexHo Big TOro,

Y OTPUMYE XTOCb
MeANKaMEHTO3HE NliKyBaHHA,
HaNeXHa NiagTPUMyBabHA
Tepania — B TOMY YuUcAhi

KOHTPO/Ib CUMNTOMATUKN
pa3om i3 3abe3nevyeHHAM
NCUXONOTIYHOro M coLlia/IbHOTO
nobpobyTy — € 0OCHOBOO
ANA AOCATHEHHA HaWKpaLWLoi
MOXNNBOI AKOCTI KUTTA.
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Ekcneptn 6ynn noainexi Ha pobodi rpynu

3rigHo 3i cBOEO chepoto crneuianisauii. Y mexax
cneuianizauii 3aBAaHHA ekcrnepTiB NOAArano

B MOLUYKY OCTaHHIX HAYKOBUX AaHMX Ta AYMOK
cnewianicTiB 3 yCbOro CBiTYy W040 HallKpaLLoro
NiKyBaHHSA Ta KOHTPOAO nepebiry xeopobu. BoHu
nepernagany Haykosi nybnikauii Ta 3sepTanuca
Nno AYyMKY 6araTbox iHLWX Mi*KHaPOAHUX
eKcnepris.

YYacHUKK rpynu BU3HAU, WO iCHYE OOMeEKeHa
KiNIbKiCTb AOCAIAKEHb, NPUCBAYEHNX AOPOC/TUM
nauieHtam 3i CMA, 3a3Havatoum BogHoOYac, Wo
Ynmano obroBopeHb i peKOMeHAAL,iN CTOCYHOTbCA
ONTUMaA/IbHOI NiATPMMYBA/IbHOI Tepanii Ak ana
AiTen, TaKk i Ana gopocamnx. KNyoBMM YUHHUKOM
AN BUSHAYEHHSA HAaMONTUMA/IbHILLIOrO BTPYYaHHS
1 Tepanii 6yB «pYHKLIOHA/IbHMIA CTATYC» ANTUHMU,
MO10401 NH0ANHM a0 A0POCNOro — YM MOTAN
BOHM cUAiTH, ctoaTn abo xoantu, yn CMA
BMN/INBANA Ha IXHE ANXaHHA, AKi iHLWI NOBCAKAEHHI
CNpaBy BOHM MO BUKOHYBATU. 3 ornaay

Ha Le 3anponoHOBaHi CTaHAAPTU NiKyBaHHSA
CTOCYOTbCA BCiX BIKOBUX rpyn.

BoaHouac ekcrnepTn NOrognuancb, Wo cig,
30cepegmTn Noganblli 3yCUANA HAa BUBYEHHI
Bnaney CMA i3 NIMHOM }UTTA NHOAMHM Ta
Bi4MOBIAHOI NiATPMMYBA/IbHOI Tepanii 4OPOCANX
naujienTiB. Y 6aratbox KpaiHax naaHyTbCA

abo BKe peanizoBytOTbCA iHILIATMBM, WO
CMPUATUMYTb BUBYEHHIO LMX MUTAHD,
NPOKAaAaoUYM WAAX ANA PO3POOKN MaibyTHIX
CTaHAapPTIB NiKyBaHHA. [pyna po3pobHuKiB
BpaxoByBa/ia Toi $aKT, Lo 3abe3neyeHictb
Pi3HUX KpaiHax pecypcamun Heo4HAKOBa, TOMY
CTBOpPMIA peKoMeHAaLlii Ha OCHOBI MiHIMaNbHOTO
piBHA gornagy i NiaTPUMKWM, Lo BCi ocobu 3i
CMA nNOBMHHI OTPMMATKU He3aNeXHOo Big Toro, e
BOHM }KUBYTb.

Y nuctonagi 2017 poky, nicna nposeaeHmx
3ycTpiyeit i obroBopeHb, 6yno onybaikoBaHo ABi
HaYKOBi CTaTTi 3 OHOBNEHUM KepiBHULTBOM>,
CTaTTi 6ynM HanucaHi AnAa MeaAnYHUX NPaLiBHUKIB

i MICTUAM YNAMANO CKNAgHUX MeANYHUX TEPMIHIB
i AeTanbHOI iHpopMaLi, AKO MeaNKN MOXKYTb
KOPUCTYBATUCA Nif, Yac WOAEHHOro Aoraay 3a
ocobamu 3i CMA.

HayKosi cTatTi, onybnikoBaHi B 2017 poui

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

YactuHa 1: PekomeHaau,ii woao
AiarHocTyBaHHA, peabinitaLii, opToneanyHoi

Tepanii Ta NiKyBaZbHOIO XapyyBaHHA

e [liarHOCTYBaHHSA i KOHTPO/b Nepebiry
cniHanbHOI M’A30B0I aTpodii: YacTuHa 2:
lNynbMoHOANOriYHE NiKYBAHHA | iIHTEHCUBHA
Tepanis; NikapcbKi 3acobu, 4oaaTKM Ta
iMyHi3aLif; iHWi cMcTemun opraHis, eTUYHi

NMUTAHHA




Acouiauia TREAT-NMD po3pobuna

Le KepiBHULTBO CMiZIbHO 3 HMU3KOHD
MiXXHApPOAHWMX rPyn 3aXMCTy NPaB NaLieHTIB
Ta rpyn NigTPUMKM ans 3abesneyvyeHHs
6inbLWOT 4OCTYNHOCTI OHOBAEHUX
CTaHAapTiB.

Spinal Muscular Atrophy UK
www.smauk.org.uk

Cure SMA
WWW.curesma.org

SMA Europe
WWWw.Sma-europe.eu

Muscular Dystrophy UK
www.musculardystrophyuk.org

TREAT-NMD Alliance
www.treat-nmd.org

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

Mw foKnaganm BCiX MOXKANBUX 3yCUb,
o6 AKomora NPocTille NOSCHUTM B TEKCTI
MeANYHi TEPMiHN.

BM3HAYeHHA cniB, BUAINEHUX Kypcusom,
NOAAETLCA B rocapii.

TOYHICTb JaHMX, BUKNAAEHUX Y LLbOMY
KepiBHULTBI, NepeBipnan megunyHi gaxisui,
Lo 6ynn aBTOpamm HayKoOBUX CTaTel,
onybnikoBaHux y anctonaai 2017 p.

TOYHICTb AaHUX, BUKNAAEHUX Y
LbOMY KepiBHULTBI, NnepeBipnau
MeANnYHi ¢paxisLi, wo bynu
aBTOPaMM HAaYKOBUX CTaTeN,
onybnikoBaHux y amctonaai 2017 p.




AK KOPUCTYBATUCDL UUM
KEPIBHULUTBOM

KepiBHMUTBO CKNafa€eTbCA 3 AEKINbKOX PO3A4iNiB, KOXKEH 3 AKUX NPUCBAYEHO OKPEMOMY acneKToBi
KOHTponto nepebiry CMA. Y KOXXHOMY pO3Ai/i 3a3HAYAETbCA, AK | KONU CNif BUKOHYBATH OLiHKY 3a
BigNOBiAHMM acneKToM, i AKi € MOXKNUBOCTI NIiKyBaHHA. Y KOXKHOMY po34ini, K NnpaBMN0, BKa3aHO
pi3Hi pekomeHAaLii Ta MOXUBOCTI AO0rNAA[Y M KOHTpOO nepebiry 3anexHo Big cTaaiit ¢pisnuHoro
po3BuUTKy abo Tuny CMA, Ak onucaHo HuxK4ye. Ockinbku CMA no-pisHOMYy BN/IMBAa€ Ha KOXHY
ocoby, He Bci BapiaHTK 4ili 6yayTb cToCyBaTUCA KOXHOrO NaulieHTa.

HaitinowwupeHiwa ¢opma CMA wnpoko sBigoma AK «5q-CMA» i HepiagKo onucyeTbca abo
Knacu@PikyeTbCA 3aN€XKHO Big, BiKy, KON NOYANIUCA CMMNTOMM, Ta AOCATHYTOI CcTagii pismuHoro
PO3BUTKY.

Tabnuua 1. KnidiuHa Knacudikauia CMA (Tabnauuto agantoBaHo 3a ny6nikauieto RS Finkel et al,
2017, p.597)

Tun CMA 3BMYANHMIA BiK MOYATKY Bnaue cnabkocti m’asis
S Ha 3paTHICTb cuaitn / xoguTn
Tun 1 MeHwe 6 micauis He morke camocTitHO cmaitv abo
nepexko4vyBaTUCA
Tun 2 Big 7 po 18 micauis MosKe cnaitTv, ane He Moxe

CaMOCTIHO X0AUTH

Tun 3a Big 18 go 36 micauis MorKe xoanTun, NpoTe 3 YHaCOM iCHYE
iMOBIPHICTb BTPATUTU L0 34aTHICTb

Tun 3b Big 3 po 18 pokis MosKe xoouTh, NPOTE 3 YAaCOM iCHYE
iIMOBIPHICTb BTPATUTU L0 34aTHICTb
Twn 4 binbwe 18 pokis He3HayHi TpyaHOLL 3 XO4IHHAM

(moTopuKoto)

BaxknmMBo nam’sTaTi, WO He iCHYE YiTKMX PO3MEXKYBaNbHUX NiHIN, AKi BigAinaTb AuTadi popmu
CMA opaHa Bif o4HOI, a TakoX Wwo Bname 5q-CMA cyTTeBO Bigpi3HAETbCA cepen, pi3HUX ocib, y
TOMY YNCAi cepes, XBOpUX Ha gopocny dopmy. Kpim TOro, OCKiNIbKM AeAKi NaLLiEHTI BXKE OTPUMYIOTb
MeANKaMEHTO3HE NiKYyBaHHA, BiAMIHHOCTI y BN/IMBI XBOPOOU MOXKYTb BYTH Liie iCTOTHIlWMMK. Tomy
nig vyac po3rnsay NikyBaHHA Ta KOHTPOIO nepebiry XxBopobu BaXK/IMBO BPaxOBYBaTU HE Ti/IbKU
KNiHiYHY Knacuodikauito CMA, ane 11 cTagito ¢isM4HOro po3BuTKy, AKOI AOCATHYB NaLEHT. BoHM
MOXYTb 36iratncs abo BiApi3HATUCA Big HaBeAeHUX Y Tabauui BuLe.
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Y UbOMY KepiBHULTBI BUKOPUCTOBYHOTLCA
y3aranbHOBa/bHi TEPMIiHUM, 3aBAAKN AKUM
NpOoCTile BU3HAYUTU, AKI peKoMmeHaauii
LLLOA0 KOHTpOO nepebiry i gornaay
CTOCYHOTbCA KOXKHOI rpynu Aitel i gopocamx.

Y KepiBHMUTBI TAaKOX MOXe 3ragyBaTucs
TMn CMA, BKasaHui y Tabauui 1, abo CMA
«3 paHHiM no4yaTKkom». Lle o3Havae nosasy
CMMMNTOMIB Y BiLli 4O LWEeCTU MicALiB; AK
NpPaBuUIO, NALLIEHTH i3 KPAHHIM NOYATKOM»
3aXBOPIOBAHHA € HecnaaYnMU. «[1i3Hil
no4yatok» CMA o3Ha4a€e NnosaBy CUMMNTOMIB
nicna AOCATHEHHA WEeCTUMICAYHOTO BiKY; AK
NpPaBMO, A0 NALIEHTIB i3 Mi3HIM NOYaTKOM
3aXBOPOBAHHA HanexaTb i cmaavi, i xogAadi
NayieHTW.

Ob6rosoptotoun KoOHTpob Nepebiry CMA i3
MeaAnKaMM, AOLIIbHO 3annUTaTH iX, 3 AKUM
pOo34inom KepiBHULTBA ANA CiMen Bam CAif,
O3HanoMUTUCA.



PO3AIN 2

FTEEHETUKA TA
OIATHOCTUKA

N'EH SMN1

Y 6inbwocTi ntoaen € ABi Konii 2eHa suxcusaHHA momoHelipoHie 1 (SMN1)— no oaHomy
BiZ, KOXKHOrOo 3 6aTbkiB. Lli reHM mictaTb iHpopmauito, HeobxiaHy ana yTBopeHHA binka
SMN, AKMI NiIATPUMYE HUXKHI MOMOHeUPOHU Yy CTMHHOMY MO3KY B 340Pp0BOMY CTaHi. Mpwu
3axBoptoBaHHi Ha 5g-CMA B 060x Konisix reHa SMN1 HaaBHi noMKAKK, abo MmyTalii, Yepes
AKi OpraHiam He 34aTHWUI yTBOPOBATM HEOOXiaHUM omy 6inok SMN. be3 HbOro HUXKHI
MOMOHelipOHU NOLWKOAKYIOTbCA, WO 0OMEXKYE IXHIO 34aTHICTb NPOBOAUTU ENEeKTPUYHI
CUIHaAM Big, MO3KY A0 M’A3iB, Ha fAKi nowmnproeTbes Bnans CMA. Lle BUKAMKae cnabkictb
M’A3iB, O MOXKe NOPYLUNTU 34aTHICTb PYXaTUCA, AUXATH | KOBTATH.

len SMIN1 micTUTbCA Ha N’ATIN XPOMOCOMI, y AiNAHLi, NO3HAYEHIN NAaTUHCBKOIO NiITEPOtO
«Q», TOMY OCHOBHi pi3HoBMAM CMA 4acTo HasmBatoTb «50-CMAY».

F'EH SMN2 Tabnuua 2.

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

OAMH reH. Lie 2eH susxueaHHa momoHelipoHie2 noB’A3aHa 3 KOXHUM Tunom CMA.
(SMN2), iHogi BiZoMUI AK «pe3epBHUI FeH»
CMA. MpoTe y 6inbLwilt YacTuHi 6inka SMN,

o BupobnsieTbca reHom SMN2, 6pakye
KNHOYOBUX CTPYKTYPHUX €IEMEHTIB, AKi 3a3BUYall
yTBOptOtOTLCA reHom SMIN1. He3BaxKatoum Ha Te,
wo reH SMN2 morKe yTBOPUTU MEBHY KiNbKiCTb
Aitoyoro 6inka SMN, BiH He MOXe NOBHICTIO
KOMMEHCYBaTW NOLWKoAxKeHMN eeH SMIN1 y
naujienTis 3i CMA. Kinbkictb kKonin SMN2 y
Pi3HUX Ntogen HeoAHAKOBA i MOXKe MICTUTUCA B

KinbKictb Koniii SMIN2 ,

HOCIAMM AKKUX € BinblicTb
nauieHTis 3i CMA

Aianas3oHi Big, HyNA 40 BOCbMU. binblua KinbKicTb
konin SMN2 3a3BMYait NOB’sI3aHa 3 MEHLL
TAXKMMU cumnTomamm CMA.

Y tabnnui 2 npeacTtaBneHO TUMNOBY OYiKyBaHy
KinbKicTb Konin SMN2, nos’A3aHy 3 KOXKHUM feH SMIN1 MicTUTbCS Ha
Tunom CMA. MpoTe TOYHMIN NPOTrHO3 CTyMeHs
TAXKKOCTi CMA Ha OCHOBI nMLe KiAbKOCTI KonNii
SMN2 cTBOPUTU HEMOXKAMBO. IMOBIPHO, L&
3a/71€}KUTb Bifl, iIHLWIMX reHeTUYHNX PaKToPIB,

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

n’ATiA XPOMOCOMI, Yy AinAHLI,
NMo3Ha4YeHil TAaTUHCbKOLO

NiTepoto «g», TOMY OCHOBHi

pisHoBnan CMA yacto
Ha3umBatoTb «5g-CMAY.

KepiBHnuTBO A0 MiKHapoaHuUXx cTaHAapTiB nikyBaHHAa CMA Big 2017 p.
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AKLWO0 BaC WiKaBUTb AgeTasbHila
iHpopmauia npo Te, AK
ycnagkoByeTtbca CMA, o3HaromTecb
i3 «JopaTtkom 1».

By TakoXX moxKeTte nepeinTtu o
po3ainy «KopucHi pecypcu», B
AKOMY nepeniyeHo opraHisauii
NiATPMMKM NaLi€HTIB, WO
NPayIoTb Y Pi3HUX KpaiHaX CBITy.

AK YCMNAAKOBYETbCA 5qg-CMA

59-CMA nepefa€eTbcs AiTaM Big, 6aTbKiB
yepes nolKkoaxeHi reHn SMN1. 3a3Bmyuan
CNOCTEPIraETLCA AyMoCoOMHO-peyecusHuli
TMN ycnaaKyBaHHA. Lle o3Hayae nepeaayy
3aXBOPIOBAHHA Big 6aTbKiB 40 AiTen yepes
nowkogeHi eeHu SMN1. Hnxkue ue
NOACHIOETLCA AeTaNbHille::

Y ocib, AKi ycnagKkoByoTb ABi
noLwKoaXeHi Konii reHa SMIN1
(mo oAHil Bif, KOXKHOrO 3 6aTbKIB),
po3sBuBaeTbca CMA.

Ocobu, AKi ycnafKoBytoTb O4HY

NOLUKOAKEHY KOMIto i 0gHY
3g0poB.y Konito reHa SMN1 (no

O/HiN BiA, KOXKHOTO 3 6aTbKiB),

€ Hociamu CMA. MNpnbansHo 13
40 oci6 € Hociem CMA; y Hociie
He BUHMKae CMA un byab-aKnx
CUMNTOMIB LbOro 3aXBOPIOBAHHA.

Y ocib, AKi ycnagKkoByoTb ABi
3pgoposi Konii reHa SMIN1 (no
O/IHiN BiA, KOXKHOTOo 3 6aTbKiB)
He BUHMKae CMA, i BOHU He €
HOCIAMU.

Xoya 6inbLuicTb NALEHTIB yCNaaKoBYOTb
CMA Bin, o60x 6aTtbkiB, npnbansHoy 2 %
ocib mymayis € HOBOLO, WO HalkiMOBipHile
BUHWKAE Yepe3 nomunnky B AHK
ANLEKNITUHM YM CnepmaTo30ia, 3 AKUX

ix 6yno 3auato. Lei npouec Bigomnin ak
mymauyis de novo.

Barknuneo, Wwo6 yneHu cim’i posyminm
pe3ynbTaTh FreHeTUYHOro aHanily, Ha
OCHOBI siKoro 6yno giarHoctoBaHo CMA.
KoHcynbTau,ii 3 reHeTUYHUX NUTaHb MaE
NpPoBOAUTU MeAUYHWNI NPALiBHUK i3
BigNoBiAHOW NigrotosKoto. BiH BigNOBICTb
Ha BCi 3aNMTaHHA, WO MOXYTb BUHUKHYTU
Y UNEeHiB ciMm’i NPO reHeTUYHi acnekTn
AiarHosy, i HagacTb iHpopmauito npo
MOXNMBI BapiaHTM AiM Woa0 marbyTHix
BariTHOCTEMN.

AKLLO BacC LiKaBUTb AeTasbHilwa
iHbOpMaLia Npo reHeTMKy i Npo Te, AK
ycnagKkosyetbca CMA, nepeiaitb Ao
CTOPIHKM MPO yCNagKyBaHHA, AKY MU
Ao4anun Ao uboro posainy (ams. «doaaTtok
1»). BM TaKOXX MOXKeTe NepenTn Ao posainy
«KopuCHI pecypcu», B AKOMY NnepeniyeHo
opraHisau,ii NigTPUMKM NALEHTIB, WO
NPaLLoTh Y PiI3HUX KpaiHax CBITY.
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CUMNOTOMMU

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

Mpu CMA T1ny 1 (HecmaAdi NnauieHTH) i3 paHHIM
NMOYATKOM 3aXBOPIOBAHHA, O XapaKTepm3yeTbCA
6inbl TAXKKMM nepebirom, 6aTbKiIB i
NiKNyBaNbHMKIB 3a3BMYan Typbye MaaBicTb
(cnabkuit m’sa30BKIA TOHYC) Ta Npobiemu 3
OOCATHEHHAM CTaAin Gi3MYHOro po3BUTKY Y
HemoBAATU. CNabKnin M’A30BMI TOHYC CUIbHILLE
BM/IMBAE HA M’A3UN HIr ANTUHMN, HiXK Ha M’'A3K

PYK. TaKOX HepiaKo BUHMKaOTb Npobnemu 3
rofyBaHHAM HEMOBATU Yepes C/1abKi KOBTa/IbHI
M’A31. CXOXMM YMHOM, Yepe3 cnabki guxasnbHi
M’A3K y AiTel YacTo BUHUKAOTb TPYAHOLL 3
OVNXaHHAM.

Y piteit 3i CMA t1ny 2 (cuaadi nauieHTn),
CTYNiHb TAXKOCTi 3aXBOPIOBAHHA Y AKUX He

TaKa BUCOKa, AK y aiten 3i CMA tmny 1, 03HaKu
cnabKkocTi M’A3iB y HOrax TaKoXK CNoCTepiraTbcA
yacTiwe, HiXK y pyKax. O3HaKM NOLKOAXKEHHA

Bu MmorkeTe 3HaliTK AeTasbHille NOACHEHHSA
cumntomis CMA, BiaBifaBLIM Be6-canTu
opraHisauin nNigTpPUMKM NaLeHTIB, WO

nepenivyeHi B po3aini «KopucHi pecypcmn»

KOBTA/IbHUX | ANXaNbHUX M'A3IB MOXKYTb Y HUX
cnocTepiratuca abo He cnocTepiratTucs.

Y piteit 3i CMA tuny 3 (xogAa4i nauieHT)
TAKOX pajLue CrocTepiratoTbCA CUMATOMMU
CNabKoCTi Hir, Hi*K pyK. OCKiNIbKN KOBTaNbHi

M auxanbHi M'A31 y LUX NALiEHTIB 3a3BMYal
He NOLWKOAKEHI, TPYAHOLLI 3 KOBTAHHAM i
OVXAHHAM Y HUX, AK NPaBUI0, HE BUHUKALOTb.

Y popocaux ocib 3i CMA tuny 4 (xoaaui
naLieHTK), i3 NOYaTKOM 3aXBOPIOBAHHA B
[OpPOC/IOMY Billi, 3a3BMYali CNOYATKY BUHUKAE
anckomoopt Ta (abo) 6inb y m’azax. OckinbKu
KOBTa/IbHi 1 AUXanbHi M'A31 Yy LUUX NALEHTIB
3a3BMYal HE NOLWIKOAMKEHI, TPYAHOLL 3
KOBTAHHAM i ANXAHHAM Y HUX, 34e6inblworo, He
BUHMKAIOTb.

By moxkeTe 3HaNTU fgeTanbHilwe NoACHEHHA
cumntomie CMA, BiaBigaBLim Beb-cantn
opraHi3auin nigTPUMKM NaLLENTIB, WO
nepenivyeHi B po3aini «KopucHi pecypcm»
HaNpPUKIHLi LbOro KepiBHULTBA.
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AKLWO Nikap Nigo3ptoBaTMMeE, WO HAABHI Y

ANTUHM ab0 A0POCIIOro CMMNTOMU MOXKYTh
BKa3yBaTu Ha CMA, BiH OpraHi3ye B3ATTA 3pa3ka
KpOBI Ta BiANPaBWTb MOro Ha aHanNi3 Aeneuji reHa
SMN1. AKWO pe3ynbraTy aHanisy CBIAYUTUMYTD,
o B 0box Konisix reHa SMIN1 € geneuis, byae
nocTaBneHo AiarHos «5q-CMA». Micna uboro
PEKOMEHAYETLCA BCTAHOBUTU KiJIbKiCTb KOMil
SMN?2, OCKiNlbKM Lie MOXKe BYTU KOPUCHUM
MOKA3HWKOM A1 BU3HAYEHHA BNANBY XBOPOOU
B MalbyTHbOMY (MporHo3 nepebiry xsopobu),
O, Y CBOO Yepry, byae opieHTMpPOM Ana
BMOOPY ONTUMANbHOTO A0MAAY N NiKYBaHHS.
Ls iHbopmaLia Takoxk Byae KOPUCHOHD, AKLLO
PO3rAAATMMETBCA MOXKIMBICTb Y4acTi B
KATHIYHMX AOCNIAXKEHHAX 3 BUBYEHHA HOBUX
BM/iB NiKYBaHHSA, OCKiZIbKM 0060B’A3KOBUM
KPUTEPIEM Y4aCTi B HUX HEPIAKO € MeBHA
KiNbKicTb Koniht SMIN2.

AKWO pe3ynbTaTh aHani3y BKa3yBaTUMYTb, WO
NOLWKOAXKEHO TiIbKM 04HY Konito reHa SMIN1,
npoTe CMMNTOMM Hadani byayTb XapaKTepPHUMM
ana CMA, peKOMeHAYETbCA BUKOHATH

FPYHTOBHILLIWMIM aHanNi3 Ha OCHOBI MpOLLeCy,
BiJOMOTrO AK ceKeeHysaHHA 2eHa SMIN1. BiH
[,03BONAE BUABUTU OLMHOYHI, BaXKKOB/OBUMI
MYTaLii reHa, HaABHICTb AKMX NiATBEPAXKYE
niarHo3 «5g-CMA». AKWo HaaBHI 0bunABi
HeywKoaKeHi Koniit SMN1, imoBipHICTb TOTO, WO
CMMNTOMM BUKAMKAHI CMiHa/IbHOIO M’'A30BOtO
atpodieto, € Ay»Ke HM3bKA. [INA BU3HAYEHHSA
[liarHo3y B TaKOMy BMMNaZKy NoTpibHo byae
BMKOHATM iHLLI OOCTEXKEHHS 1M aHani3n.

Ana piarHoctyBaHHA 50-CMA npoBeaeHHA iHLWKnX
0bCTeXKEeHb, TaKMX AK OTPMMAHHA HEBEIMKOTO
3pa3Ka M’A30BOI TKAHWHM XipYPTiYHMUM LLIAXOM
(6ioncia m’asie) i TecTyBaHHA QYHKL,iM

HEpPBOBOI CUCTEMMU, HE BUMAraeTbeA. [poTte

ANA NauUieHTIB 3 Ni3HIM nodaTtkom CMA MOXKyTb
3Ha0bUTUCA NoAanblli OBCTEXKEHHSA, OCKINbKM

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



Y uen MOMEeHT, TaK CaMo AK i B

ManbyTHbOMY, HaA3BMYANHO

O3HAUMOMANEHHSA BaXX/IMBO 3a6e3neunTy
MCUXONOFIYHY Ta EMOLINHY
3 AIATHO3OM

Mpo giarHo3 «CMA» NOBMHEH AenikaTHO
NoBiAOMMUTM NiKap-reHeTuK abo HeBposior
nig 4yac ocobucToi 3ycTpidi. MpoTtarom uiei
nepLuoi 3ycTpiydi cnig 06roBopuTH TaKi
acnekKTu:

NiATPUMKY.

¢ Lo BUKAMKano 3aXBOPHOBAHHA
¢ Ak 3a3BMYalt nporpecye xaopoba

@ AkMm ynHom CMA HanimoBipHiwe BRMHE
Ha BalWy ANTUHY abo Ha Bac (AKLWO BU —
aopocna ocoba 3i CMA), i kUi Le matume
BM/IMB Ha Cim’to

@ AKi MOXKNMBI BapiaHTM NiKyBaHHA (AKLWO
BOHM €)

@ O6roBopeHHA BigNoBiAHMX MeToAiB
KOHTPO/II0O CUMNTOMATUKM Y e MOMEHT,
TaK caMo fAK i B ManbyTHbOMY, Haa3BUYAMHO
Ba)K/IMBO 3a6e3neynTy NCUXoNO0riYyHy Ta
€MOLiINHY NiATPUMKY.

Nikap, AKMI cTaBUTb AiarHO3, TAKOX NOBUHEH
NoBiAOMMTM NPO HbOFO CIMENHOMY NliKapto

i MicueBMM meanpauiBHUKaM, a TAKOX
NPOKOHCYNbTYBATH iX WOAO0 NPaBUIbHOIO
KoHTposto nepebiry CMA.
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NIATOTOBKA AOTNAAY | NIATPUMEKM

CMA — e KOMNJIEKCHE 3aXBOPHOBAHHA, ¢ [OuxaHHs (pecnipatopHe NikyBaHHA)
LLLO MO-Pi3HOMY BM/INBAE Ha /Il0AEN.
ONTUMaNbHUIT KOHTPONL Nepebiry ¢ XapuyBaHHsA (racTpoeHTeponoris i gietTonoris)
XBOpPOOM BMMarae cnisnpau,i 6aratbox

o ] ¢ CraH KicToK i m’'sa3iB (opTOneguMyHe NikyBaHHA)
daxisuiB y chepi oxopoHuM 300p0B’s (puc.

1). Yci nauieHTn, y AKX AiarHOCTOBaHO ¢ Peabinitauia ($pisnuHi TepanesTn Ta Nikapi-
CMA, matoTb 6yTK HanpaB/eHi B eproTepanesTy)

cneuianizoBaHy KAiHiKY 3 HEMPOM A30BUX

3aXBOPIOBaHb Ta A0 IHLIMX BiAMNOBIAHMX Cim’am i gopocnmm ocobam 3i CMA Takox cnig,
cneuianictie. 1o HUX MOXYTb HaNeXaTm HaZaTM KOHCYNbTaLii 3 reHETUYHUX NUTAHb.

daxiBLi 3 Taknx chep:

PecnipatopHe
NiKyBaHHA

IHTeHCUBHa
Tepania

Helipom’a3oBi acnekTn

/ peabinitauia
KoopauHaTtop

NauieHT 3i
CMA

OpToneaunyHe VpaskeHHs

iHWKMX OpraHis

NiKyBaHHA

PucyHok 1.
XapuyyBaHHSA, CTaH

LUYHKOBO-KMULIKOBOTO
TPaAKTY i KiCTOK

MixaucumnniHapHUi Niaxia, oo
NiKYBaHHA | TMNW Aornagy, Wo
MOXe OTpMMyBaTK NauieHT 3i CMA
(apanToBaHO Ha ocHOBI Ny6AiKau;i
E. Mercuri et al, 2018, c1.106.)
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Cneuianictm NOBMHHI NpauoBaTh y
MiXKANCUMNNIHAPHIA KOMAHAI | BpaXxoBYBaTH He
TiNIbKM MeanyYHi NoTpebun nauieHTa, ane Takox
6paTi 40 yBaru i1 NoBaxKaTn MOro coLianbHi,
KYAbTYPHI Ta AyXOBHI 3annuTu. MoKaunBo,

00 CKNagy KoMaHau Takox byayTb BXOAUTU
cneuianictv 3 nasiamusHo20 002470y, AKi
NPOMLLAM MiArOTOBKY 3 KOHTPOJIIO CKAaAHUX
cumnTomiB. ManiaTUBHMI AOrNAA YacTo
ACOLLItOETbCS 3 AOMOMOrOK B TEPMiHa/bHIM cTagii
XBOPO6M, NPOTE HA NPAKTUL,i MOrO 3aCTOCYBaHHA
HabaraTto wupLe i Mae Ha MeTi 4ONOMOrTH
NaLiEHTOBI AOCAITU HAJIEXKHOI AKOCTI KUTTA.

daxisLi 3 nasiamusHo20 002440y AONOMaratoTb
nauieHTam NOroAuTM IXHi XUTTEBI UiNi 3
NPU3HAYeHUM BMAOM NiKyBaHHA i HAAAOTb

NiATPUMKY B NOA0NAHHI MOBCAKAEHHMX Npobaem.

IxHto poboTy cnig, po3rnaaaTh AK AOAATKOBI
NOCAYrM A0 iHWUX GOPM MeAMUYHOrOo AOrNAAY.

HeBpaoB3i nicna NnocTaHOBKM AiarHo3y Bam cAig,
0broBOPUTN MOKNBI BapiaHTK gornaay nig yac
BiAKPUTOI KOHCYNbTAL,ii 3 MiXXAMUCUMNAIHAPHOO
MeAM4YHO KoMaHAaow. Taki KOHCYNbTaLil MatoTb
BigbyBaTMcA perynspHo. AprymeHTH 3a i NpoTu
iHTEpPBEHLIMHOIO NiKyBaHHA CNig NOBTOPHO
pPO3rnA[aTH Pa3om 3i 3MiHOK 06CTaBMH, AKLLO
BM ab0 megMyHa KOMaHAa BBaXKaTUMeETE Lie
AOUINbHUM.

PekomeHAayeTbCs, WOO yci 06CcTeKEHHA Ta BI3UTK
KOOpAVHYBAaB OAMH i TOM CaMUii NPeaCTaBHUK
MeaMYHOi KomaHau, nobpe ob6i3HaHUI Woao
MOX/IMBOrO NPOrpecyBaHHA Ta NOTEHUIMHNX
BUKAKKIB CMA. AK npaBunno, Takum PpaxisLem

€ HEBPONOT, AUTAYMI HeBponor abo, y aeAaKknx
KNiHIKax, «kKooOpAMHATOP 3 AOMNALY».

Bam Takox matoTb HaaaTth iHbopmalito, Wo
[03BO/INTb BaM:

@ 3BepHYTUCA A0 rpyn 3aXUCTy NPaB NaLLiEHTIB Ta
iHiLiaTMB 3 MigTPMMKM nayieHTis 3i CMA

¢ OTpmmaTtn JocTyn A0 NepeBipeHux iHTepHeT-
pecypcis, Wwo6 3HalTK b6inbwe iHpopmauii npo
[OrNan, i NikyBaHHA

@ PO3rNsIHYTU MOKIMBICTb YYaCTi Y KNiHIYHUX
OOCNIOXKEHHAX, LLO MOXYTb Bac CTOCyBaTUCA
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PO3AIN 3

Y ubOMy po3A4ini po3rnafatoTbCA MOXKANBI
LWASXN BUKOPUCTaHHA disioTepanii gna
OO0CATHEHHA abo NiATPMMKM NEBHOTO
«PYHKLiOHaNbHOro cTaTycy» MauieHTa, Wo
[03BOJINTb MOMY A0CATTU HANEXHOI AKOCTI
KUTTA. TepMiH «GYHKLIOHANbHUIA CTATyC»
MOe BMKOPUCTOBYBATMCb A5 ONUCY 34aTHOCTI
neBHoOi 0cob6M BUKOHYBATK NOBCAKAEHHY
OiANbHICTb | TaKi 3aBAaHHA, AK CiAaHHA,
KOPUCTYBaHHA Tya/IeTOM, OAsiraHHA, MPUAOM ixKi
abo KopUCTYBaHHA CXO4aMM.

Y nauieHTiB 3i CMA yacTo cnocTepiraetbca
CKYTICTb cyrnobis (KoHmpakmypa), o moxe
BUKNIMKATK Binb Ta 0OMeXKyBaTU PYXIUBICTb.
HalyacTiwe ue NnowmnproeTbCA Ha TaKi AiNAHKK
Tina, AK naedi, NiKTi, 3aN’ACTKK, Nanbli,
KY/1bLLIOBI cyr106U1, KONiHA, FOMIIKOBOCTONMH
cyrnobwu i cronu. KoHmpakmyp Ta iHWnx
HeraTuBHMX BNAKBIB CMA MOX¥Ha YHUKHYTH
3aBAAKM perynsapHin ¢isiotepanii. HesanexkHo
Big ctyneHsa snansy CMA, gitam, monogmnm
noaaM i ;opocaum cnig, 3abesneynTu
NigTPUMKY, KOHCyAbTaLil Ta 061aaHaHHA,
wob aatm im MoXKAUBICTb AKOMOra binble

pobutn ans cebe. AK NpaBuO, iIHANBIAYANbHI
BNPaBu PO3p0bAAIOTb | AEMOHCTPYIOTb Pi3UYHI
TepanesTu i NiKapi-eprotTepanesTn. BoHM TakoXK
Ha4alTb KOHCYAbTalii abo 06i1aaHaHHA i
NPUCTOCYBAHHA A5 NONETLEeHHA NOBCAKAEHHOI
AIANBHOCTI i MOXXNMBOCTI NepecyBaTUCA.

YneHam cim’i i Jopocamm nauieHTam

3a3BMYal AEMOHCTPYIOTb, AK AoNomaraTi npu
PO3TAryBaHHI M BUKOHAHHI BNPaB, a TAaKOX AK
BMKOPUCTOBYBATM 0b6naAHaHHSA, Wob perynapHa
¢disioTepanis cTana HeBiA EMHO YAaCTUHOLO
NMOBCAKAEHHOTIO XUTTA.

Ha nopatok oo po3rnagy pekomeHaauin 3i
CTaHAAPTIB NiKyBaHHSA, MU TaKOX BKAOYUAMU

00 LbOro po3Aainy BU3HayeHy B CTaHAapTax
AVNPEKTMBHY iHbOpPMaLLitO LLLOAO0 TPUBANOCTI
3aCTOCYBaHHA OPTE3iB | YAaCTOTM BUKOHAHHA
po3TAryBaHb. [Mam’aTaiTe, Wo GisnyHn
TepaneBsT abo iHWWI creLianict Moxe
nigroTysaTn AN1A Bac iHAMBIAyanisoBaHWM NaH.



HECUAOAYI NALUIEHTHU

MerTa o¢isioTepanii i peabinitayii Hecnaaumx
NaLi€HTIB — 3MEHLNTN HEraTUBHUI BNAINB
CKYTOCTi cyrnobis, onTMMisyBaTn GpyHKLiOHANbHI
30iO6HOCTI, @ TAKOX AOMOMOITM NaLiEHTam
nepeHocuTn nepebyBaHHA B Pi3HMX
NONOXEHHAX, HANPUKAAA, NeXKaun HA CMUHI,
Ha 6oui, abo cnaaum 3 niaTpmmKotro. Konum
disnyHni TepanesT abo nikap-eprotepanesT
Ha4al0Tb PeKOMeHAALLiT, BOHM TAaKOX MNOBUHHI
Y BiANoBiAHUX cUTyaLisx 3abe3neynTu
KOHCY/IbTAaTUBHY NiATPUMKY | HABUYAHHSA.

¢ Mo3uuioHyBaHHA

Konn Hecnasdi nauieHT nepebysatoTb y
NOJIOXKEHHI NexKayn Ha CNKHi, Ha boui, abo
CMAAYN, 3aCTOCOBYIOTLCA PiI3HOMAHITHI 3ac06m
NiATPUMKWN, TaKi AK BaJIMKK, KNMHONOAOHI
Onopwu, Kpicaa-millKM 3 HANOBHIOBAYEM i
NOAYLUKN.

PekomeHAYETLCA BUKOPUCTOBYBATHU
iHOMBIAYaNi30BaHI cCUCTEMM ANA CUAIHHA | CHY,

a TAKOX eI'IEKTpW-IHi Bi3KM, CMUHKY AKX MOXHa
nepesecTtn B HaxunieHe abo rOPU30OHTa/IbHE
NOIOXKEeHHA.

¢ Po3TAryBaHHA

Baxknuneo, wob yci nauieHTn 3i CMA

OOCATNN MAaKCUMANbHO MOMKAMBOI THYYKOCTI
cyrnobis, wob 3abe3sneuntn abo niaTpumaTn
MOX/IMBICTb CAMOCTIMHOrO GYHKLiOHYBaHHA.
PekomeHAy€eTbCA PO3TAryBaTM M'A3MU, AKI
3a3BMYaAM € CKYTUMM.

MepenivyeHi HUXKYE MOXKAMNBOCTI He €
BiANoBiAHMMMK AN BCix NauieHTiB. Cepes
iHLIOro, MOXAMBI TaKi BapiaHTuH:

Po3TAryBaHHA 3 NiATPMMKOIO — KO/IM XTOCb
[0MNOMarae BUKOHyBaTH pyx. MiHimanbHa
peKoMeHA0BaHa KiNbKiCTb 3aHATb HA TUXAEHDb
— BiZ, TPbOX A0 N'ATK CECIl.

WnHKM — nigTprmytoTb ab0 3HEPYXOM/IOIOTb
KiHLiBKY ab0 xpebeT. LUMHM Ha pyKax MOXKyTb
CNPUATU Y BUKOHAHHI pyXiB i BOgHO4YaC
3abe3neyyBaTu rHyYKicTb cyrnobis. Ans
ePeKTMBHOrO NOKPALLEHHA THYYKOCTI LWNHU
CNliJ, BUKOPUCTOBYBATM NPOTArOM nepioay Big,
60 XBMAWH A0 LiNA0I HOVI.

ETanHe rincyBaHHA — noeTanHe po3mileHHA
KiHLiBOK Yy cepito rincoBMx NOB’A30K Ha
NeBHWUM Yac i3 NOBiINIbHOI KOPEKLLED No3uLLii
i3 KOXXHUM HaCTyMHMM eTanom rincyBaHHA.
Kopcetn — npucTpoi, CXoxKi Ha WKNHK, WO
BUKOPUCTOBYIOTLCA ANA NIATPUMKU YaCTUHU
Tina 3 meToto cTabinizauii Ta CTUMyNtOBaHHA
pyXy. 3aCTOCYyBaHHSA KOPCETIB € ePEKTUBHUM,
AKLLO BUKOPUCTOBYBATM iX LOHANMeEHLe N'ATb
pas3iB Ha TUXKAEHD.

WwniiHi 6aHaai — gonomaratoTb
niATPMMYBaTU ronoBy Ta 3abe3neyvyBaTu
NpaBMAbHE MNONOXKEHHA LN, WO NOAErLwye
OUXaHHA.

®iKkcoBaHi pamu — AONOMIXKHi NpuUcTpoi ana
6e3neyHoi NiATPUMKM NALLIEHTIB Y NONIOXKEHHI
CTOAYN. BOHM MOKYTb 3aCTOCOBYBATUCH

ANA NiATPUMKM abo KopekKLii nocTasu,
3abe3neyeHHA 300POBOro CTaHy KiCTOK
(minepanbHa wjinbHicmb Kicmok, MLLK) i
TpaBaeHHA. Ui gonomixHi npmuctpoi nigxoaatb
He AN1A BCiX, TOMY iX CNif, BUKOPUCTOBYBATH
TiNbKK nicna pekomeHaau,ii ¢isnyHoro
TepanesTa.
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Aeaknum Hecnaauum nauieHTam moxke 6yt cknagHo
BMKOHYBATU BNpaBu i Pi3nUHi pyxu —

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

Ob6nagHaHHA | TEXHONOTIT MOXYTb AONOMOITM B 3ab6e3nedeHHi pyxanBocTi. leakum Hecnaauymm
naLuieHTam MoxKe ByTM CKNagHO BUKOHYBATM BNPABM i Pi3UYHI pyXn — Yy TaKMX BUNALKaAX MOXKYTb
[OMNOMOITU 3aHATTA Y BOAI 32 YMOBM NiATPUMKM FOIOBU Ta HANEXHOro Harnagy. Bu moxete
OTPUMAaTH BiaNOBIAHI KOHCyNbTaUIl Big disnyHoro TepanesTa abo nikapa-eprorepanesTa.

HapnssuyaliHO BaXK1MBO perynspHO BUKOPUCTOBYBATM Pi3HOMAHITHI METOAMKM | NPUCTPOI ans
MaKCUMaNbHOIO NiABULLEHHA AMXaNbHOT PYHKLT Ta YCyHEHHA cekpeuin. PisioTepanis rpyaHoi
KNiTKKM HabyBae ocobanBOi Barun nig 4ac xsopobum abo nepen onepaduicto (ams. Po3ain 6, « AuxaHHS
(pecnipaTopHe i NyNIbMOHO/IOTIYHE NiKyBaHHA))».

XopoLwmrm NPUKNALOM TEXHOOTII, LLLO MOXKe AOMNOMOITM Y CNiZIKYBaHHI Ta NiABULLEHHI
CaMOCTIMHOCTI, € NPUCTPIN CTEXEHHA 3@ pyxaMu ovei. BiH [,03BONSE NALLIEHTY BUKOPUCTOBYBATH
CBill mornag AK cnocib HagaHHA BKa3iBOK Yepe3 KOMM IoTEPHUIM eKpaH.




CUAAYI NALUIEHTHU

OCHOBHMMM 3aBAAHHAMMW ONA CUAAYUX
NaLi€HTIB € 3MEHLUEHHA HEraTUBHOIO
BMN/IMBY CKYTUX Cyrnobis, 36epexkeHHA IXHbOI
FHYYKOCTi Ta 3an0biraHHA BUKPUBAEHHIO
XpebTa (CKoNio3y), a TakoXK 36epekeHHs
Aiana3oHy pyxis, WO AONOMOXKe NigBULLMUTH
CaMOCTIHICTb Y NOBCAKAEHHIN AifNbHOCTI.
®i3nyHMn TepanesT abo Nikap-eprotepanesT
NOBWMHHI HAAATU KOHCYNbTALLi Ta HABYAHHA
3 JOCATHEHHA UMX 3aBAaHb 3@ 4ONOMOroH
HaBeAEHUX HUXKYE METOAMK.

¢ MNo3uuioHyBaHHA

OpTesn — ue 30BHIiLIHI NPUCTPOI, AKi
NiATPMMYIOTb PYKK, HOTM abo xpebeT gns
3anobiraHHA abo cNpUAHHA PYXAMBOCTI NpuU
BMKOHAHHI TakKUX BUAIB AiANbHOCTI, AK CTOAHHA
abo xoaiHHA 3 NiagTPMMKO. IO HUX HanexaTb:

Kopcetn — pekomeHA0BaHi ANA NigTPUMKU

i cTabinisauii xpebTa, a TaKoXK ANA

[0MNOMOrM Y BUKOHAHHI pyXiB pyKamu.
3acTocyBaHHA KOpCeTiB € ePpeKTUBHUM, AKLLO
BMKOPUCTOBYBATM iX AIK MiHIMyM N’ATb pa3iB Ha
TUXKOEHD.

LLnHM | KopceTn — MOXKYTb
BUKOPUCTOBYBATMCA ANA NiATPUMKM Cyrnobis
Yy NEBHUX NONOXKEHHAX. 3aCTOCYBAHHA LWWH

i KOpceTiB € ePEKTUBHMM, AKLLO HOCUTH iX
npotsarom 60 xBUAKH abo, y BiANOBIAHMX
CUTYaLiAaX, MPOTATOM HOUi.

WnitHi 6anpaxki — gonomaratoTb Mig yac
NoAOPOXKEN.

CTOAHHA 3 NiATPUMKOIO — [,03BOJIAE
3abe3neunTn po3TAryBaHHA Hir, NiATPUMYE
KpaLlly nocTasy, NiABULLYE LWiNbHICTb
KiCTKOBOI TKAHWHM, MOKpPaALLYE KPOBOOLIT Ta
3MEHLUYE CTYNiHb TAXKOCTI 3anopis. CTOAHHA
3 NiATPUMKOIO CANif, BUKOHYBATU NPOTArOM
00 60 XBUIWH LLOHaNMeHLLUe Big TPbOX 40
N’ATN pasiB Ha TUXKAEHb, NPOTE ONTUMANbHA
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pekomeHA0BaHa KinbKicTb — Big n’aATn Ao
CeMM pasiB Ha TUXKAEHD.

& Po3taryBaHHA

BnpaBu gna «CKyTux» m’A3iB MOXKHa
BMKOHYBATW 3 NIATPMMKOIO Ta 3
BMKOPUCTAHHAM LUMH, iKCOBaHMUX pam i
opTesis, Lo AonomaratoTb 36epirat noTpibHe
NMONOXKEHHA.

Mpw po3TAryBaHHi Baxknmeo 6yTn
nocnigoBHUM. KpUTUYHO BaXKINBUM €
NOeAHaHHA ePEKTUBHUX PO3TATyBaHb

i3 BUKOPUCTAHHAM LUWH Ta BNpPaBamu y
MONOMEHHI cTOAYM. [HAMBIAYANbHUI NAaH
3aHATb Ma€ NiarotyBaTn ¢GisnYHMM TepanesT
abo nikap-eprotepanesT. A 3abe3neyeHHA
epeKTUBHOCTI PEKOMEHAYETLCA BUKOHYBATH
PO3TAryBaHHA Big N'ATM 40 CeMU pasiB Ha
TUXKAEHD.

& MobinbHictb i ¢pisnyHi Bnpasm

Bci cnpAadi nauieHTn matoTb 6yTH 3abe3neyeHi
€NeKTPUYHMM Bi3KOM 3 iHAUBIAYa/IbHOLO
CUCTEMOIO CUAIHHSA, WO BiANoOBiAae
notpebam nauieHTa. 3a3Bmyan 4itm
[0CAratoTb KOFHITUBHOI | Gi3NYHOI 34aTHOCTI
BMKOPWUCTOBYBATU €/1€KTPUYHUI Bi3OK A0
[ABOPIYHOrO BiKY, TOMY 0OCTEXEHHA A0LiNbHO
BMKOHYBATW A0 TOrO, AK iM BUNOBHUTLCA ABa
POKMW.

CUNbHIiWI nauieHTN, MOXANBO, BiaAaAyTb
nepesary py4HMm Bi3kam abo BizKam 3
€/1eKTPONPUBOAOM KOJIC, LLLO MOXKE 3p0butn ix
6inblW cCamoCTiMHUMW.

Cnig 3a0x04yBaTH NALEHTIB BUKOHYBATHU
®i3MyHi BNpaBu 3 ornagy Ha iXHi YUNCNEHHI
nepesaru, TakKi K 36epereHHs i
BAOCKOHaeHHs Gi3MYHOI CUAM, THYYKOCTI,
BMUTPMBANOCTI Ta NOYYTTA piBHOBarn. Bnpasu
TaKOX MOXYTb MaTh NO3UTUBHUIA BNAUB
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Ha HaB4YaHHA, poboTy, A03BINAA | CNiNIKYBAaHHA 3 iHWMMMK. Bnpasu cnig BUKOHYBATU PisHUMM

cnocobamm; A0 HUX MOXKYTb Ha/IeXKaTW BNpasu i3 NigHiMaHHAM TArapis 3 AeAani 6inbLwoto Barowo
(cvnosi BnpaBwu), nnaBaHHsA, disioTepanin i3 BUKOPUCTAaHHAM BEPXOBOI i34M (inoTepania), a TakoX

irpoBi BUAM CNOPTY Ha Bi3Kax — yce Le NPUEMHI BUAM $isnYHOro HaBaHTaXeHHA. Bu moxeTte

OTpPUMaTH BiaNoOBiIAHI KOHCyNbTaUIT Big disMyHOro TepanesTa.

TaK caMo K i 3 HeCMAAYMMM NaALEHTAMM, MOXKYTb BUKOPUCTOBYBATUCA Pi3HI METOANKM i 3acobu
ONA NiATPUMKKW OMXaHHA | 3MeHLWeHHA cekpeuin (ame. Po3gain 6, «AuxaHHA (pecnipaTopHe i
ny/bMOHO/IOTiYHE NiKyBaHHA))». Lle HabyBae ocobanBoi Barun nig, 4ac XxBopobu i nepen onepadjieto.
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OCHOBHMMM  3aBAAHHAMM  ANA
CMAAYNX NALIEHTIB € 3MEHLIEeHHA
HEeraTMBHOrO  BMNAMBY  CKYTUX
cyrnobis, 36epexeHHA  iXHbOI
FHYYKOCTI Ta 3anobiraHHs

BUKPUB/IEHHIO XpebTa (ckoniosy),

a TaKoX 36eperkeHHs paiana3oHy
pyxXiB, WO A0NOMOXe NiABULLMNTH
CAMOCTIMHICTb Yy MOBCAKAEHHIN
AIANBHOCTI.




XOAAYI NALIEHTHU

[0/10BHOIO METOM AN XOAAYMX NALLIEHTIB

€ 36epeXkeHHa i NiATPUMKa MaKCMMabHOI
MOBiNbHOCTI, 3ara/ibHOro AjianasoHy pyxis
Ta AKOMOra 6iNbLIOT CAaMOCTIMHOCTI Y
NOBCAKAEHHIN AianbHOCTI. ANna AOCATHEHHSA
LbOro Ba*K/IMBO MPaLOBaTU Ha4 FHYYKICTIO,

cunnoto, BMTpMBaJ'IiCTIO Ta NOYYyTTAM piBHOBaI'M.

®i3nyHM TepaneBsT abo nikap-eprotepanesT
NMOBWHHI 0BroBOPUTK BiANOBIAHI 3axoau,
HaAaTW KOHCyANbTaLji Ta 3abe3neuntn
HaNeXKHe HaBYaHHA. [nA AOCATHEHHS Li€el
METU BOHW MOXYTb 3aNpOMNOHYBaTK HaBeAeHi
HUXK4Ye cnocobu.

€ PosTaryBaHHA

Po3TAryBaHHA Mae byTn YaCTUHO
nporpamu ¢isM4HMX BNPaB 3 METOHO
36epeeHHA rHy4KoCTi m’a3iB, 0cobanBo

B FTOMiZIKOBOCTOMHOMY CYrn06i Ta KOAiHi.
BnpaBu 3 po3TAryBaHHA MOXKHA BUKOHYBaTK
3i CTOPOHHbOI AONOMOroto abo camocTiliHO.
[na 36inblueHHA TPMBANOCTI PO3TAryBaHb

i 3a6e3neyeHHA NIATPUMKM MOXKHA TaKOXK
BMKOPUCTOBYBATU WKNHU. MiHiMmanbHa YacToTa
PO3TAryBaHb CTAHOBUTb Bif, 4BOX A0 TPbOX
pasiB Ha TMXKAEHb, NPOTE ONTUMA/IbHO
BMKOHYBATW iX Bif, TPbOX A0 N’'ATK pasiB Ha
TUXKAEHD.

€ Mo3uuioHyBaHHA

Opme3u (WWNHW) HUMKHIX KiHLiBOK MOXHa
BUKOPUCTOBYBATU A4 NIATPUMKN THYYKOCTI,
NocTaBu Ta PyHKLiA TOMiZIKOBOCTOMHOIO
cyrnoba i KosliHa. A niagTPUMKM NoCTaBm

B MONOXKEHHI cuaAYdi [ONYCKAETbCA
BMKOPMCTAHHA KOPCETIB HABKOJIO FPYAHOI
KNiTKK i xpebTa, NpoTe He peKoOMeHAYETbCA
HOCUTM iX Nif Yac XOAiHHA.

€ MobinbHictb i PpisnuHi BNpasm

JouinbHO BUKOPUCTOBYBATU NETKi PYYHI Bi3KK
ab0 Bi3KM 3 €N1eKTPUYHMM NPUBOAOM KOAiC 3
ornsay Ha 3ycunns, Aki NoTpibHi Ans xodiHHA.
[na nepecyBaHHA HA JanblUi BiACTaHI MOXHA
BUKOPUCTOBYBATM €/1EKTPUYHI Bi3KM abo
CKyTepMU.

KopucHummM byayTb nporpamm ¢isnyHmx
BMpPaB, LLLO 30CepeayKyrTbCA Ha CUAI,
BUTPMBANOCTI, THYYKOCTI Ta MOYYTTi piBHOBArK.
CTaHAapTU NiKyBAaHHA PEKOMEHAYOTb
aepobHi BNpaBu, N1IaBaHHA, XOA4IHHSA, i34y

Ha Be/slocunei, Mory, Bec/slyBaHHs, eNlinTUYHi
TpeHaxkepu/opbiTpeKku, a TakoxK ¢isioTepanito,
Lo nepenbavae Bepxosy i3ay (imomepaniro).

®i3nyHM TepaneBT HaAACTb PeKoOMeHAaLT
040 YacTOTW | TPMBANOCTI BMNpaB.
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CMA HepigKo BUKIUKAE
NOPYLUEHHS KiCTOK i m’a3iB
(opTonegmyHi npobnemn).
[10 HMX HanexKaTb Npobaemu

3 XpebToM, KyNbLLOBUMMU Ta

IHWKMKM cyrnobamm i KicTKamm

PO3AIN 4

OPTONEAUYHA

TEPMNAMNIA

CMA HepiaKo BUK/IMKAE NOPYLUEHHS KICTOK i m’A3iB (opToneanyHi npobiemu). [1o HUX Hanexatb

npobaemu 3 xpebTom, KyNbIOBUMM Ta iHWMMM cyrnobamu i KicTkamu. HesanexHo Big,

3aCTOCYBaHHA NiKiB Ta iHLIMX BUAiB NiKyBaHHA, yci nauieHTn 3i CMA (cnasudi, Hecmaadi i xogadi)
NMOBWHHI NPOXOANTU PEryasapHi 06CTEXKEeHHA Ta ornaaM KBanipikoBaHUmM daxiBUSMU, TAKUMUK AK

opTtonep, ¢i3anyHuMI TepanesT abo Nikap-eproTepanesT. Lie 403B0/IUTb KOHTPONOBATU MOXKAMBI

npobnemu y Taknii cnocio, Lo AoNOMOXKe AocAarTi abo 36epertm 34aTHICTb pyxaTucs i aobpe

camonouyTTa.

BN/1IUB HA XPEBET

CMA moxke nocnabutmn m’asu, Wo niaTpumyroTb
xpebeT. bes uiei nigTPUMKK Nig, BNIMBOM
rpasitauii xpebeT moxke BUKPUBUTUCA.

3rigHO 3 OLiHKaMK, BUKPUBAEHHA XpebTa
cnoctepiraerbca y 60-90% HecngAaumnx i cmaaumx
nauieHTiB Ta y 50% xo4a4unx NaLieHTIB y Mipy
IXHbOrO A0POCAILAHHA.

C-nopaibHi abo S-noaibHi 6OKOBI BUKPUBNEHHSA
XpebTa Bigomi sik ckonios. AKLWo xpebeT
BMKPUB/IOETbCA Brepes, Le Ha3MBaeTbCA
«Kipo3». OQHOYACHO 3 BUKPUBIEHHAM

XpebTa BiabyBaOTbLCA 3MIHWN Y TPYAHIN CTiHL,

Ta pebepHOMY KapKaci rpyAHOI KNiTKK, WO
3MEHLUYIOTb NPOCTip, AOCTYNHWUI NereHAmM ana
POCTY 1 AUXaHHA. 3 OrNAAy Ha e BaXK/IMBO
KOHTPONOBATU NOABY CKONIO3Y BCiX NALEHTIB i3
novyatkom CMA B gutayomy Biui. Hankpawmm
METOA0M A5 OLHKM BUKPUBAEHHA XpebTa

€ NOBHA peHmaeHo2pama, Lo A03BONAE
BM3HAYUTM BUKPUBAEHHS BCbOro XpebTa
naujieHTa. Llei nokasHuK Bigomuit aK KyT Kobba.

Y nauieHTiB, AKi 34aTHi cnaitn abo xoauTw,
pPeHTreHorpama BMKOHYETbCA Yy HalbinbLu
NPAMOMY MOIOXKEHHI cnanaum abo cTosnuu,
AKOTO BOHM MOXYTb JOCATTU. Y HECUAAYNX
NaLiEHTIB peHmMaeHo2pama BUKOHYETbCA B
NOJIOXKEHHI Nexkaun. MoBTOpHe 0b6CTeKEHHA
HecnaAaYmMx i CMAsYnX NauieHTiB, KyT Kobba y
AKKX nepesunye 20 rpaaycis, CNig BUKOHYBATU
KOMHi WIiCTb MicALiB A0 NPUNUHEHHA POCTY
KiCTOK, TOBTO KO/IM BOHWM A0CATral0Thb TaK

3BaHOI CKesiemHoi 3pinocmi. Micna uboro
ob6CcTeXKEeHHA CNig NPOBOANTM LLLOPOKY, OCKiNbKM
BUKPUBNEHHA XpebTa MOoXKe NporpecysaT i B
[0pOCNoOMY BiLi.
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KOHTPOJZ1Ib CKONIO3Y

Hecupgauyi nauieHTn

AKLWO Hecnasyi nauieHT byayTb HOCUTK KopceT
NPOTArOM AHA AK 3acib NpPodiNaKTUKN CKoNio3y
Ta NigTPUMKKM cngadoro abo 6inbw npamoro
NOJIOXKEHHA, BOHM 3arasiom NovyBaTMmyTb

cebe KomdOpPTHiLWe Ta OTPMMAIOTb Bif, LbOro
KOpuUCTb. KopceT iHAMBIAYaNbHO BUTOTOBAE

Ta Npunacosye crewianict (opme3sucm) Takum
YMHOM, W6 BiH OXOM/IOBAB CMUHY I FPYAHY
KNiTKY Ta 6yB KOMGOPTHUM.

Cupadi nauieHTn

Yci nauieHTH 3i ckonioszom 3 Kytom Kob6a BuLLe
20 rpagyciB MOXKyTb OTPUMATK KOPCET ANA
XpebTa, TakoX Bisomuii Ak TLSO (TopakasibHO-
Ntomb0-cakpanbHUIM opTes), Wo 3abesnevye
BMMPaBHY MNiATPUMKY B MONOXKEHHI cMAAYN;
3aCTOCYBaHHA LLbOro KOpPCeTa He 3yNUHUTL
MOXJIMBUIN NOAANbLUNIA PO3BUTOK BUKPUBAEHHSA
xpebTa. Kopcetn gna xpebTa nokasaHo
3aCTOCOBYBATU Y AiTEN, AKUM L AaNEeKO

[0 CKesleTHOI 3PifIoCTi; peKOMeHAYETbCA
BMKOPWUCTOBYBATU M’AKMIA ab0 HaNiBXOPCTKNIA
opTe3 xpebTa. KopceT fonomarae nocnabutm
6inb, 3a6e3neynTn cTabinbHICTb, @ TAKOX MOXKe
YMNOBINbHUTU PO3BUTOK BUKPUBAEHHS XpebTa.

Y feaKknx cuTyauiax moxe BUHUKHYTM noTpeba
B XipypriyHi onepauii 4na BUNpAmMAeHHA
xpebTa. Lle gonomorke yTprumyBaTh piBHOBAry
B NONOXEHHI CUAAYM, a@ TAKOXK 403BOANTb
nereHsam 6inbl NOBHO PO3LWMPHOBATUCD, LLLO
MOKPALMTb ANXaHHA. AKLLO PO3rNALAETLCA
HeobxiAHicTb onepalii, NoTPIGHO BMAINNUTH
A0CTaTHbO Yacy A1A 06roBopeHHA MOXKAMBUX
BapiaHTIB AiN 3 mixancumnaiHapHoto
MeZMYHOI KOMaHAOH0, @ TAKOX 3’ACYBaHHA, WO
nepeabayvae onepais.

HanpaBneHHna Ha onepauito xpebTa HagaeTbCA
Ha OCHOBI HM3KM daKTopiB. [0 HAMBAKAMBILLNX
HanexaTb NporpecyBaHHA NOKA3HUKA
BUKpPUBAEHHS xpebTa, Kyta Kobba, o 50 abo
6inblwe rpaaycis abo wopivyHe 36inblEHHA

Posrnagatoum moXAmMBICTb onepadii, cnig,
OLiHIOBATK | BpaxoByBaTH iHLWIi PpaKTopw,
nepenivyeHi HUXKYe.

& BiKy pokKax i micauax (xpoHonoriyHui

BiK), @ TAKOK CTaH PO3BUTKY KiCTOK

i cCKkeneta (ckenemHa 3pinicme).
OCKiNnbKM CKeNneTHUM BiK i GaKTUUYHUM BiK
yacTo He 36iratoTbCA, CKENEeTHY 3pPiNicTb
MOXHa BU3HAYMTM 33 JONOMOrOH0
peHmaeHo2pamu KiCTOK NiBOro
3an’AcTKa

CTyniHb NOripWeHHA AnXanbHOi QYHKLi

Yun 3miHnNacb Gopma rpyaHoi KAiTku abo
YM cnocTepiraeTbca Konanc pebep

Y BUKPUBAEHHA BUKINKAE Npobaemu y
NOBCSAKAEHHIM AianbHOCTI

Yn NpUCYTHI NOCTINHWUI 6iNb CNUHW |
Ky/NbLLOBUX cyrnobis

Yn KynbLIOBI cyrnobu i Ta3 po3TalloBaHi
HEpPiBHO, LLLO YCKNAAHIOE NiATPUMAHHA
piBHOBArM B MOMIOXKEHHI cnaaum
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IcHye gBa OCHOBHUX TUNKX onepawii Ha Xpeo6Ti:

CnoHpgunopes nepenbayae BUNPAMNAEHHSA
XpebTa WAAXOM YCTaHOBKMU ABOX META/IeBUX
CTepXKHiB 06a6i4 xpebTa, WO NPMKPINAITLCA
[0 6araTbox KicToK xpebTa (xpebuis) i pebep
Y340BX BUKPUB/IEHOI AinAHKK. Lle go3sonse
BUPIBHATU BUKPUBIEHHA Ta NiATPUMYyBaTH
XpebeT y BiANoBiAHOMY NO/IOXKeHHI. Kpim
TOro, xpebui 3pouyoTbes, Wob 3abesneunTu
000ATKOBY MiATPUMKY.

«ApanToBaHa A0 POCTy» onepaLia Ha XxpebTi
noKasaHa ans aitei monogue 10 pokis, y
AKMX xpebeT i pebepHUin Kapkac rpygHoi
KNITKM LLLE MatOTb BEJIMKMIA 3aMac pocTy.
CTep:kHi 3aKpinotoTbea A0 XpebTa abo
pebep TiNbKW Y HUXKHIN | BEPXHIN AinAaHLUi
BUKPMBNEHHA, HE TOPKAKUYMCb CErMEHTIB
XpebTa i pebep nocepeanHi, WO A03BONAE iM
poctu i Hagani. lig Yyac yCTaHOBKU CTEPXKHIB
BUKOHYIOTb MAaKCUMANbHY MOXAMBY KOPEKLLito
BUKPWUBAEHHA, MiC/A YOro 3 iHTepBanOM Bij,
KOXHWX 4BOX A0 LWeCTU MicALiB NOCTYyNnoBO
BUOOBMKYIOTb CTEPXKHI, O NiATPUMYIOTb XpeberT.
3aBaAKM Ui npoueaypi 3abe3nevyeTbes
6e3nepepBHUI picT xpebTa i rPYAHOT KNITKMK.
[na aganToBaHOi 40 POCTy onepauii Ha
XpebTi NOCTiHO 3’ABAAOTLCA HOBI TEXHONOTII,
HanpuKknag, po3CyBHi CTEPXHi 3 MarHiTHUM
KepyBaHHAM, LLLO MOXYTb BUAOBKYBATUCb 6e3
HeobXiIHOCTI NOBTOPHOI onepaldlji.

Mepen KOXKHOI onepauieto MmixkancumnaiHapHa
MeZNYHA KOMaH4a NOBMHHA BUKOHATH

noBHe MeAnYHe 0b6CTeKeHHs nauieHTa. Mig

yac TAKOro ornsa4y BM3HA4YatoTbCA MOXKMBI
npob6aemm 3 macoto Tina abo xapyyBaHHAM,
CTAHOM KiCTOK i AMXaNbHO PYHKLIEID, @ TAKOXK
OLiHIETbCA NoTpeba pecnipaTopHOI NiATPUMKM
nig 4yac onepaduii. MegmMKmn NOBMHHI BUHECTHU
KoserianbHe pilleHHsA, Tomy iMm cnig AeTanbHO
PO3IAAHYTU MOXANBI PU3UKK 1 MepeBaru
BiANOBIAHOI Npoueaypu. 3anyyeHa Ao onepawii
MeLMYHA KOMaHAa NOBMHHA CN/1aHyBaTH
KOHTPO/Ib AMXAHHA Nicaa onepawii.
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PekomeHpo0BaHUM BiK gna XipypriuHoro
BTPy4aHHSA Ha XpeobTi

CTaHpapTH NiKyBaHHA nepeabayaloTb

pi3Hi peKomeHAaauii ana megukis
3a/J1eXKHO Bif, BiKy:

MeHLwe 4 pokiB: 3aranom, onepaLiito
Ha xpebTi cnig BUKOHYBATK micas
OOCATHEHHA YOTUPMUPIYHOTO BIKY.

Bik 4—10 pokiB: OCKinbKK B LbOMY

Billi AiTK LLLe HE AOCATAN CKENETHOI
3PIiN0CTi, pPEKOMEHAYETHCA aAaNTOBaHA
[0 poCTy onepaLiia Ha xpebrTi.

Bik 10—-12 pokiB: Y ubomy Biui Aitn
nepexoanTb A0 CKEe/IETHOI 3PisIOCTi.
AKLLO € NOKa3aHHA AnA onepawii, ii TMn
3anexaTMme Bif, CTYNeHA CKeNeTHoil
3PiNOCTIi AUTMHM | TOrO, HACKINbKN
iMOBipHMIA NOAANbLLMIA PicT XpebTa.

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

Mpw BUKOHAHHI Byab-AKMX onepawin
Ha XpebTi eKkcnepTn peKomeHAaYTb
33a/MLWIATU HE3POLLEHY AiNAHKY
nocepeamuHi HUXKHbOT YaCTUHU CNUHMU
(cepenHit nonepekoBuit Biaain),
o6 yMOXKANBUTM 3aCTOCYBaAHHA

NiKapcbKux 3acobis, Takux Ak Spinraza®,
LLIO BBOAATLCSA LAAXOM iH’ €KL
6e3nocepeHbo Y CMMHHOMO3KOBUM
KaHan (iHTpaTekanbHo) (amB. po3ain 11,
«3acTocyBaHHA HOBMX BUAIB NiKYBaHHA
CMA»).




[Ona apantoBaHOi A0 POCTy onepadii Ha XpebTi NocTiHO

3’ABNAIOTLCA HOBi TEXHONOTIT, HANPUKANAA, PO3CYBHI CTEPXKHI

3 MarHiTHUM KepyBaHHAM, L0 MOXYTb BUAOBKYBaTMCb be3

HeobxiaHOCTi NOBTOPHOI onepaLii

BnauB Ha KynbluoBi cyrnobu

Cepepg HeCMAAYMX | CMOAYNX NALIEHTIB
nowmnpeHa HecTabinbHiCTb ogHOro Yn obox
KYNbLIOBUX CYrnobiB. AKWO NaLiEHT MOXKe
CTOATM, NepecyBaTmcA 3 NiaTPMMKo Ta (abo)
X04MTH, @ HecTabiNbHiCTb KyNblWOBOro cyrnoba
3aBayKa€e MoOMy BUKOHYBATU Ui Aii YN BUKNMKAE
6inb, NOKa3aHa XipypriyHa peKoHCTPYKLiA
KynblLOBOro cyrnoba ana crabinisauii
BMBUXHYTOrO ab0 YaCTKOBO BMBUXHYTOIO
cyrnoba. XipypriyHa ctabinisauia Takox
PEKOMEHAYETbCA ANA HEXOAAYMX NALLIEHTIB,
AKLLO BOHM Big4yBatoTb NOCTiMHMI 6inb abo
AKLLO OBMEeXKeHa PyXIUBICTb Ky/bLLOBOTO
cyrnoba yCKNaaHIE BUKOHAHHA TakuX Ail, AK
NPUMOM iXi, BiaBiAyBaHHA TyaneTy, ogaraHHA
abo cigaHHA.
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Bnams Ha cyrnobu

CKyTiCTb cyrnobiB (KOHTPaKTypK ) € NowMpeHoi
npobnemoto, LWo MoxKe BUKANKATK Binb Ta
obmexKyBaTU pyXnuBicTb. [N KOHTPOO LMX
CMMNTOMIB PEKOMEHAYETHCA 3aCTOCOBYBaTH
¢disioTepanito i wnHKM (aus. po3ain 3,
«®isioTepania i peabinitayia»). XipypriuHe
BTPYYaAHHA CAig, pO3rnAAaTh TibKK TO4i, KON
KOHTPaKTYpPU BMKAUKatOTb 6iib abo 06MeKyoTb
3[aTHICTb pyxaTu cyrnobom A1A BUKOHAHHA
NoTPIOHMX Ail.
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Bnaus Ha KicTKu

Y HeCMZAYNX | CMAAYMX NALLIEHTIB € NiABULLEHUM PU3NK BUHMKHEHHA NEPENOMIB KICTOK Yepes

OCTEONOpPO3, BUK/IMKAHUI HE34ATHICTIO CTOATU (MiATPMMYBATH Bary) Ta HEBUKOPUCTAHHAM KiCTOK
i m’a3iB. Y xapuyBaHHi aiten i gopocnmx 3i CMA Baxkn1Bo 3abe3neyyBaTn AOCTATHIO KiNlbKiCTb
Kanbuito i BiTamiHy D3 (auB. po3ain 5, «XapyyBaHHSA, PiCT i CTaH KIiCTOK»).

Mpn nepenomi CTaHAAPTM NiKYBAHHA NPOMNOHYIOTb HAaBEAEHI HUXKYE peKoMeHaaL,ii.

OnAa cupaumx Ta He CUBAYUX NaLLiEHTIB

* He BMKOpUCTOBYMTE FiNncoBy NOB’A3KY,
AKAOOMeEXKYE PYXIUBICTb Ha TEPMIH
O0BLLUE YOTUPbOX TUMKHIB.

3a HaliMeHLIOoT MOKNBOCTI
YHUKaMWTe onepaLiii; 3amicTb LbOro

BMKOPWUCTOBYMTE rincosy NoB’A3KY.

KniHiuHe obcTexkeHHA
xpebTa

PeHreHorpama
xpebTa

Ona xopaAaunx nauieHTis

Po3rnaHbTe MOXAUBICTb Onepauii,
AKLLO NALEHT 3a3BUYal 34aTHUM
XOOMUTU i MAE NEPENOM KiCTKM B HO3I.

*AKLLO NaLLiEHT 3a3BNYAN He 30aTHUMN

XOOMUTU | Ma€e nepesiom KynblwoBoro

cyrnoba, po3rnsHbTE MOMK/INBICTb
onepawii 3 BUKOPUCTAHHAM CTEPIKHIB
abo nnactuH. Lie moke npuckopuTtu
3aro€EHHA Nepenomy Ta NiaBuLLYE
iMOBIpHICTb 36epeXeHHA PyXIMBOCTi.

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

Akwo Kyt Kobba
meHwe 15-20°

AKwo Kyt Kobba posrnsHbTe
MOX/IMBICTb onepadii Ha xpebTi 3
MiXXOMCUMNNIHAPHOK KOMAHAOH0

PucyHoK 2.

Cxema KNiHiYHOro BeaeHHsA
naLi€eHTa, AKY Nikap 3aCTOCOBYE Npw
nifo3pi Ha BUKPUBAEHHA XpebTa
(p1CYyHOK aflanToBaHO Ha OCHOBI
ny6nikauii E. Mercuri et al. 2018,
c1.109)
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Ona giten, aki
He focarun
CKeNleTHOI 3pinocTi,
PO3rNAHbTE
MO/UNBICTb
a4anToBaHOI A0
pocTy onepau,ii

na nauieHTis,
AKi gocarnm
CKeneTHoi 3pinocrTi,
pO3rnfaHbTE
MOMNUBICTb
cnoHgunonesy



PO34IN 5

Y Bcix nauieHTiB 3i CMA aietonor
NOBUHEH BUKOHYBATU PErynapHy
OLiHKY 3pOCTYy, Macu Tina i 4ietu
Ana 3abesneyeHHs oNnTMManbHOI
Macu Tina, Xxap4yyBaHHA Ta

CNOXXMBAHHA PigUHMN.

XAPYYBAHHA, PICT
| CTAH KICTOK

Jo oCHOBHMX NOB’sI3aHMX 3
XapyyBaHHAM npobaem npn CMA
Hafnexarb:

¢ TpyAHOLLj 3 KOBTAHHAM
* KoHTponb macu Tina

* MepecyBaHHA NPOAYKTIB
XapuyBaHHSA Yepes cuctemy
TpaBAEHHA

Mp

Y BCix nauieHTis 3i CMA gieTonor noBUHeH BUKOHYBATH
perynapHy OLiHKY 3pOCTy, Macu Tina i gietn ana
3abe3neyeHHA ONTMMANbHOI MacK Tina, XxapyyBaHHA
Ta CNOXMBaHHA PianHU. CneuyianbHi KapTn ¢isMYHOro
po3BUTKY Ana aiten 3i CMA He icHytOTb, NpoTe
OIETONOT MOXKE CKOPUCTATUCA CTAaHAAPTHUMM KapTamm
¢di3nyHOro po3sBuTKy BcecBiTHbOI OpraHisau,ii oxopoHu
3popos’s (BOO3). PekomeHAYETbCA 3aNnCyBaTH
NMOKA3HWKM Macu Tina i 3pocCTy Nig yac Bi3UTIB Y
NiKAPHIO, a TaKOX obumcntoBatn iHOeKc macu mina
(IMT). IMT — ue NOKa3HWK, L0 064YNCNIOETLCA Ha
OCHOBI 3pOCTY 1 Macu TiNa, AKUI A03BOSIAE BU3HAYNUTH,
4ymM maca Tina nepebysae HMXKYe, BULLE ab0 y MeXKax
Hopmu. AKWo IMT nauieHTa 3i CMA nepebyBae Bule
25-ro npoueHTUNA, CNig, BUKOHATU OLHKY MOX/IMBOTO
OXMPiHHA Ta (ab0) 3al1BOI *KMPOBOT TKAHMHU. TaKOXK
CNlif, BU3SHAYUTU KOMMNO3ULIMHMI CKAag, Tina, Wob
nepeKkoHaTUCA B 340P0OBOMY CMiBBiAHOLLEHHI KiCTOK,
YKMPOBOi TKAHUHM | M’A3iB.

JNiogelt 3 o4HaKOBUMKW CUMNTOMaMM HEMAE, NPOTe
MeauKn byayTb 3ab6e3nedyBaTv KOHTPOb i NiKYBaHHA
BaXK/IMBUX WAYHKOBO-KUWKOBUX CUMMNTOMIB,

TaKUX AK ped/IoKC, 3aTPMMaHe BUNOPOKHEHHA
WNYHKa, 6/1t0BaHHA i 3anop. Y nauienTis 3i CMA

TAKOX MOXKYTb BUHUKATM NPOBAEMM 3i 34aTHICTIO
OpraHiamy po3LenatoBaTU NOXKUBHI PEYOBUHMU

Ana BUpobHULTBA eHeprii (MeTabonizm). Lle moxke
BUKAMKATU MigBULLEHHA KMCNOTHOCTI KPOBI, Bigome fK
«MmeTaboniyHnit aumaos» abo ketoaumaos. Kpim toro,
Y TaKUX NaLiEHTIB MOXKe NiaBuwmnT1Ca abo NoHM3UTUCA
piBEHDb LyKPY B KPOBi Ta BUHUKHYTU Npobaemu 3
po3LLeneHHAM XUPiB.
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o6 nigibpaTtn npaBuabHY
iHAMBIAYaNi30BaHY AIETY, BaXK/IMBO
NPOKOHCYNbTYBATUCA 3 AIETONOTOM

HECUOAYI NAUIEHTU

HanBaKNMBILLMM NOKA3HUKOM 1A HEMOBAAT
€ IXHA 34aTHICTb KOBTATU. TpyaHOLLi 3
KOBTAHHAM BiZOMi AK ducghazif, Wwo nigsuLLye
PU3NK BAMXAHHSA TKi abo pignHm (acnipauii),
AKa MOXKe BUKAMKATK iIHDEKL0 ANXanbHUX
waaxis. HeeaoB3i NicnA NOCTAaHOBKK AiarHo3y
OITAM CNif, BUKOHATM TECT HA KOBTAHHA
(eideopeHmaeHo2pagpiuHe docnidrceHHA
YHKYiT KOBMaHHA). AKLLO pe3ynbTaTh TecTy
CBiAYMTUMYTb NPO Npobnemun 3 6eaneyHum
KOBTAHHAM, iCHYE ABa aNbTEPHATUBHUX
cnocobu rogyBaHHA Yepes Hic: 3a 4ONOMOrot
HA302acmpasnbHO20 30HAY, AKUIA 0OXO4UTb
00 WyHKa, abo Ha30erHAAbHO20 30HAY,
AKUIN NPOXOAUTb Yepe3 TOHKUI KULIEYHUK.
PekomeHA0BaHUM A0BrOCTPOKOBUM cnocobom
€ 2acmpocmomiyHa TpybKa abo yepeswkKipHa
eHOocKoniyHa 2acmpocmomis, T06T1o
XipypriuHe BBeAeHHs TpyOKM Yepes WKipy B
LUIYHOK.

Leaki ekcnepTn peKomeHAY0Tb BUKOHATH
00AATKOBY XipypriyHy npoueaypy ona
3MeHLeHHA pedntoKey. e ogHieto npobnemotro
MOXKe B6yTh BTpaTa rHY4YKOCTi M’'A3iB Wwenenu,

LLLO YCKNAAHIOE KYBAHHA | KOBTAHHA. AKLWO Y
ONTUHM abo AOPOCNOro BUHMKaOTb Npobaemu
i3 6yAb-AKMM i3 BKa3aHWMX BULLE ACMEKTIB,
3BEPHITbCA MO KOHCYNbTaL,it0 40 MegNYHUX
npaLiBHUKIB.

Ha nopaTtok Ao cnabkmx KOBTaslbHUX

M’a3iB i ducgpazii, yepes aKki 0bmexKyeTbCs
CNOXMBAHHA Kanopii, HecMaAadi NaLieHTn
BMKOPMCTOBYIOTb b6arato eHeprii Ana AnxXxaHHA
i bOpOTbOM 3 iHDEKUiIAMM ANXANbHUX LLAXIB.

Lle 03HayvagE, Wo im 3arporkye HeJOCTaTHE
3abe3neyeHHA NOXKUBHUMW PEYOBMHAMM

Ta npobnemu 3 Habopom macu Tina. IcHye
YMMANO PI3HOBUAIB AIETU, KOXKHA 3 AKUX MAE
6yTV iHanBiayanisoBaHa Ao nNoTpeb naLjieHTa i
3abe3neyyBaT AOCTaTHIN obcAar pignHu.

Ocob11BO KOPUCHMMM ANA CUCTEMU
TPaB/IeHHSA € XMBi 6akTepil i APirKAKOBI
rpnbku (mpobiomuku). Hecnaaumm nauieHTam
MOXKe 3Hago0buTMCcAa NpMMoMm NikiB BiA 3anopis
Ta Npobiem i3 BUNOPOXKHEHHAM, OCKINIbKM
KMLWEYHUK Y HUX NPALLIOE NOBINbHiLe.

Y pasi x8opobu BaXKIMBO NPOKOHCYNbTYBATUCA
3 MeAMYHMMM NPALBHUKAMMU LLLOAO NiKyBaHHA
i fornaay, OCKinbKKn BaXKnneo 3abesneunTu
[OCTATHIN 0bcar pigMHM Ha paHHiX eTanax
XBOPOOM Ta cnocTepiratv 3a piBHEM

conen y Kposi. CMA moske ycknagHooBaTH
meTaboniam XKu1piB Ta iHOAj NPMU3BOAUTH

00 HagMipHOro HaKOMMYEHHA KETOHIB Ta
iHWWX NOBIYHUX NPOAYKTIB. 1A YHUKHEHHS
LLbOro pekomeHayeTbecA cTabinbHa gieTa i3
BMiCTOM BYI/1€BOAiB i 6iNKiB, W06 06MEKNTU
PO3LIENNEHHA }KNPiB A5 BUPOOHULITBA eHeprii.
Lle HabyBae ocob6anBOi Baru nig, 4ac Xxsopobwu;
pekoMeHAYETbCA 3abe3neUnTn XxapUuyBaHHA

i3 BMicTom ByrnieBogiB i 6inkiB He nisHiwwe
LIeCTM roAMH NicnA NOYaTKy 3aXBOPHOBAHHA Ta
He NPUNUHATK PEerynapHoOro rogysaHHs. Cnig
YHUKaTU nepebyBaHHA 6e3 ixi.
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Y cnaayumx NauieHTIB YacTO BUHMKAKOTb TPYAHOLL
3 XXYBaHHAM. BOHM TaKOX MOKYyTb BTOM/IHOBATUCA
nig yac npunomy ixi. LLLo6 nigibpatn ana HMx
NpaBUAbHY IHOMBIAYaANiI30BAHY AIETY, BAaXKAMBO
NPOKOHCYNbTYBATUCA 3 AIETONIOTOM. Y CUAAYNX
NaLiEHTIB ANTAYOrO BiKY CTATyC Xap4yBaHHSA

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

AKLWO Yy cnaaumx nauieHTis 6yBatoTb BUNAAKM,
KO/IM BOHM AaBAATbCA abo 3aKalwNoTbCA Nig Yac
BMrofoByBaHHA ab0o CAMOCTIMHOIO CMOXKMBAHHA
XKi, TM CNig BUKOHATM TECT Ha KOBTAHHA
(sipeopeHTreHorpadiyHe gocnigskeHHa GyHKL,i
KOBTaHHs). [ieTy i 34aTHICTb CMAAYMX NALLIEHTIB
00 YKYBaHHA 1 KOBTAHHA TAKOX MAE OL,iHUTK
noroneg, AKMM HaZaCcTb PeKOMeHaaui Wwoa0
KOHCMCTeHU,i iXi (HanpuKknag, y Burnagi nope,
HaniBTBEpPAOI ki @60 BinbLU rycTux pignH, Takmx
AK MOJIOYHI KOKTelni). 3a noTpebu norones Takox
NPOKOHCYNbTYE LWOA0 3MiHM cnocoby roayBaHHA.

AKLLLO € 03HAKM, WO PiCT NaLjieHTa BiabyBaeTbCs
He3a40Bi/IbHUMM TEMMNAMMU, CAig, PO3MNAHYTH
MOM/IMBICTb YCTAHOBKM 30HAA A1A XapyyBaHHA,
o6 3abe3neynTn Moro HeobxigHMMM
NOXXMBHMMM PEYOBMHAMM. AKLLO MALLIEHT MOXKe
6€e3neyHo KOBTATK, MO0 C/lig TaKOXK 3a0X04yBaTH
NPUIAMATK iKYy Yepes porT.

OCKiNbKM y cMAAYMX NaLIEHTIB 0OMexKeHa
3[aTHICTb NepecyBaTUCA, A IXHIK KOMNO3ULINHMIA

CKNapg, Tina 3MiHeHUM, BOHU PU3UKYIOTb OTPUMATH

HagMipHYy macy Tina. AKWo 3’'aBnATbLCA

O3HAKW HaAMIPHOI Barn, peKoMeHay€eTbCA
BMKOHATW aHaNi3 KPOBI A/1A NepeBipKU 34aTHOCTI
po3LenntoBaTh Byrnesoam (Metaboniam
r/IIOKO3MN).

AKLWO NaLjieHTa TYPOYIOTb peryaspHi 3anopu, caia,
36iNbWNTM CNOXKUBAHHA PIANHU 1 KNITKOBUHW;

Yy TaKOMY pa3i 3BEPHITbCA 40 MegUYHUX
NPaLiBHUKIB MO KOHCYNbTaL,ito. TAaKOXK MOXKYTb
[OMOMOTTU NliIKAapPCbKi 3acobu, AKi cnpuaAtoTb
BUMOPOXKHEHHIO.

Y pasi x8opobu BaXKIMBO NPOKOHCYNbTYBATUCA
3 MegMYHMMM NPaLiBHUKAMMU LLOAO NiKyBaHHA
i Aornaay, OCKiNbKKM BaXK1MBO 3abe3neymTu
OOCTaTHIM 0bcAr pigMHN HA PaHHIX eTanax
XBOpobu Ta cnoctepirati 3a piBHeM

conein y kpoBi. CMA morKe ycknagHoBaTu
MeTaboniam *Kunpis Ta iHoAi NPU3BOANTH

[0 HagMipHOrO HaKOMUYEeHHA KeToHIB Ta
iHWKWX NOBIYHMX NpOAYKTIB. ANA YHUKHEHHA
LbOro pekomeHAyeTbCA cTabinbHa gieTa i3
BMICTOM BYrneBoAiB i 6inKiB, 06 0bMenTn
pO3LLEeNNEHHSA XMPiB ANA BUPOOHULTBA eHeprii.
Lle HabyBae ocobanBoi Baru nig 4ac xsopobu;
peKkomeHAyeTbCA 3abe3neunTn XxapuyBaHHA

i3 BMiCTOM ByrneBogis i 6inkiB He ni3Hiwe
LIeCTU rogMH NicNA NOYaTKy 3aXBOPIOBAHHA Ta
He NPUNUHATU perynapHoro rogysaHHA. Cnig
YHUKaTh nepebyBaHHA 6e3 ixi.



TpyAHOLi 3 KOBTAaHHAM i rOAYBaHHAM Y
XO4AYMX NALLIEHTIB BUHUKAKOTb PigKo. AKLWO Y
HUX BUHUKHYTb Npobaemu, NoB’s3aHi 3 macoto
Tina, 0cob/MBO HaAMIpHa Bara i OXKUPIHHS,
CNif, 3BEPHYTUCA A0 AIETONO0rA, OCKIIbKM Le
MOXKe 0OMEKNTU PYXNMBICTb Ta NiABULLNTH
PU3UK iHWKX Npobnem 3i 340p0OB’AM, TaKMX
AK BUCOKWUI apmepianbHuli muckK i diabem.
AKLWO 3’ABAAIOTLCA 03HAKM HAaAMIPHOT Macu
Tina, peKoOMeHAYETbCA BUKOHATU aHaNi3 KPoBi
ON1A nepeBipKM 34aTHOCTI po3LLenatoBaT
Byrnesoau (MeTaboniam rnokosm)..

Y Bcix nauieHTiB 3i CMA € niasuLLeHnin pusmnk
BUTOHYEHHSA KiCTOK (ocTeoneHii) Ta nepenomis.
[ONAa KOHTPOAIO LWiNIbHOCTI KiCTKOBOT TKAaHUHU
PEKOMEHAOYETLCA WOPIYHO BUKOHYBATH
CKaHyBaHHA abo gocnigKeHHs miHepaabHoi
winbHocmMi Kicmok.

LLLopoKy TaKoX cnig, KOHTPO/IHOBATU PiBEHb
BiTamiHy D y KpoBi. AKLLO NOKA3HMK HU3bKUNA,
abo AKWO y nauieHTa € ocmeoneHis, cnif,
NPUIMMATK XapyoBi J0AATKN. TAaKOXK MOXKe
6yTK NOKa3aHe A0AATKOBE BXKMBAHHA KaNbLito.
AKLLO Yy NaLliEHTa YacTo BUHUKAIOTb Nepesiomm
KICTOK, MOMY MOKYTb MPONMCaTH NiKAPCbKI
3acobu (6ighocghoHamu) ons nigBULLEHHA
LWiIbHOCTI KiCTOK.

ANA KOHTPONIO WinbHOCMI
KiCmKoeoi mKaHUHu
PEeKOMEHAYETLCA WOPIYHO
BMKOHYBATU CKaHyBaHHA abo

AOCNIAXEeHHA MiHepanbHOI

LLLINbHOCTI KiCTOK




PO3AIN 6

ANXAHHSA (PECNIPATOPHE |
NMYITbMOHONOTIYHE NNIKYBAHHA)

CnabkicTb M’a3iB, BUKAMKaHa CMA, TaKoX MOXKe NoLnproBaTMCA Ha M’A3M, Wo 3abe3neyyroTb

AMxaHHA (guxanbHi m’a3u). Mpobnemu 3 ANXaHHAM NOWKPEHi cepen HeCUAAYNX | CUAAYNX
NaLiEeHTIB, TOAI AK Y XOOAYMX MALIEHTIB BOHM 3yCTPivatoTbCA pigKo. MpoTe ycim nauieHTam 3i CMA
PEKOMEHAOYETLCA LWOPOKY BUKOHYBATU BaKLMHALLIIO Bif, rpMny Ta MHEBMOKOKIB. YCi iHWI BaKLMHaLi

CNig, BUKOHYBATU 3riAHO 3i CTAaHAAPTHUMW MEeANYHUMM PEKOMEHAALLIAMM, AKLLO Y YIEHIB MeanYHOI

KOMaHAu He byae 3anepeyeHb.

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

CMA.

HECUAAYI NALIEHTHU

Mpobnemu 3 ANXaHHAM € FOJIOBHOIO NPUYMHOKO
TAXKUX Npobaem 3i 300pOB’AM y NALEHTIB 3
paHHiMm novyaTkom CMA. Huxkue nepenivyeHo
OCHOBHi npobaemu.

e CnabKe BigKalL/IOBaHHA MOXe
YHEMOXIUBUTU BUOANEHHA CIN3Y
3 /1ereHis, WO MOXe Npu3BecTn 40
iHbeKuii AnxanbHUX WNAXiB

e CnabkKicTb M'A3iB MOXe 03HayaTH,
LLLO MALIEHT He B CTaHi BUKOHATH
[OCTaTHbO MUOOKNI BAUX, LLLOO
3aMIHUTWN BYT/TIEKUCIUIA Fa3 HA KUCEHb
(einoeeHmunayis); ue moxe 3HNU3UTU
piBEHb KMUCHIO B KPOBi (KUCHesa
decamypayin). linoBeHTUNALISA i
HU3bKWUI PiBEHb KUCHIO CMOYATKY
cnocTepiratoTbCA Mig Yac CHY, Koau
AnXanbHi M’a3n nepebyBatoTb y
HanbinbWw po3cnabaeHomy CTaHi.
MocTynoBo TpyaHOL,i i3 3aMiHOO
BYI/IEKMCNOTO ra3y Ha KUCEHb
MOLLMPIOKOTLCA | Ha TOM Yac, Konu
NaLi€HT He CNUTb.

OcKinbku npobaemmn 3 ANXaHHAM €
nowmrpeHMU Ta 3 BUCOKOIO iIMOBIPHICTIO
MOMYTb CTaTU TAXKUMM, pecnipaTopHe
NiKYBaHHA CNi4 NOYMHATM Ha PaHHIX eTanax
i 3acToCcoOBYBaATM MOTO pPeryaspHo, HaBiTb 3a
BiACYTHOCTI CMMNTOMIB (LLe Ha3MBAETbCS
«ynepeasKyBanbHe» NikyBaHHA). Micna
NMOCTAaHOBKMW AiarHo3y cnig AsKHanwsenaLwe
3aNY4UTU NiKapA-NyAbMOHO/IOra.

[nsa scix HemosnaT 3i CMA, saKi He 34aTHi
CUAITW, BI3UTU B KNIHIKY CNig BUKOHYBATH
LLLOHAMMEHLLIE pa3 Ha TPW MicAaLi, nig,

Yyac AKMX BUKOHYETbCA MEANYHUI OrNAL,

AKLWO NauieHTn AMxatoTb HeedeKTUBHO (3
rinOBEHTUNALIEID), BYI/IEKUC/INM a3 MOXKe
HaKoMnu4yyBaTmUcA. TOMy BaXK/IMBO NepeBipATH
piBEHb BYIEKMCNOrO rasy HanpuKiHLi BUANXY.
3 TaKMMM NaLLiEHTAMM TaKOXK CNig pPerynsapHo
BMKOHYBaTW 00Ci0MeHHA Nid Yac cHy, o6
nepeBipATU HAABHICTb riNOBEHTUAALLT | HN3bKOTO
BMICTY KMCHIO MPOTArOM HOui. Pe3ynbTat umx
ob6CcTeXKEeHb AOMNOMOXKYTb NPUAHATK ChiNbHE
PiLLEHHS LWOAO BUKOPUCTAHHA anapary, AKMK
Aonomarae anxaTtu (HeiHeasueHa eeHMuUNAYisA,
OVB. HUXKYE) Nig Yac CHy.
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JNlikyBaHHA:

3acTyaa MoXKe Npu3BecTn A0 NOWKNPEHUX
iHPEKLIN AUXaNbHUX WAAXIB, CTYMiHb TAXKOCTI
AKNX MOXKEe NOTiPLNTUCA, AKLLO NALIEHT He
MOKe AOCTaTHbOK MipOIO BigKaLLNOBATM CAN3
Ta iHWIi cekpeu,ii. 4na BCiX HECMAAYMX NALLIEHTIB
cnig 3abesneunTtun disioTepanito rpyaAHOT KNITKK
y NOEAHAHHI 3 anapaTamu, L0 NoAerwyoTb
BigKalwtoBaHHA (Hanpuknag, CoughAssist®,
Vital Cough®). Ycix nauieHTis 3 HeepeKTUBHMM
BiAKALL/OBAHHAM Ta KOBTaHHAM TaKOX CAifg,
3abe3neynTy anapatom AN BiACMOKTYBaHHA
CeKpeLin poToBOi NOPOXKHUHW. BaTbKiB i
NiKNYBaNbHUKIB CNig 3a6e3ne4ynT HaB4YaHHAM
i NiATPUMKOLO, WO AACTb iM MOX/AUBICTb
BMKOHYBaTU peKkoMeHaal,ii nikapis Ta epeKTUBHO
BMKOPWUCTOBYBATM anapaTu.

HeiHea3ueHa eeHMuUAAYiA PeKOMEHOYETbCSA
ONA NigBULLEHHA HACMYEHOCTi KUCHeM Ta
3MEHLEHHA BUCOKOrO PiBHA BYI/IEKMCNOrO rasy
(einoeenmunayii) nip yac cHy. HeiHBa3nBHa
BEHTU/IALIA TAKOX BiZOMa K «A4BOPIBHEBUM
NO3UTUBHUMN TUCK Y AMXaNbHUX WAaxax» (BiPAP)
3 BUKOPUCTAHHAM anapary, AKMi 3abe3neyye Aga
PiBHI TUCKY MOBITPA Yepes iHAMBIAYyaNni30BaHyY
MacKy ana Hoca abo ana Hoca i poTa.

BULWMI TUCK BMMKAETLCA NiA, Yac BAUXY, W06
3a6e3neuynTn Binblnit 06’em BAMXAHHS, HiX
naLuieHT mir 61 3pobUTM CaMOCTIMHO i Yac CHY.
Micna uboro anapaTt 3HMKYE TUCK Nig Yac BUANXY.
HeiHBa3MBHY BEHTUAALLIO CPOEKTOBAHO

TaK, WOob CUHXPOHI3yBaTH ii 3 HOPMASbHUM
OVXaHHAM. AnapaT clif HanawTyBaTM Takum
YMHOM, L0 3ab6e3neyYnTn OCTaTHLO BEJIUKUIM
06’em BANXY | HE BUKOPUCTOBYBATU 404ATKOBUI
KMCEHb.

IHWi BUAM pecnipaToOpHOI NiATPUMKM, TaKi AK
«NOCTIMHWUN NO3UTUBHUMN TUCK Y AMUXANbHUX
wnsaxax» (CPAP), 3a pigKMmMn BUHATKaMM,

He PpeKoOMeHAYHTbCA, OCKIZIbKM BOHU He
NPULWBUALIYIOTL OOMiH BYIIEKMCNOrO rasy Ha
KMCEHb.

[NnAa nauienTiB, y AKMX HeiHBa3MBHA BEHTUAAL,IA
BMABUTLCA HeeDEKTUBHOK, MOXKHA PO3MNAHYTH
MO/IMBICTb BUKOPUCTAHHSA iIHBA3UBHOI

BEHTU/IALLT, NPOTE CNoYaTKy NliKapi Ta YneHu cim’i
NOBWHHI AeTa/ibHO Le 0broBopuTn. IHBa3MBHa
BEHTUAALIA — Le XipypriyHa onepawia, nig

Yac AKOi BUKOHYETbCA OTBIp Y AMXaNbHOMY
rop/i, AKM A03BONAE 3abe3neunTn AnxaHHA
yepes TpPyOKy, BiZoMy AK mpaxeocmomivyHa
mpy6Ka, a He Yyepes Hic i poT. AK NpaBMaO, Taka
onepaLifa BUKOHYETbCA Ha TPUBANNIN TEPMIH.
BapiaHTK pecnipaTopHOI NigTPMMKM CAig,
06roBoptOBaTN 3 MEAUYHUMM NPALLIBHUKAMMU Y
nepiog 3a40Bi/IbHOro CTaHy 340POB’A NaLieHTa.
Yci pilleHHA MatoTb 3ab6e3nevynTn HaKkpaluni
BapiaHT Ana nauieHTa 3i CMA.

Y pasi BUpa*keHoi nigo3pun Ha actmy

ab0 sBHOro NOKpaLLeHHA CTaHy nican
3aCTOCYyBaHHA NaLieHTam ciig HagasaTu

DKM ANA PO3LWMPEHHA ANXaNbHUX LWNAXIB
(HebynizosaHi 6poHxodunamamopu). JlikapCbKi
3acobu ANs 3MeHLWEHHA CIMHOBUAINEHHSA

(Taki Ak enikoniponam) cnip 3acTocoByBaTH
06eperKHO Ta 3MiHIOBATK 403y 3a/1IEXKHO Bif,
notpeb nig KoHTponeMm nikapa. Taki 3axoan
6e3neKkn NoTPibHiI, Wob YHUKHYTU NepecnxaHHA
CeKpeL,ii, Wo YCKNaaHIOE iXHE BUAANEeHHsA. He
PEeKOMEHAYETbCS AOBIOCTPOKOBE WOAEHHE
3aCTOCYyBaHHA NpenapaTis Aas Po3LLenneHHA
cekpeuin (Pulmozyme® abo rinepToHiYHNI
disionoriyHnin posumH).

3acTocyBaHHA aHTMBIOTUKIB Nig Yac
XBOPO6M cnig 06roBoptOBaTU 3 MEAUYHUMM
npauiBHMKaMM Ha iIHAMBIAYaIbHI OCHOBI.

Ha gopatoKk oo wopivHOoi BaKuMHaLi Big rpuny
i MTHEBMOKOKIB Ta iHLWWNX PEKOMEHA0BAHMX
CTaHAAPTHUX BaKUMHALLN, AiTel Bikom Ao

2 POKiB pEKOMEHAYETHCA BaKLMHYBATH
nanisisymabom, AKMUI Aie NpOTU NOLINPEHOTO
naTtoreHa — pecnipaTopHO CUHLMUTIANBHOIO
Bipycy (PCB), WwWo MoKe BUKAMKATM Npobaemu
3 AMXaHHAM. K 3a3Ha4anoca B po3aini 5,
«Xap4yBaHHA, PIiCT i CTAH KiCTOK», iCHYIOTb iHLWI
YMHHWKW, WO MOXKYTb MOripwmnTK Nnpobaemm

3 AMXAHHAM, | AKi cnig NikyBaTW, Hanpuknag,
pedntoKc.
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Y cnaaumx nauieHTie npobaemu 3 ANXaHHAM BUHUKAIOTb
pigwe, npote AN HUX PEKOMEHAYETbCA BUKOHYBATH
MeAMYHUIN OrNAL WOHAMMEHLLE pPa3 Ha WiCTb MicALiB.

MMig yac uMx Bi3UTIB NALLIEHTU, AKLLO BOHU B CTaHi Ue
3p0bUTK, MatOTb BUKOHATK AMXabHi TecTu (cnipomeTpito),
LLLO BUMIipIOIOTb 06’€M nereHb i cnuny gnxanbHUX m’asis.
JocnigxeHHA nig vyac CHy oA nepesipKu AMXaHHA Nig Yac
CHY CNif, BUKOHYBATM 3i BCiMA NauieHTaMM, y AKMX € Byapb-
AKIi cumnTomm abo nigo3pa Ha «HeAOCTATHICTb AUXAHHAY.

MpuKnagamm TakMx CUMNTOMIB € NOraHa fAKiCTb CHY,
PaHKOBMI rOJIOBHUM BiNb Ta COHNIMBICTb Y AEHHWI Yac.

NikyBaHHA:

AKWoO y cnaayvoro nauieHTa cnabke
BiZKALWNOBAHHA, MOMY CNig, NPU3HAYUTH
disioTepanito rpyaHoi KAiTKW. baTbKiB i
NiKNYBaNbHMKIB TAKOX CNig, 03HANOMUTHU

3 BiANOBIAHUMN METOAAMM | HAAATU IM
NPUCTPIN ANA AONOMOTM Y BiAKALLNOBAHHI
(Hanpuknag, Cough Assist®,Vital Cough®)
Pa30M i3 4EMOHCTPAL,ELD | YiITKUMM
BKa3iBKaMM LWOAO0 TOTO, fIK i KOAM MOTo
BMKOpUCTOBYBaTU. HeiHea3ueHy eeHmunAyito
CNi, BUKOPUCTOBYBATM Y BCiX MALLIEHTIB i3
CMMNTOMAMM HE3a40BiNILHOIO AMXaHHA Nig,
yac cHy (noraHa fAKiCTb CHY, ro/IoBHUM Ginb Ta
COH/IMBICTb Y AE€HHUI Yac).

AocnidnceHHA Nid Yac cHy cnig BUKOHATU

ONA NiATBEpAKEHHA TOro, WO BKa3aHi BULe
CUMNTOMM BUKAMKaHI Npobiemamm 3 AUXaHHAM,
a TaKOXK ANA BU3HAYEHHA ONTUMAIbHUX
HaNaWTyBaHb HEIHBA3MBHOI BEHTUAALLI.
HeiHBa3nBHY BEHTUAALLIIO CAig HAaNAWTYBaTH
TaKUM YMHOM, LLLOD6 3ab6e3neymTn OoCTaTHbLO
BEIMKMIM 06’em BAUXY | HE BUKOPUCTOBYBATH
AOAATKOBUIM KMCEHb. (Bn moxeTe npountatu
NpPO HeiHBa3MBHY BEHTUAIALLIIO | Te, AK BOHA
NpaLoe, B pO34iNi Npo Hecnaaumnx nawieHTis abo
B rnocapii).

IHWi BMAM pecnipaTopHOI NIATPUMKM, TaKi AK
«MOCTIMHMUA NO3UTUBHUMN TUCK Y AUXANbHUX
wnsaxax» (CPAP), 3a piAKUMM BUHATKAMMU,

He PeKOMeHAYITbCA, OCKi/IbKM BOHU He
NPULWBKUALIYIOTL 06MIH BYI/IEKMCNOrO rasy Ha
KMUCEHD.

3acTyga moXKe Npmu3BecTU 40 NOWMpPEHNX
iHOEKLUiN AMXanbHUX WAAXIB, CTYMiHb TAXKOCTI
AKNX MOXKEe NOTiPLINTUCA, AKLLO NALIEHT He
MOXe AOCTaTHbOK MiPOIO BigKALLIIOBATU CAN3
Ta iHWI ceKpeLii. YCi cmpavi naLieHT MaroTb
6yTK 3abe3neveHi ¢isioTepanieto rpyaHoi
KNITKW Yy NOEAHAHHI 3 anapaTtom A/1A AOMOMOrU
y BigKawntoBaHHi. MauieHTiB 3 HeeDeKTUBHUM
BiAKALUNOBAHHAM Ta KOBTAHHAM TaKOX CAig,
3abe3neynTy anapatom ANA BiACMOKTYBaHHA
CeKpeLin poToBOi NOPOXKHUHW. BaTbKiB i
NiKNyBaNbHUKIB cNig 3a6e3neynTy HaBYaHHAM
i NiATPUMKOLO, WO AACTb iM MOXAUBICTb
BMKOHYBATN peKoMeHAaLlii Ta epeKTUBHO
BMKOPMCTOBYBATU anapaTu.

Y pasi BUpa*keHoi Nigo3pun Ha actmy

260 ABHOro NOKpaLLEeHHA CTaHy nicas
3aCTOCYBaHHA MaLliEHTam Caig, HagaBaTn

NiKN oNA PO3WMPEHHA AUXANbHUX LUAAXIB
(HebynizoeaHi 6poHxodunamamopu). Jlikapcbki
3ac06M A5 3MEHLEHHA CIMHOBUAINEHHSA

(Taki Ak enikoniponam) cnip, 3acTocoByBaTH
obeperkHO Ta 3MiHIOBAaTN A03Y 3a/1EKHO Bif,
notpeb nig KoHTponem nikapsa. Taki 3axoan
6e3nekun NoTpibHi, Wob YHUKHYTU NepecuxaHHs
CeKpeLin, Wo yCKNaaHIE iXHE BuaaneHHa. He
pPEKOMEHAYETLCA AOBIOCTPOKOBE LWLOAEHHE
3aCTOCYBaHHA NpenapartiB A41A po3LenaeHHA
cekpeuint (Pulmozyme® abo rinepToHIYHNI
¢isionoriyHnn posumnH). 3acTocyBaHHA
aHTMBIiOTUKIB Nig Yac xBopobu cnig,
obroBoptoBaTM 3 MEAUYHMMM NPALIBHUKAMW HA
iHOMBIAYaNbHI OCHOBI.



Y BinbLUOCTI

XO4A4YUX MALLIEHTIB
CNOCTepIraeTbeA
HOpPManbHe ANUXAHHA,
npoTe pe3ynbraTh
OAHOro AOCNIAXKEHHA
cBig4aTb Npo
MOX/IMBE HE3HaYHe

noripweHHA

Y 6iNnblIOCTi X0AA4YMX NALIEHTIB CNOCTEPIrAETLCA HOPMabHE
AVXaHHA, NPOTe pe3ynbTaTh OA4HOro AOCAIAXKEHHA CBiAYaTb
NPO MOXNMBE HE3HAYHEe NOTipWeHHA ANXanbHOI QyHKL,T

3 NAMHOM Yacy. Y pasi iHbeKUuilt AnxanbHUX WAAXIB cAig,
BMKOHATM peTesibHe KAiHiYHe 06CTeXXeHHA 34aTHOCTI
nauieHTa epeKkTUBHO BiZKaLLIOBATM Ta BCTAHOBUTM HAAABHICTb
CMMNTOMIB «HEA0CTAaTHbOIO AMXaHHAY (MOraHa AKICTb CHY,
roN0BHWUI BiNlb Ta COHAMUBICTbL Y I@HHMI Yac). 1A NaLienTis,
Y AKMX CNOCTEPiratoTbCA 03HAKM NPobaem 3 AUXaHHAM, CAif
PO3MNAHYTU MOXAUBICTb BUKOHAHHA PEryNAPHUX AUXANbHUX
TecTiB (cnipomempii). NMpoTe ynepeaKyBasibHe NiKyBaHHA
npobaem 3 ANXaHHAM He € NOTPIbHMM, AKLWO Aopocsa ocoba
abo uneHwn cim’i He BUCNOBNIOIOTb 3aHEMOKOEHD.

Y pasi BMparkeHoi nigo3pn Ha acTMy abo SBHOrO NOKpPALLEHHSA
CTaHy NicnA 3acTOCyBaHHA NaLi€HTaM cAif HagaBaTh

NiKW oNs pO3WMPEHHA ANXANbHUX WANAXiB (HebynizoeaHi
6poHxodunamamopu). JlikapcbKi 3acobu ANA 3MeHLWeHHA
CAVMHOBUAINEHHA (Taki AK 2aiKonipoaam) cnif 3acTocoByBaTh
obeperxkHO Ta 3MiHIOBaTK 403y 3a/1EXKHO Bia noTpeb

nig, KOHTposiem nikapA. Taki 3axogm 6e3nekun NoTpibHi,

106 YHUKHYTU NepecuxaHHs CeKpeL,in, Lo YCKNaaHIOE

IXHE BUAaneHHA. He peKomeHAYETbCA AOBFOCTPOKOBE
LLLOAEeHHEe 3aCTOCYBAaHHA NpenaparTiB A4/1A po3LweneHHs
cekpeuin (Pulmozyme® abo rinepToHIYHMI Pi3ionoriyHmi
PO34MH). 3acTOCyBaHHA aHTUBIOTUKIB Nig Yac XBopobu

cnig obrosopoBaTM 3 MeAMYHMMM NPALIBHUKAMK Ha
iHOMBIAYaNbHI OCHOBI.



PO34IN7

IHWI OPTAHU | CUCTEMMWU
PTAHIZMY

Binok SMIN MicTUTbCA He TiIbKK Y CIMHHOMY MO3KY — BiH NMPUCYTHIN y BCiX KNiTUHAX Bigpasy
nicaa 3anfifHeHHA SUUEKNiTUHU. Lle o3Hayae, wo 6pak LUboro 6islka MoXKe BNANHYTU Ha iHLLi
OpraHu Ta YacTUHM opraHismy. HaykosLui, AKi BuB4aoTb CMA Ha TBapuHax, NpUNycKatoThb,
WO 3MeHLEHHA piBHA 6inka SMN moxKe BNIMBaATW HA FONIOBHUIA MO30K, HEPBM, CEpLE i
NigLWaAyHKOBY 3a103Y.

MpoTe oAHO3HaYHI NpPobaEMN 3 IHLUMMM OPraHaMM BUHUKAAW TiIbKU Y MEHLLIOCTI NaLieHTIB
3i CMA, i B uMx BMNagaKax He byio AoBeAeHO, LWO NPUYMHOLD BignoBigHUX npobnem 6yna

cniHanbHa m’a3oBa aTpodin.

CEPLE

3MiHM y CTPYKTYpIi cepuAa cnoctepiranmca
Y HEMOB/IAT 3 HANBULLMM CTyNeHem
TAXKKOCTI XBOpOOM (3a3BMyait y
BMNAAKaX, KoM NpobaeMn 3 AUXaHHAM
cnocTepiranunca Bif, HAPOAKeHHsA). Y
OEesKUX AiTen MoXKe cnocTepiratncs
3MeHLIeHa YacToTa cepLeBnX CKOPOYEHD,
LLIO MOXKe BUMaraTu NikyBaHHA. TakMm

aEw ¥
L3

YMHOM, PEKOMEHAYETHCA BUKOHYBATH
peTeNbHUIA MOHITOPUHT Npobaem i3
cepuem y HEMOBAIAT i3 TAXKKMM CTyneHem
CMA. Y cngaumx i xoaaumx nauieHTiB
npobnemu 3 cepuem BUHUKAIOTb PigKo.

1
|2

g5

i

- =

IHWI CUCTEMMU OPTAHI3ZMY

MonepeaHi pe3ynbTaTv JoCAiAXKeHb (Ha KNiTMHAX, TBapMHaXx Ta 3a yyacTi togeit) ceigyaThb,
LLLO HAaBEAEHI HMXKYE BiAXMNEHHA MOXYTb BYTU TPOXM BiNbLL NOWMPEHUMM Y NALEHTIB 3i
CMA:

¢ Mpobaemu 3 NigLNYHKOBO 33103010 (40 AKMX MOKe HanexkaTtu aiaber)

¢ BWCOKWIA piBEHb 1ENTUHY (TOPMOHY, AKMIA PErytoe aneTuT i Macy TiNa WAAXOM
3MeHLUEHHSA BigvyTTa ronoay)

¢ [pobnemu 3 M'A30BMMM MITOXOHAPIAMM (HAaCTUHAMM KAITUH, WO BUPOOAAIOTbL eHeprito)

Ycim nauieHTam 3i CMA peKomeHAYETbCA NepeBipATM pPiBEHb LlyKPY B KPOBi, 0CO6MBO KOu
BOHM NnoraHo cebe no4yBatoThb.
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PO34IN 8

NIKU

3 MOMEHTY NiAroTOBKM LIbOro KEPIBHULTBA 3aPEECTPOBAHMMM BXKe € NpenapaTtu Spinraza®,
Evrysdi®, Zolgensma®, siki npoAeMOHCTPYBa/IM MO3UTUBHI pe3yanbTaTh Npu NikyBaHHI CMA.
Heska iHbopmal,ia Nnpo 3acTocyBaHHA NpenapaTsd HaBeAeHa B po3aini 11, «3acTtocyBaHHSA
HOBMX BMAIB NiKyBaHHA CMAY.

AnbbyTepon (TakoXK BiAOMMI SIK caNnbbyTamon), AKMIM 3a3BUYAN aCOLLIHOETLCA 3 NiIKYBaHHAM
aCTMM, BUBYABCA Y PaMKax KNiHIYHMX AocniaxeHb y dopmi nepopanbHoi TabneTkm abo
PiAMHK | NPOAEMOHCTPYBAB AesKi MO3UTUBHI pe3ynbTaTh LWoA0 NiABULLEHHA CUAN M'A3IB.
MpoTe Ha CbOroAHi LWe He foBeAEHO, Y anbbyTepon AiNcHO 3abe3neyvye NO3UTUBHUIN
edekT. HesBarkatoum Ha Le Moro iHoAji NPOonNUCYTb CUAAYMM i XOA4A4YMM NauieHTam. o6
oTpumaTw binblwe iHbopmauii Npo Te, AK NPaLLOE Len npenapaT, Nepenaito 40 po3ainy 3
KOPUCHUMM pecypcamm.

MorKHa nopekoMeHAyBaTW NliKapCbKi 3ac06u, AKi CNpPAMOBaHi Ha NiKyBaHHA CUMNTOMIB
CMA ab0 noKpalleHHA SKOoCTi *nTTA. Cepen, iHLWOro, 10 HUX HalexaTb:

Bitamin D (po3ain 5, «XapuyBaHHS, PiCT i CTaH KiCTOK»)
@ Kanbuint (po3gin 5, «XapyyBaHHA, PICT i CTaH KiCTOKY»)
& bigpocgpoHamu (po3ain 5, «XapyyBaHHSA, PIiCT i CTaH KiCTOK»)
€ AnTMpedNIoKCHI NiKkK (po3ain 5, «XapuyBaHHA, PICT i CTaH KiCTOK»)

¢ AnTMBioTMKM (po3ain 6, «AnMxaHHA (pecnipaTopHe i Ny/IbMOHONOTIYHE NiKyBaHHA)»)

ICHY€E iMOBIpHICTb, L0 TaKOXK 3'ABAATLCA iHWI NOTeHUiMHI npenapaTtu. MoroBopiTb
3 NpeacTaBHUKAMM CBOEI MeaMYHOI KOMaHAM NPO OCTaHHI AOCNIAXKEHHA, KNiHIYHI
BMNPOoOYyBaHHA Ta AOCTYNHICTb NiKapCbKMX 3ac0biB y Ballili KpaiHi.
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PO341N9

HEBIOAKNAAHA AONOMOTA

HanuyacTiwmmm npobnemamu, WO BUMaratoTb EKCTPEHOIO NiKYBaHHA, € iHPEKLIT AUXaNbHUX
WNAxis i npobaemun 3 auxaHHAM. A KoxHoro nauieHTa 3i CMA cnig niarotysaTt nnaH ain,
AKOro MOXKe A0TPMMYBATUCb MeAMyYHa KOMaHAa y BUNaAKy XBopobu nauieHTa. Llen nnaH
CNig y3roanTn MiXK NiKapem i 4OPOCANMM NaLLiEHTOM, MOKM BiH A06pe cebe novysae, abo mixK
Nikapem i 6baTbKamMu ANTUHU, KOJIU CTaH ii 340p0B’A 3a40BiNbHUIA. Y Li 06roBopeHHs cnig,
3a/1y4aTH 4iTen, AKWO BOHW MAOTb BigNOBIAHWI piBeHb PO3yMiHHA. Cnig 3a40KYMEHTYBATH
ue obroBopeHHA y dopmi «lnaHy HeBigKNaAHOT MeanYHOT gonomorn». MeTa Lboro
JOKYMEHTa — ATV MOXJ/IMBICTb AOPOC/MM NaLLiEHTAM i CiM’'AM BUCNIOBUTU CBOI NobayKaHHSA
Ta NOKPALMTX KOMYHIKaL,it0 MixK NauieHTamu i cim’amu, baxiBusmm 3 eKCTPEHOT AOMOMOrK Ta
MeanKamu, aKi 3abesnevytoTb 4OBroCTPOKOBUI AOTNAA,.

MnaH HeBigKNaaHOI MeAUYHOT foNOMOru abo «naaH Ha BUNAA0K 3aXBOPHOBAHHA» CAif
niaroTyBaTu pa3om i3 MeanYHO KOMaHAOo0. Y HbOro cAif, BKAYNTU iHDOpMaLLito Npo
HaBeLEHI HMUKYe aCreKTu.

¢ Tpn HAABHOCTI AKMX TPUBOXKHMX O3HAK B NepeaHin AinsHui wni moxke byTtu
abo cumnTomiB nauieHTa 3i CMA cnig, BMKOHAHO OTBIp AN1A BCTAaBNEHHA TPYOKM
BE3TM B NiKAPHIO. B AMXanbHe ropao (mpaxeocmomis).

¢ [o aKkoro nikapa abo nikyBanbHOro ¢ [pobnemun Ta 06MeKeHHA 3 PyXINBICTIO
3aKnaay cnif, 3BepHyTUCA y pasi Wwui i wenenu.

HeBiAKNaAHOI cMTyaLlil.
¢ MeToam BMAANEHHA CEKpeLii, y ToMy

¢ lMobarkaHHA WoA0 WANAXiB BUPiLLEHHSA yncni yacToTa npoueayp.

npobnem i3 gUXaHHAM, y TOMY YMCAi Balla
¢ CnoxKuBaHHA XKi i pignHM nig vac

XxBopobu.

AYMKa LWoA0 Pi3HUX cnocobis nigTpUmMKm
OMXaHHA. PecnipaTopHa niaTpumKa mMmorke
HaZaBaTUCA HEIHBA3UBHMM LUIAXOM .
yepes macky (HeiHea3ueHa eeHMuAAYiN).
Kpim TOro, KOPOTKOCTPOKOBA BEHTUAALIA ¢  fKi 3aX04M NOTrOAXKeHO Ta byae
Mo3Ke 3abe3nedyBaTuCA Yepes rHy4Ky 3aCTOCOBAHO Y pasi, KoM NoTpibHa
NAaCTUKoBY TDYGKV, BCTaB/1eHY B peaHimau'iﬂ_

AuxanbHe ropno (iHmy6ayis). Ans

[0BrOCTPOKOBOI MiATPUMKM ANXAHHA

Konu i AKi aHTMBIOTMKKM 3acTOCOBYBATH.

AKLLO € TaKa MOXAMBICTb, CAiA 3a34aneriab 38°83aTMCA 3 MiCLLEBMMM CAy:KOaMM HEBIAKNAAHOT
A0nNoMoru Ta 0broBopuT 0cobamBi NoTpebu, a TakoXK NOBIAOMUTK, AKe 0ONAAHAHHS
BMKOPMCTOBYETHCA BAOMA. Y pasi HEBIAKNAAHOI CUTYaLLT CNig, 3BEPHYTUCA A0 HAMBAMKYOro
JIKYBa/IbHOTO 3aK/1ady. AKLIO € Taka MOX/MBICTb, CAiJ, TAKOXK 3aCTOCOBYBATU 0b1aaHaAHHA,

LLLO BUKOPUCTOBYETLCA BAOMA, HABITb AKLLO B MalUMHI WBMAKOT ZONOMOTM € HaNexHe
yCTaTKyBaHHA. [HOAI MOXKe BUHNMKHYTN HeOobXiAHICTb NepeBe3Tn Hecnaaumx abo cnaaumnx
NaLieHTIB y cneuianbHUiA (BMCOKOCNELaNi30BaHWI) NiKyBabHWI 3aKNa, AKUIA Mae
BiAnoBsiaHe obnaAHaHHA ANA AOTAAAY 33 TAKMMMK NalieHTamK. Y BCiX BUNaAKax Npo XxBopoby
cNig NoBIAOMAATI KNIHIYHIA KOMaHAI, AKa BiANOBIAAE 33 JOBrOCTPOKOBE NiKyBaHHA MaLLiEHTA.
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MnaH HesiOKnadHOIi medu4HOIi Oonomoz2u Mae
Ha MeTi 4aTU MOX/MBICTb AOPOCJMM NALLIEHTAM
i cim’am BUCNOBUTK NobBaXKaHHA Ta NOKpaLWMTH
KOMYHIKaLLit0 MiXK NaLiEHTaMU i cim’amu,
daxiBUAMM 3 EKCTPEHOT AONOMOrK Ta MeANKamMu,

AKi 3a6e3ne4ytoTb 4OBroCTPOKOBUIN A0OrNsA,.

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

© HeiHea3ueHy seHMUAAYiIIO | BUOANEHHSA ¢ Axkwo iHmy6ayia 6inble He NOTPiIOHA, i

cekpeLii cnig 3acTocoByBaTW Ha PaHHIX eTanax
NiKYBaHHA, Nepens, 3aCTOCYBAHHAM KUCHIO.

He cnig 3amMiHATK HeiHBA3MBHY BEHTUAALLO
3aCTOCYBAHHAM Ti/IbKMU KUCHIO. KnceHb cnia
BBOAMTM Ti/IbKM TOA, KONW PiBEHb KMCHIO B
KPOBI 3a/IMWAETLCA HM3bKMM MPU OAHOYACHOMY
3aCTOCYBAHHI HEIHBA3MBHOI BEHTMAALLT Ta
BM/AANEHHI CEKPeLin, AK ONMCaHO B NAaHi
HeBiAKNaAHOT MeaMYHOT 4ONOMOTK. Y TakOMy
Pasi KNCEHb MOXKHA BBOAMTM B HAUHMMKYOMY
ob’emi, HeobxigHOMY ANA ONTUMI3aLLi
36arayeHHA KMCHeM, Nicas Yoro NocTynoBo
NPUANHATU MOro BBEAEHHA Mif, Yac oAy *KaHHA Bif,
XBOPOOMU.

Mig Yac BBEAEHHA KMCHIO NOTPIOHO CRigKyBaTH
3a pPiBHEM BYI/IEKMCIOrO rasy 3a A0MNOMOroto
aHani3y kpoBsi abo yepe3wkipHoi npobu.

AKLLO BUHMKAE HeobxiaHiCTb iHmyb6auyii, cnin,
BPAxoBYyBaTW AYMKY NaLieHTa abo, AKLLO NALEHT
€ AMTUHOO, NOPaANTMCA 3 Moro BaTbKaMu
(3aKOHHUMM OMiKyHamM).

NAaHYETbCA YCYHYTU TPYOKY,nepea umm chig,
NMOBHICTIO HANOBHUTU IETEHI Ta ONTUMI3YBaTH
3b6arayeHHs KucHeM. lMicna ekctybauii cnig,
3aCTOCOBYBATU HEiHBA3MBHY BEHTUAAL,IO AK
nepexigHUn ONOMIXKHWUI 3axia,.

AHTMBIOTMKM cNig 3acTOCOBYBATU Y AiTeN,
MONOANX NtoAel i AOPOC/NX TiIbKKU 33 HAaABHOCTI
KOHKPEeTHOI NPpUYnHM XBOpPObMU, TaKOI SIK cencuc
ab0 iHpeKUia AnXaNnbHUX WAAXIB.

Mig Yyac NnocTynneHHA y BigAineHHA
HeBiAKNaAHOT JONOMOrM MOro NPaLiBHUKK
NMOBMHHI PO3MNAHYTU CUMMATOMM i CMPUATANBI
ON5 XBOPOOU YUMHHUKM, TaKi AK HELLLOAABHE
XipypridyHe BTpy4YaHHA, a TaKOX HepecnipaTopHi
NPUYUHW CENCUCY, HANPUKAL, iHPeKLito
CEeYOBUBIAHMUX WINAXIB, WKIPHY iHPEeKLito ToLO.

AKWO NoTpibHo 3acTocyBaTh 3HE60/10BA/IbHUIN
3acib, cnig AoTpMMyBaTUCA BKa3iBOK, HaBeaeHUX
y po3aini 10, «3Heb6ontoBaNnbHi 3aC06M»

Haa3BnyaliHO BaXkiMBoO, W06 3ax04Am HEBIAKNAAHOT AONOMOTU BKAOYAAN HeraHe 3abe3neyeHHs pignHu,
a TAKOXK MOHITOPUHI CNOXWBAHHA PiANHU, PiBHIB conen i miHepaniB, GyHKLiN NeYiHKM Ta PiBHA IHOKO3M.
He nisHiwe wecTtn roanH nicna noyaTky XBopobwu cnig 3abe3neunTy xapyyBaHHA i3 BMiCTOM binKiB Ta He
[OMNYyCKaTU TpMBaMX Nnepioais 6e3 cnoxkneaHHsA Ki. Mig yac xBopobu ocobnamBy yBary caig npuainaTu
bYHKLUIT KOBTAHHA Yepes puU3MK BAMXaHHA iXi abo pianHun B nereHi (acnipayii) (gue. po3ain 5, «XapyyBaHHA,
PICT i CTaH KiCTOK»).

HeBAaoB3i nicns NOCTyn/IEHHSA B JIiKyBa/ibHUIM 3aK/1aj, 3 MeAMYHUM MEPCOHANIOM CJlifi, 06roBopuUTH Lini,
AKUX CNiJ, AOCATTU, @ TAKOXK BU3HAYUTU MJ1aH, AKUIA A03BOINTb NaLLiEHTOBI 6€3NeYHo i 3py4HO NOBEPHYTUCA
aopomy. Mg yac nnaHyBaHHA BUMUCKM BU, MEPCOHAs NiKyBa/IbHOrO 3aK/i1aay Ta KOMaHAa NePBUHHOIO
MeANYHOro AOTNsAAY NOBUHHI BU3HAYUTM BiaNoBiAHI Uini. B oay»kaHHi Bif, xBopobu Ta 36epeskeHHi
dYHKLUiOHaNbHMUX 34i6HOCTEN TaKOXK MOXKe gonomorTu pisnyHa Tepanis i eprotepania, nocayru foroneaa,
ncuxocoujianbHa NiATPMMKa Ta nasiamueHuli 002a50.
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PO3A4lN 10

SHEBOJ/ZIKOBAJIbHI 3ACObBMNU

o A
- i

3HebotoBabHI 3aC06M MOXKYTb BUKOPUCTOBYBATUCSA Mif, Yac Ni1aHOBOI onepadii abo 3 iHwux

NPUYKUH, HaNpUKNa4, Npu BBeAEHHI HOBUX NiKAPCbKUX 3acobiB.

HurKue HaBeaeHO peKomeHgauii 4nA BigNoOBiAaNbHOI MegUUYHOT KOMaHAM:

¢ KoHcynbTauia kapaionora — TiNbKWU AKLWO
BiZLlOMO NPO HasaBHY Npobaemy i3 cepuem.

4 ToBHe obcTeXKeHHA nepen 3aCTOCYBaHHAM
byab-sKoro 3Heb0N0BaIbHOIO 3acoby.
BOHO moOXKe BKAOYATM AOCNIAMEHHA Nig
Yyac CHy Ta KOHCynbTalito agieTonora.

¢ OujiHka TpyaHoLwiB Npu iHTybauji, Wwo
MOXKYTb OYTM BUKNMKaHI HaBeAEeHUMM
HUXKYE YAHHUKAMM
e CKyTiCTb Wenenu

e ObmexKeHa pPyXAuBICTb KT

e [pobnemu 3 NO3MLIOHYBAHHAM

& Po3rnag MoXKIMBOCTI 3aCTOCYBAHHA
MicLeBoro 3HeboneHHA; AK NpaBuno,
BUKOPUCTAHHA 3He60N0BaNbHUX 3acobiB
baKTMUYHO BUKANKAE Npobiemu.

¢ TOCTiHUIM MOHITOPUHT PiBHA BYI/IEKUCIOTO

rasy i KUCHIO B KPOBi He3aneXHo Bif,
MmeToAy 3HeBONEHHS.

MepenbayeHHA iHWMX MOXANBUX NOTPeD,
TaKUX AK BUKOPUCTAHHA HEiHBAa3UBHOI
BEHTUAALT Ta iIHWKWX pecnipaToOpHUX
3axofis

Micna onepauii MoXke 3Haf06UTUCA
BUKOPUCTAHHA NiKapCcbKUx 3acobis ann
3HeboNeHHA

3HebontoBanbHi 3ac0bU MOXKYTb
BUKOPUCTOBYBATMUCA Nig Yac
naaHOBOI onepaLii abo 3 iHWKnx

NPWYNH, HANPUKNAA, NPU BBEAEHHI

HOBMX NiKapPCbKKX 3acobiB.
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CraHom Ha 2021 pik
3apEeECTPOBAHO NpenapaTu
Spinraza®, Zolgensma®, Evrysdi®
NiKapCbKi 3acobm ana nikyBaHHA
CMA, wo moanodikyoTb nepebir

XBopobu.

PO34iNn 11

3ACTOCYBAHHA HOBUX BUAIB
NIKYBAHHA CMA

Mpenapart Spinraza® BBoaAnTbLCA HesnocepeaHbO Y CMUHHOMO3Ko8y piduHy (CMP), ska UMPKYIOE

Yy CMMHHOMY i TO/IOBHOMY MO3KY; 3aBAAKM LibOMY NpenapaT Spinraza® 6e3nocepeiHbo AocArac Tiei
YACTMHM LEeHTpPanbHOI HEPBOBOI cucTeMM, WO yparxkeHa CMA. Jlikapi otpumytoTb goctyn o CMP
3a Aonomorot ArmbanbHOT NYHKLT, Nig Yac AKOI B NONepeKoBii AinAHLi CMMHM FO/IKa BBOAUTLCA
Y NPOCTIp MiXK KiCTKaMM, 3 AKMX CKNafa€eTbca xpebeT (xpebyi). na BU3HAYEHHA ONTUMAIbHOTO
micauA BBEAEHHA roNIKMU NiKapi MOXYTb BUKOPUCTATU peHmaeHo2pamy.

AK NpaBMaO, NPM BUKOHAHHI L€l npoueaypm
BMKOPUCTOBYETLCA MicLLeBe 3HEOONEHHS,

TakKe AK 3HebonreanbHuUli Kpem, npoTe iHoAj
BMHMKAE HEOOXiAHICTb 3ara/ibHOro HapKOo3y.
Cno4yaTKy BUAANAETLCA HEBE/INMKA KiNbKICTb
CMP, nicna yoro NpoTArom OAHIEI-TPbOX XBUAUH
BBOAMUTLCA Npenapat Spinraza®. CnoyaTky
BUAANAETbCA HEBENMKA KinbkicTb CMP, nicna
4Oro NPOTArom OAHI€EI-TPbOX XBUANH BBOANTLCA
npenapar Spinraza®.

AKWO meanyHa KomaHaa i nauieHT abo Moro
3aKOHHMI NpeaCcTaBHUK NOroguAnCh, WO
npenapat Spinraza® € 4ocTynHUM i BignoBigHNUMm
METOAOM JliKyBaHHSA, MeAMUYHilA KOMaHai cnig
peTesbHO CMJIaHyBaTW BBEAEHHA Npenapaty
TAaKMM YMHOM, W06 BTPyYaHHA byno 6esneyHnm
i BpaxoByBano $isMUYHUI PO3BMUTOK MaLLiEHTA.
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3rigHo 3i CTaHAapTamm

NiKYBaHHS, MeAUYHIN KOMaHA,,
AKa 0OroBOPIOE 3 NALLiEHTOM

abo Moro cim’eto Lie NikyBaHHA,
PEKOMEHAYETLCA BPAaxOBYBaTM TaKi
acneKTun:

€ KW BUKOPUCTOBYBATU METOZ,
ymMnpoueaypy 3HeboNeHHs

€ AKi noTpibHi pagionoriyHi
AOCANiAKeHHA(HanpuKnaa,
PEHTreH)

AKi npobnemn moxke
BMKNMKATK onepalia Ha XpeoTi
abo ckonio3 (aue. po3ain 4,
«OpToneamyHa Tepanin»)



Zolgensma® -

(onasemnogene abeparvovec-xioi) €
aAeHOBIpPYCHO-acoUii0OBaHUM BEKTOPHUM
reHHUM nNpenapaTom, NPU3HaYeHNM a4na
NiKyBaHHA cniHanbHOT Mm’A30B0i aTpodii
neaiaTpUYHMX NaLieHTIB y BiLi monoaLe 2
POKiB, WO MatoTb bi-anenbHy MyTaLito B reHi
BuknBaHHA SMIN1. [locTaBKa npenapaTy B
opraHiam BiabyBa€eTbCs Yepes BEHY LLUJIAXOM
TpuBanoi iHPysii.

Tepanis Hagae ¢yHKLiOHaNbHY Konito reHa SMIN1
ON1A 3yMUHKK NporpecyBaHHA 3aXBOPHOBAHHA

33 AONOMOrOH0 CTiliKoi ekcnpecii 6inka SMN.
®yHKLiOHaNbHa Konia reHa SMN1 BBoguTbCA 3
[,0MOMOroH a4eH0aCoLIMOBaHOrO Bipycy.

Micna Toro, AK reH npnbyBae B NOTPIOHY
JIOKaLLit0, BEKTOP PYMHYETLCSA | BUBOAUTLCSA 3
OopraHiamy. 3aBA4AKKM 34aTHOCTi OHaCeEMHOreHa
abenapBoBeKa A01aT remaToeHuedanivyHmim
6ap’ep (FEB), 3 NnoganbLLOK TPAHCAYKLEW
KNITUH-MiWeHeN, nigTeeparkeHa ekcnpecis SMIN
6iNKYy B MOTOHEMPOHaX Y BCiX Biadinax rofloBHOro
i CMIMHHOrO MO3KY.

KniHiyHO poBeaeHo, WO oaHOpPa30oBa iHY3inA
npenapaTty 34aTHa BigHosuTn SMN-eKkcnpecito
B MOTOPHMX HEMPOHaX, N036aBieHNX
¢dyHKUioHanbHoro reHa SMIN1.

Mpw 3acTocyBaHHI Zolgensma® MoXKyTb
BUHUKATW BaXKKi rOCTPi yparkeHHA NeYiHKK.
Besneka Ta eheKTUBHICTb MOBTOPHOIO
BMKOPUCTAHHA A0CI He BYAK OLiHEHI Y KNiHIYHNX
BMMNPOOYBaAHHAX, BUKOPUCTAHHA Y MaLEHTIB 3
BXe nporpecoBaHoo CMA (a came 3 NOBHMM
napaniyem KiHLUiBOK, MOCTIMHOO 3a/1EeXHICTIO Bif
LLIBJ1) TaKo» He 6yn0 OLiHEHO KAiHiYHO.
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Evrysdi® -

(pucamnnam) npusHaYeHU ANA NiKyBaHHSA
cniHanbHOI M’A30B0i aTpodii NnayieHTam
BiKOM Bia, 2 micauis. Pucannnam €
MoandiKaTOPOM Cr/IaliCUHTY NonepeaHuKa
MmaTpuyHoi PHK (npe-mPHK) reny
BUXKMBAHHA MOTOHelpoHiB SMIN2, npu
CniHanbHi M’a30B0i aTpodii, CNPUUYMHEHIN
MyTaLiAMM XPOMOCOMM 5, LLLO NPU3BOAATL
0o aeodiunty 6inka SMN.

Y KNIHIYHMX 4OCNIAXKEHHAX pUcannaam
npu3BoAMB A0 36i/blueHHA piBHA biska
SMN i3 3miHOlO MegajiaHu binblie HiX yaBivi
BiZ, BUXiAHOro piBHA NPOTArom 4 TUXKHIB
nicaa noyaTKy NiKyBaHHA. Take 36inblUeHHS
nigTPUMYBaN0CA NPOTATOM YCbOro nepioay
NiKyBaHHSA (LLLOHAaMMEHLLIE NPOTArOM

12 micAauiB) npu Bcix TMMNax cniHanbHOI
M’A30B0i aTpodii.

Cnocib 3acTocyBaHHA: NiKapCbKuii 3acib
Evrysdi® npuiimatoTb nepopanbHO OAMH
pa3 Ha goby nicna npunomy ixKi npnbansHo
B O4MH i TOW }Ke yac woaHA. AKLWo
HEMOB/IATA 3HAXOAATLCA Ha rPYAHOMY
BUroA0BYyBaHHI, npenapaT HeobxigHo
NPUMHATK NICNA rOAYyBaHHA rPYAbMU.
AKLLO NaLiEHT HEe MOXKe KOBTaTU i Momy
BCTAHOB/IEHO HA30raCTPa/ibHUI 30HA,
abo racTpocTomiyHy Tpy6Ky, Nnpenapat
MOXHa BBOAMUTU Yepes 30HA/TPy6bKy.
PekomeHaoBaHa Ao03a npenapaty Espicai
BM3HAYAETHCA 3a/1IEXKHO Bif, BiKy Ta MacK
Tina.

Bynu BcTaHoBneHi 6e3neka Ta
edeKTMBHICTb 3aCTOCYBaHHA NpenapaTy
AiTAM BiKOM Big, 2 micAuis. be3sneka Ta
e(dEeKTMBHICTb 3aCTOCYBAHHSA AiTAM BiKOM
[0 2 MicsiLiB He BCTAHOB/EHI, KNiHIYHI
OOCNIOXKEHHA TPMBAOTb.
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ETUHHI MIPKYBAHHA |
MOX/INBOCTI BUBOPY

Y ubOMy KepiBHULTBI HEO4HOPA30BO
3rafy€eTbCA, WO KoXKeH nauyieHT 3i CMA €
YHiKa/IbHUM, TaK CaMOo K KOXHa cim’a Ta

ii 3KnTTEBI 06CTAaBMHU. 3a3BMYaAN iCHYIOTb
Pi3Hi MOXIMBOCTI JorNAAy i NiKyBaHHA,

AKi NPUCTOCOBYIOTLCA 40 iHAMBIAYANbHUX
ocobnunsocTein. Tomy Haa3BMYAMHO BAXK/INBO,
o6 3 MOMEHTY MOCTAHOBKM AjarHosy
npeacTaBHUKN MegUYHOT KOMaHAM BIAKPUTO
obrosoptoBanu BCi acnekTn gornagy. Y npoueci
TaKOro 0broBOpPeHHs cig po3rnaaaTv BCi
MOX/IMBI BapiaHTM NiKyBaHHA 1 gornagy, a
TAKOX NOTEHL,iMHI PU3NKK 1 MepeBarn KOXHOro
3 HUX. OBroBOPEHHS CAig BECTU 3 A0POCIUMU
ocobamu 3i CMA abo Bamu AK 6aTbkamu/
niknyBasibHUKaMmm gutuHu 3i CMA, a TakoxK

i3 Camoto AUTMHOID, AKLLO Lie A03BONAE il BiK.
Bam cnig 6e3 BaraHb NOYMHATK 0OroBOPEHHSA
B OyAb-AKMIA MOMEHT i CTaBUTM BCi 3aNMUTaHHA
npo 6yab-ski acnektn gornaay. Nam’atante,
LLLO 3aBXKAM MOKHa NepernsHyTn byab-aKi
pilleHHA, 0COB6MBO AKLLO 3MiHIOETLCA CTaH
nauieHTa. [eski 3 unx obrosopeHsb byae

NOYMHATU KNiHIYHUI NepcoHan. BoHN MOXyTb
BK/IIOMATM JOCUTb CKNAAHI TEMU, HanNpuKnaa,

AKoto byae NpaBubHA peaKLis Ha HeBiAKNAAHI
CUTyaU,ii, WO NOTEHLiMHO 3arpPOXKYHOTb KUTTIO,
HanpuKnag, YyCKNaaHEHHA AUXaHHA.

Xoua nowyk metogis nikysaHHA CMA TpuBae,
i MOXKYTb 3’ABUTUCA HOBI BUAM Tepanii,

LLLO 3aNPOMOHYIOTb iICTOTHE NOKPALLEHHSA,
npioputeTom AnAa BCix nauieHTis 3i CMA
3a/IMLWAETLCA NIATPUMKA HaNeXKHOT AKOCTI
KUTTA | HANEPEKTUBHILLINIA MOMKANUBUN
KOHTPO/1b CUMNTOMIB.

Mwu cnoaiBaemocs, WO BM 3HAMLWAM B LibOMY
KepiBHULTBI KOPUCHY iIHDOPMaLLitO, AKY MOXKeTe
06roBOPUTU 3 MEAMYHOI KOMAHAOH0.

Mam’aTaiTe, WO iCHYIOTb cnewjianizoBaHi
3aKn1aam 3 NiKkyBaHHA HeMpom'A30BUX PO3naaiB
i BignosigHi ¢axiBLyi, a TaKOX rpynu NiaTPUMKMK
M 3aXMCTYy NPaB NALEHTIB, HE FOBOPAYM BXKe
Npo BaLIMX POAMMIB i APY3iB, AKI MOXKYTb
AOMNOMOITH BaM.
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Mam’aTanTe, WO iCHYIOTb cnewiani3oBaHi 3aKknaau 3
NiKyBaHHA HEMPOM'A30BMX pO31aAiB i BianoBiaHI daxisu,,
A TaKOX rpynum NiATPMMKN M 3aXMUCTY NPaB NALLEHTIB, HE
roBOpPAYM BXe NPO BalLUUX POoAMUiB | ApYy3iB, AKI MOXKYTb

A4ONOMOITN BaM.

Spinal Muscular Atrophy UK
www.smauk.org.uk

Cure SMA
WWWw.curesma.org

SMA Europe
WWWw.sma-europe.eu

Muscular Dystrophy UK
www.musculardystrophyuk.org

TREAT-NMD Alliance
www.treat-nmd.org

bnaroaiiHunii doHg
Litu 3i cniHanbHOO M’A30B0OIO aTpodicto

WWW.CSma.org.ua
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ONOAATOK 1

HaBeaeHi HUMKYe CXemm MOACHIOKTb IMOBIPHICTb YcnaaKyBaHHA AuTMHOK CMA B pi3HUMX cim’sax gns
KOXXHOI BariTHOCTi. 3BepHiTb yBary, WO iMOBipHicTb ycnagKkyBaHHA CMA ana YonoBiKiB i KiHOK €
04HAKOBOO; CTATb AiTel i 6aTbKiB Ha CxeMi BKa3aHa 3 iNtoCTpaTUBHO METOto.

[ 2 3poposux leHa = BigcyTHictb CMA
’ I 2 NowkogskeHnx feHa = CMA
cimMm'a1l

[ 13p0posuii fen + 1 MolwKoakeHnit lfeH = Hocil
0Obuasa baTbKKM € HOCIAMU.

Hociwn Hociwn
[nAa KOXKHOI BAriTHOCTI iIMOBIPHICTb € TAaKOO: o o
25(y . . . .
0 (1in4) piTelt oTpMatoTb 06MABI MOLWKOAMKEHI
konii reHa SMN1 i matumytb CMA
0] . .
in 2) giTer oTpUMatoTb O4HY NOLWKOAMKEH
50 A) lin2 y y
Konito Ta ogHy 340poBy Konito reHa SMIN1 i 6yayTtb [ J [ J L ] [ J
Hociamu
25(y . - . .
0 (1in4) piTelt oTpmatoTb ABi 340p0OBI KONl
reHa SMN1 i He ByayTb HociAmM Ta He MaTUMYTb CMA  3.5008mi  Hociit Hociii CMA
AN /
25% 50% 25%
[ 2 3poposux leHa = BigcyTHictb CMA
Cl M’A 2. I 2 NowkopxeHnx leHa = CMA
OaMH 3 6aTbKiB € Hociem, iHWMiA He mae CMA i He € W' 13g0posuii fer +1 Mowkopxenwii fen = Hociii
Hociem Hocin He Hocin

[ )
L[NA KOXKHOI BariTHOCTI iMOBIpPHICTb € TaKolo:
SOcy . . . .
0(1in 2) pitelt oTpumatoTb ABi 340p0BI KoMii
[ ) o

reHa SMN1 i He matumyTb CMA Ta He 6yayTb HOCiAMMU

o o
50% (1in 2) piTen oTpuMatoTb OA4HY MOLIKOAMKEHY
KonMito Ta oAHy 340poBY Konito reHa SMN1 i bygyTb
HociAMM
3p0poBuii  3p0poBuUiA Hocin Hocir
25% 25% N\ 50% 4

KepiBHnuTtBo A0 MixkHapoaHuUx cTtaHaapTiB nikyBaHHA CMA Big 2017 p.



[l 2 3poposux leHa = BigcyTHicts CMA
I 2 NowkopskeHnx lfeHa = CMA
W 13p0posuii leH + 1 MowKoakeHnit feH = Hoci

Hocin He Hocii

ciMm’a 3. Py ®

Y oaHoro 3 6aTtbkiB € CMA; y gpyroro 3 6atbkisB Hemae CMA
[ o o

i BiH He € HocieM.
Hociwn Hocin Hocin Hociwn

\\ 100% //

LnAa KOXHOI BariTHOCTI IMOBIPHICTb € TAaKOO:

100% (4 in 4) piTelit oTpMMatOTb OAHY NOLIKOAMKEHY
Konito Ta ogHy 3a0poBy Konito reHa SMN1 i 6yayTb Hociamum

[ 2 3poposux leHa = BigcyTHicts CMA
I 2 NowkopskeHnx leHa = CMA
c I M I} ﬂ 4 W 13p0posuii leH + 1 MowwKoakeHuit feH = Hocii

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

[nAa KOXKHOI BariTHOCTI iMOBIPHICTb € TaKOHO: D

50% (1in 2) piTelt oTpMatoTb ABI NOLWKOAMKEHI Konil
reHa SMIN1 i matumytb CMA

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

=ige *o

cma cma Hocin Hociwn

/
/

/
50% 50%

[ 2 3poposux leHa = BigcyTHicte CMA
I 2 NowkopskeHnx lfeHa = CMA
W 13p0posuii TeH + 1 MowwKoakeHNit feH = Hocii

CMma

CiIM’A 5. .

O6uaa 6aTbkK xBpi Ha CMA.
[ ] [

\\ 100% //

[nAa KoXHOI BariTHOCTI iMOBIPHICTb € TaKoto:

100% (4 in 4) piTelt oTpMMatoTb ABi NOWKOAXKEHI Konil
reHa SMIN1 i matumytb CMA
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FMOCAPIN

BiPAP (nBopiBHEBWUIA NO3UTUBHUMN TUCK Y
ANXaNbHUX LWNAXAX) 03HAYAE NPUCTPIN ana
NiATPUMKN AUXaHHS, KU NOCTaYaE ABa PiBHI
TUCKY NOBITPA Yepe3 MacKy A4/1A Hoca abo ana
Hoca i poTa. lig yac BanxaHHA anapat BiPAP
3abe3neyye BULMIN TUCK, OO A03BOANTH
3p0bUTU rINBLINI BAMX, NICNA YOro TUCK NaAaE,
o6 AONOMOITU BUKOHATN BUAMX.

CPAP (NOCTiAiHWIA NO3UTUBHWNI TUCK Y ANXANbHUX
WwasAxax) — ue TMN BEHTUAALT Yepes Macky, Lo
3abe3neyyeTbcs cnewiasibHO CIPOEKTOBAaHUM
anapaTtom HeiHBa3WBHOI BEHTUAAL,T, BigOMUM
AK CPAP. BiH 3abe3ne4yye NOCTiMHUI NPUNAMB
noBiTpsA, Wo6b AONOMOrTK NALEHTY AUXATH.

DEXA (oBoxeHepreTMyHa peHTreHiBCbKa
abcopbuiemeTpia) — Le obCcTeKeHHsA 3
BMKOPUCTAHHAM CN1abKOro peHTreHiBCbKoro
OMNPOMIHEHHA, AKe A03BOIAE BUSHAUYNTH
BMICT Ka/bLLit0 Ta iHLLIMX MiHEPaniB y NeBHiM
AiNAHLUI KiCTKOBOT TKaHUHW. [pn BUKOPUCTAHHI
anapaty DEXA nauieHT 3a3BMYail NEXUTb Ha
rOpPM30HTaNbHIN NOBEPXHI, TOAi AK CKaHep
NPOXOAUTb HaA, HAXKHBbO AINAHKOK CMNUHU

M KynbllOBMMU cyrnobamun. PesynbtaTtu
obcTexkeHHA DEXA nosHavatoTbes «T-banomy,
AKWI BKA3YeE, UM € y NaLLiEHTa ocTeoneHia abo
0CTeonopos.

Acnipayia BUHVKaE, KONW iXKa, CANHA, pigmHa abo
6110BOTHA Maca BAMXAETbCA B ANXAJIbHI LUAAXMK,
LLLO BEAYTb Y NEreHi, 3amicTb Toro, Wwob nponTu
yepes TpPybKy (cTpaBoXia), Wo NOEAHYE POTOBY
NOPOXKHUHY 3i LUAYHKOM.

Ampodpia M’azoea ampogpia — ue perpagauis
abo BTpaTa M’a30B01 TKaHWHK. [pn CMA aTpodito
BMK/IMKAE AereHepaL,ia HEPBOBUX KAITUH,
BIAOMMX IK MOTOHENPOHM.

AymocomHo-peyecusHull TN ycnaaKyBaHHS
O3Hayae nepeaayy ABOX NOLIKOANKEHUX
KOMii reHa, No oAHii Big, KOXXHOro 3 6aTbKiB.

KokeH 3 6aTbKiB 0c0bM 3 ayTOCOMHO-
peuecrMBHMM 3aXBOPHOBAHHAM € HOCIEM OAHIET
KOMii MyTOBAHOIO reHa, npoTe 3a3Bu4yai
03HAKN N CUMNTOMMW 3aXBOPIOBAHHS Y HUX He
NpoABAATLCA. TaKi 6aTbKM BiAOMI IK «HOCIi».

Bioncia m’a3ie — ue He3HayHa XipypriyHa
npoleaypa, Wo NoAAra€e y B3ATTi HEBEJIMKOTO
3pasKa M’A30BOT TKAHMHW AN1A NepPeBipPKU B
nabopaTtopii. AK npasuno, Uusa npoueaypa
BUKOHYETbCA Mif, MiCLEBUM 3HEDONEHHAM.
3pa30K MOXXHa BUKOPUCTATK A5 AONOMOrM B
NOCTAHOBL, AiarHo3y.

bighoccpoHamu — ue rpyna npenaparis, WO
3a3BMYal NPM3HAYaAOTLCA A5 CNOBIIbHEHHS
BTPATU LWiNbHOCTI KICTOK LWAAXOM rasibMyBaHHA
KNiITUH (OocTeoKNacTiB), AKi BiANOBiAaloTh 33
po3wenneHHA KICTKOBOT TKAHUHMW.

Bucokuii apmepianbHuli muck abo ecinepmeH3sis
— Lie TMCK Ha piBHi 140/90 mm pT.cT. abo BULLE.
Meplue Yyncno — Ue CUCTONMIYHMI TUCK, TOBTO
CWNa, 3 AKOIO CEPLLE KAaYya€e KPOB MO OpraHiamy.
[pyre uncno — e AiactoniyHnim TUCK, AKMIN
NMO3Ha4a€ onip KPOBOHOCHWUX CYANH [0
KpoBOTOKY. O61ABa NOKa3HUKM BUMIPIOIOTHCA Y
MifiMmeTpax pTYyTHOro CTOBNYMKaA (MM pT. CT.)

BioeopeHmezeHozpadgpiyHe 00cnioieHHAa PpyHKYiT
KoemaHHA abo mogundikoBaHe peHTreHoNoriYHe
[OCNIAYKEHHA KOBTAHHA 3 BUKOPUCTAHHAM
bapieBoi cycneHsii — ue peHTreHorpagiyHe
LOCNIAEHHSA B PeXXMMI peanbHOro yacy, wo
NPOBOAUTLCA ANA PETENbHOIO CNOCTEPEXKEHHA 33
NPOLLEeCOM KOBTaHHA. BOHO 403BO/IAE BU3HAUMUTH,
4YM NOTPIGHO BBOAUTU AKI-HEOYaAb Npoueaypu ans
6e3neyHoro cnoXMBaHHA ixi.

Facmpoe3ogpazeanvHuli peghnrokc

BifOYyBaETbCA Y BUNAAKY, KOM M'A3, LLLO

3’egHye cTpaBoxig, (TPYOKy A8 KOBTaHHSA iKi) 3i
LUJIYHKOM BiZLKPUMBAETLCA MMMOBI/IbHO ab0 He
3aKPMBAETLCA HANEXKHMM YNHOM, Yepes LLLO BMiCT
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WAYHKa (Ka/ pianHa) nigintmaerbea y cTpasoxia,

Lle aBuLLe TaKOXK BiZOME AK KUCAOTHUI pedIoKC
abo KMCNOTHa perypritaLia, OCKiNbKKU WAYHKOBUM
CiK, AKMI € KUCAUM, NiAiAMaETbCA pa3om i3 iXeto i
BUK/IMKAE BiAYYTTA MeYiHHA.

Facmpocmomia abo 2cacmpocmomiyHa

mpy6Ka — e rHy4YKuii 30HA, ANA roA4yBaHHS,

LLLO BCTAHOBIOETLCA Yepes XipypriyHMi oTBIp Y
LWAYHRY, SKUN NPOXOAUTb Yepes CTiHKY YepeBHOI
NOPOXKHUHM | A03BONAE Be3nocepesHbO BBOAUTH
OOCTATHIO KiNIbKICTb NOXKUBHUX pevyoBuH. Lia
npoLeaypa TakoX BiLoMa AK YepesLwkKipHa
€HA0CKOMIYHA racTpoCcToMisA.

leH — ue ocHoBHa ¢i3MyHa oauHULA
cnagkoBocTi. [eHM nepeaatoTbea Big, 6aTbKiB

0o aitent i cknagatotbea 3 AHK, Aka mictutb
iHpopMmaLito, HeobXxigHy ANA BU3HAYEHHA
cneundiyHNX XapaKTePUCTUK NHOANHU. [eaKi reHu
BMKOHYIOTb PO/b iIHCTPYKLIM ANA «KOoAYyBaHHA»
6inkiB. Bci ntoan matoTb No ABi KOnii KOXHOTo
reHa, ycnaZKoBaHi N0 O4HOMY Bif, KOXHOFO 3
6aTbKiB.

leH suxcusaHHA momoHelipoHie 1 (SMN1)
MICTUTb IHCTPYKLi Ana yTBOpPeHHsA binka
BMMKMBAHHA MOTOHelpoHiB (SMN). Binok SMN
30cepeayKeHnn y CTMHHOMY MO3KyY, NpoTe

MOro MoxHa 3HalTN y BCbOMY OpraHi3mi. BiH
HeobxigHWI ans 3abe3nevyeHHA QyHKLIOHYBaHHA
cneuianizoBaHMX HEPBOBMUX KNITUH, BIiAOMUX AK
MOTOHEMNPOHM.

leH suxcusaHHa momoHelipoHie 2 (SMN2),

ab0 «3anacHWIN» reH MiCTUTb IHCTPYKLT AnA
YTBOPEHHS 6iNka BUMKMBAHHA MOTOHEMPOHIB
(SMN). Binok SMN 30cepeasKeHunin y CTMHHOMY
MO3KY, MPOTe MOro MOXHa 3HANTK Y BCbOMY
opraHi3mi. BiH icToTHUI ana 3abe3neyeHHn
dYHKUiOHYBAHHA creLjianisoBaHUX HEPBOBUX
KNITUH, BIiAOMUX AK MOTOHEMPOHU. XO4a Ha OCHOBI
reHa SMN2 yTBOPHOETLCA AEKINbKA PISHUX BEPCi
6inka SMN, TinbKKM 0A4Ha € NOBHOPO3MipHOtO Ta
A0CTaTHBbO QYHKLiOHaNbHOMD, WO6 NiATPUMYBATH

creuiani3oBaHi HEPBOBI KNITUHMN.

FinoseHmunsayia — ue cTaH, Nnpu Askomy ocoba
He 34aTHa 3po0bUTKN AOCTATHLO BE/IMKUI BAMX,
W06 3aMiHUTU BYINEKUCINI Ta3 HA KNCEHD,
LLLO NPU3BOAMUTL A0 HU3bKOTO PiBHA KUCHIO Ta
NigBULLEHHA PiBHA BYI/IEKNCIONO ra3y B KPOBI.

Inikoniponam, 1o noctavyaetbcs y Gopmi
iHranATopa, iHoAi NPONUCYETLCA ANA NiIKYBAHHA
HAZAMIPHOro CAMHOBUAINEHHA.

TopmoH — ue XiMmiYHa peyvoBMHa, LLO
BMPOBNAETLCA OPraHi3MOM, AKA KOHTPOJIOE Ta
peryatoe aKTUBHICTb OKPEMMX KNITUH Ta OpraHis.

Aucepazia — ue TpyaHow,i abo auckomdpopT npu
KOBTaHHi pianHK, ki abo camHu. IHoai yepes
avcdarito NaLieHTN He OTPUMYIOTb AOCTATHIO
KiNIbKiCTb Kanopil i pignHu.

AHK [le30KcMpnbOoHYKAEIHOBA KMCNOTa — Le
MOJIEKYNA, KA MICTUTb FEHETUYHI IHCTPYKLiT oA
nobyao0BKM BCiX BiAOMMX Ha CbOroAHi OpraHiamis.
JHK 4yacTo NnopiBHIOETLCA i3 KPpeCNeHHAMM,
peuenTtom abo KoAOM, OCKiNbKM BOHA MICTUTb
BKA3iBKM, NOTPiOHI AN CTBOPEHHA iHLWIMX
KOMMOHEHTIB KNITUHU, TaKUX AK BiNKN.

AocnidnceHHa nid yac cHy — ue dikcauin
AKTUBHOCTI OpPraHi3Mmy Mif, 4Yac CHY; MOXYTb
3anMcyBaTMCA TaKi MOKa3HUKU, AK YacTOTa
CepLeBUX CKOPOYEHb, YacTOTa ANXAHHA | piBeHb
KUCHIO B KPOBI.

3HebonroeanvHuUli Kpem — Le pi3HOBUA,
MicLLeBOro 3Heb60NeHHA, L0 3aCTOCOBYETLCA Ha
3[,0PO0BIN HEYLIKOAXKEHIN WKipi Ana 3anobiraHHs
601b0BUM Big4YTTAM Nepes NeBHUMU
npoueaypamm, TaKUMK AK BBEAEHHA roikn. Kpem
A€ LWNAXOM TMMYacoBOro 3Heb60NeHHA WKipK Ta
CYCigHIX AinAHOK Tina.

IHdekc macu mina (IMT) — uge cniBBiAHOLWEHHSA
MIiX MACOI0 Tina i 3pOCTOM, AKe AO0MOMArae
OLHMTU }XMPOBY Macy Ti/la 32 4ONOMOToH
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MaTemaTUUHOI GopMyIN: Maca Tina y Kr,
nofineHa Ha KBagpar 3pocty, y meTtpax (IMT = kr/
M2).

IHmpamekKanbHe 8sedeHHA — Le cnocib
BBEAEHHA NiKapCbKOro 3acoby Wnaxom iH’ekuii
Yy CMMHHOMO3KOBUI KaHa/, Lo A03BOJIAE NiKamM
[0CATTU CMMHHOMO3KOBOI pPignHN.

Iumy6ayis — Le ycTaHOBKa rHy4Koi N1acTUKOBOI
TPYOKM B AMXasibHE rop/o (Tpaxer) ans
BUKOHAHHSA OYHKLT ANXaNbHOrO WAAXY i
MOXNMBOrO BBEAEHHA AeAKUX NiKapCbKNX
3acobis.

Inomepania focniBHO O3HAYaE «JliKyBaHHSA

33 J0NOMOroto KoHen». Lle TepaneBTUYHe I
peabiniTauiiHe NiKyBaHHSA 3 METOIO MOKPALLLEHHSA
KOOpAMHaLLii, NoYyTTA piBHOBArM 1 CUNMN.

Kemoayudo3 abo diabemuyHuli Kemoayuoo3s
BMHMKAE Y Pasi, KOAN OpraHiam NoYmnHae

HaA/ATO LBWAKO PO3LIEN/IOBATH XUpPK. MNediHKa
nepepobnse }KMpKU Ha NaNMBO, BigOME AK KETOHMU,
yepes AKi KPOB CTAE KUCIOTHOIO.

KemoHu — ue pe4yoBUHU, AKi BUPOOAAIOTLCA B
nedviHui nig vyac posuwenneHHa (metabonisamy)
XUPOBUX KNITUH.

KucHesa decamypayisi 03Haya€e 3MeHLEHHA
PiBHA KMCHIO B KPOBI.

Kigho3 — Le 30BHILLUHE BUKPUBNEHHA CMIUHW,
HaAMIPHMI CTYNiHb AKOTO MOXe NPU3BECTU A0
PO3BUTKY «ropba» Ha CiuHI.

KoHmpakmypu — ue ckopoyeHHa m’asis abo
CYXOXKW/INA HAaBKOO Cyrnoba, Lo BUKINKAE MO0
diKkcauito y neBHOMy NonoxeHHi abo obmexkeHH:A
NMOBHOrO Aiana3oHy pyxiB cyrnoba.

KpeamuHdepocgpokiHaza (KPK) — ue pepmeHT,
HeobXiaHUI ans GYHKLiOHYBaHHA m’'A3iB. PiBeHb
K®K morke niaBuwmTnUCa nicas NOWKOAMKEHHSA
CKeNeTHUX M’a3iB abo iHLOro 3aXxBOpPHOBaHHA.

Jlikap morKe BUKOHATK aHani3 Ha BMIicT KOK y
KPOBI, LLLO MOXe A0MNOMOITU MOMY NOCTaBUTU
AiarHos.

Kym Ko66a — Le NoKasHWK BUKPUBAEHHA
xpebTa. BiH BUpaxoByeTbCA y rpagycax Ha OCHOBI
aHanisy peHtreHorpamu. Kyt Kobb6a gonomarae
NiKapAM y BM3HaYeHHi NoTpibHOro nikyBaHHA.
MOKa3HWK Ha3BaHUI iIMEHEM aMepPUKAHCbKOTo
Xipypra-optoneaa, »koHa PobepTta Kob6a, akni
BnepLle BUKOPUCTAB MOro.

JlenmuH — L.e TOPMOH, W0 BUPOBAAETLCA
YKMPOBOIO TKAHUHOIO (AKa 36epirae eHeprito y
dopMi XKMpiB, @ TAKOXK aMOPTU3YE Ta 3aXULLAE
OpraHi3m), i BUKOHYE NeBHY PyHKL;it0 B
peryntoBaHHi aneTuTy. AK npaBuno, 36inbleHHA
obcAary XnpoBoi TKAHMHW NPU3BOAUTb A0
NiABULLEHHA KOHLLEHTPaUii 1enTUHY Ta
3MeHLWeHHA aneTuTy. MpoTte geaki ntogm meHw
YYT/IMBI 40 LbOrO i He BigYyBaOTb 3MEHLIEHHSA
aneTuTy.

MiHepanbHa winbHicMb Kicmok — ue BMICT
MiHepanis (Kanblito i docdopy) Ha oaANHULIO
06’emMy KicTKOBOI TKaHWHW. Llen noKasHUK
CBiAYNTb NPO MIiLHICTb KiCTOK.

MomoHelipoHu po3TalloBaHi Y CMTMHHOMY MO3KY
Ta HaseXaTb A0 YaCTUHU FOJIOBHOTO MO3KY,
NOEAHAHOI 3i CMUHHMM MO3KOM. MOTOHENPOHM
nepenaroTb CUrHANAM Bifg, rONOBHOIO i CIMHHOTO
MO3KY, L0 HAaKa3yTb CKENETHUM M'A3am
CKOpo4yBaTUCb — Le 3abe3neyye pyx Tina.

Mymauyia — ue nocTiHa 3MiHa NOCNIA0BHOCTI
OHK y reHi, wo moxke nepegaBatmca HaCTYNHUM
NOKONIHHAM. MyTaL,ii MOXXYyTb BUHUKATU Yepes
nomuakm KonitoeaHHa AHK nig yac ginerHHs
KNITUH.

Mymauia de novo — ue cNOHTaHHa MyTalis
reHa, Wo He € yCcnaAKoBaHoto.

HazozacmpansHa inmyb6ayis — Le ycTaHOBKa
TPYOKM B LWUNYHOK Yepes Hic i ropno ana
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NOCTAYaHHA AOCTAaTHbOrO 06CArY NOXMBHUX
PEYOBUH (¥KUpiB, ByrneBoAiB, 6iNKiB, BiTaMiHiB i
MiHepanis).

Ha3oeroHanbHa iHmybayia — ue yCTaHOBKA
TPYOKM B TOHKMI KULIEYHUK Yepes Hic, ropAo i
WAYHOK A8 NOCTAYaHHA AOCTaTHbOro obcAary
NOXMBHUX PEYOBUH (KMpiB, Byrnesoais, b6inkis,
BiTaMiHiB i miHepanis).

HebynizoeaHi 6poHxoounamamopu — ue
pi3HOBMA NiKiB, WO BBOAUTLCA Y BUMNALI iMAK,
AIKa BOMXAETbCA B IEFE€Hi Ta NONETLWYE ANXAHHA
3aBAAKM po3cnabneHHo M’a3iB y ereHAx Ta
PO3LMPEHHIO ANXANIbHUX LWNAXiB (BpPOHXiB).

HeiHea3usHa eeHMunAyia — ue NigTpUMKa
ANXaNbHUX LWNAXIB Yepe3 MacKy A1a Hoca abo
061muus.

Hocii — ocobu 3i cnagKoB1UM 3aXBOPIOBAHHSAM,
LLLO NepesaETbCA ayTOCOMHO-PELECMBHUM

ab0o X-noB’A3aHMM PeLeCcMBHUM LUNAXOM, AKi
MaOTb MNOLIKOAMEHY KOMito i 340PpOBY Konito
NOLUKOAXKEHOTO reHa. Ik NpaBuIo, 3aBAAKMK
3/10POBIl KOMii reHa CUMMNTOMM Y HOCIIB He
CnocTepiraTbCa, NPOTE BOHW MOXYTb Nepenatu
3aXBOPIOBAHHA CBOIM AiTAM.

Opme3s — ue cneLiaNbHO BUTOTOBAEHUMN
NPUCTPIN, SKMIA NPUNALITOBYETLCS A0 KiHLiBOK
abo xpebTa Ana 3HepyxomieHHs abo, HaBMNakKw,
CNpUAHHA pyXAmBocTi. [lo opTesiB HanexKaTb
LMHWM, KOPCETU, OPTE3N TOMIJIKOBOCTOMHOIO
cyrnoba Ta KONiHO-rOMiJIKOBOCTOMHI OpTe3Mu.

Opme3ucm — ue nikap, AKMN NPomnLIoB
cnewiasibHe HaBYaHHA 3 NPOMMUCYBAHHA,
BMTOTOBNEHHA Ta 06CNyroByBaHHA OpTeE3iB.

OcmeoneHia — ue 3MeHLWeHHA MiHepaibHOI
LLLITBHOCTI KiCTOK HMXKYe HOPMU, AKe €

He HaCTIIbKM HU3bKUM, LWO6 BBaXKaTUCA
0CTEOMNopPo30M (MeAUYHUI CTaH, NPU AKOMY
KICTKM CTAlOTb KPUXKUMM | TaMKUMK Yepe3 BTpaTy
KiCTKOBOI TKaHUHM). JliKapi BU3HAYalOTb HAABHICTb

ocTeoneHii abo ocTeonoposy 3a A4ONOMOroH
aocnigxeHHsa DEXA .

ManiamueHuii 002180 — ue MmixancumnaiHapHUM
niaxig Ao cneuianisoBaHoOro Megu4yHoro

AOornaay, Meta AKOro — 3MeHLWUTU CTYMiHb
TAMKKOCTi 3aXBOPOBAHHA abo cnoBiNbHUTH

Moro nporpecyBaHHsA. [ManiaTMBHMIA fornsag He
3abe3nevye BUIiIKOBYBaHHA Big xBopobu. BiH
NMOK/NMKaHUM MNOKPALLUTUN AKICTb KUTTA NaLEHTA

i YneHis Moro cim’i 3aBAAKM NONETLIEHHIO
CMMMTOMIB i 3BMEHLLUEHHIO CTPECy.

IMnaH HesidKnadHoOi meduyHoi donomozu — e
iHCTPYMEHT, AKNI NOKPALLYE KOMYHiKaLito y pasi
HeBiAKNA4HOI MegUYHOT cuTyaLii. BiH gonomarae
NiKapAM i NaLieHTam CNifibHO NPUIAMATK PilLeHHA
3aBASKM 0BroBOPEHHIO | TMCbMOBIN diKcauii
3axo0f,iB, WO MAtOTb BXMBATUCA MEeOUYHUMMN
npawiBHMKaMK y pasi nepeabdayyBaHmx
HeBiAKNaAHUX cuTyauit. CTBOPEHHS NAaHYy MOXKe
BMMaraTu NpoBeAeHHA AEKiNIbKOX 3yCTpiven

32 y4yacTi NpeACTaBHUKIB Pi3HUX MeANYHUNX
creujianbHoCTeN.

Mpobiomuku — ue XuBi 6akTepii i rpnbky, Wo
NO3WTUBHO BM/IMBAOTb HAa CAMOMOYYTTA 3aBAAKM
nokpaLLeHHto 6anaHcy abo PpyHKLiOHYBaHHA
KULLKOBUX BaKTepiid. BOHM micTaATbCA Y
NPUPOAHNX NPOAYKTaX XapyyBaHHA abo y
XapyoBMX JoAaTKax (MorypTn, Tabnetku, Kancynm
i cawe).

PenmeeHozpaghia nO3BONAE OTPUMATH
300parKeHHs BHYTPILLIHbOT YaCTUHM OpraHiamy

32 A0MNOMOro ONPOMIHEHHA, BiAOMOrO AK
€NEeKTPOMArHITHI XBWUAI. Pi3Hi TKAHWUHK Tina
MOM/INHAOTL Pi3HUI 06CAT ONPOMiIHEHHA, TOMY Ha
300parkeHHiI KiCTKM BUINA4a0Tb 6innmm, Toai Ak
M’IKi TKAHMHMK, TaKi SK *KUP, BUTNALAIOTb CipUMK.
NereHi BUrnaaaTb HOPHUMM HYepes HAABHICTb
NnoBiTPA, AKE NOMMHAE HAMMEHLWWI obcar
ONPOMIHEHHA.
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CkenemHa 3pinicme abo «Kicmkosuli 8ik»
NMO3HAYa€ BiK CKEJIETHOT CUCTEMM AUTUHMU, LLO
BifPi3HAETLCA Big, XPOHONOTIYHOIO BiKy AUTUHW.
Po3mip i popma KicTOK 3miHIOIOTLCA pa3om i3
POCTOM ANTUHMW; CKENIeTHA 3PiNiCTb OLLIHIOETLCA
Ha OCHOBI peHTreHorpamu ZI0/IoHi i 3an’AcTKa.

CKonio3 — e BUKpUBNEHHA xpebTa ybiK.

CnuHHomo3koea piduHa (CMP) — ue npo3opa
pigMHa, AKa OTOYYE CMUHHWUI | FONOBHMUI MO3OK.
BoHa BMKOHYE QYHKLLLO pigKOro amopTmnsaTtopa
Ana xpebTta. BoHa TaKoX NepeHOoCUTb NPOAYKTH
po3naay, XiMiYHi pe4OBUHW N aHTUTINA Big,
rO/I0BHOTO MO3KY i TKAHWH CMIMHHOTO MO3KY Y
KPOBOTIK.

Cnipomempisa [O3BONIAE OLHUTH
bYHKUiOHYBAHHA fIereHb WAAXOM BUMIpOBaHHA
ob6cAry noBiTpA, AKMA BOHU MOXKYTb BOUXHYTU.

Cmpaeoxid — uge TpybKa Ans KOBTaHHA, AKa
NOEAHYE POTOBY MOPOXKHUHY 3i LLIYHKOM.

TopakanbHo-nOM60-cakpanvHuli opmes
(TLSO) — ue KOpPCTKMIN HETHYYKMI KOPCET, LLLO
OXOMJIOE BCIO CNUHY (rpyaHUIA, MONepeKoBui i
KPUXKOBWIA Bigainm). BiH BUKOPUCTOBYETLCA ANA
3abe3neyeHHA CTPYKTYPHOI NiATPMMKM XpebTa.

Tpaxeocmomia — ue XipypriyHa npoueaypa 3i
CTBOPEHHSA OTBOPY YEPE3 LINIO B AMXA/IbHOMY
ropni ans Toro, Wwo6 BcTaBUTU TPYOKY, SiKa
[,03BOINTb NONETWNTU ONXAHHA NALEHTA.
TpaxeocTtomia moxe byTn TMmyacoBoto abo
NOCTIHOLO.

®depmeHm — Le GiNOK, AKUI NPUCKOPIOE
WBWUAKICTb XiMIYHOI peaKu,ii B opraHismi.

Xpebyi — ue 33 KiCTKK, 3 AKMX CKNaAaETbCS
xpeberT.

Xpomocoma — Le OpraHisoBaHWUI «NaKeT»
AHK, Wwo mictutbca B A4PI KOXKHOI KNiITUHKU. Y
KOXKHill KNiTUHI N1OACbKOro OpraHiamy MicTUTbCS
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46 xpomocom. [JnTnHa ycnagKkosye no 23
XPOMOCOMM Bif, maTepi i 6aTbKa.

Lykposuli diabem, yacTilwle Bigomnit sik
«piabeT», NO3HAYa€E rpyny 3aXBOPIOBAHD,

NpUY AKMX Y KPOBi CNOCTEPIraETbCA BUCOKMMN
piBEHb LyKpYy NPOTArOM TPMBAJIOrO Yacy.
[iabeT BUHMKAE, KON OpraHiam BUpobase
HeAO0CTaTHbO IHCYAIHY, @00 KoM KAITUHM
HeaZleKBaTHO pearyoTb Ha AOCTYMHWUM iHCYAIH.
IHCYNiH — Ue ropMOoH, LW BUPODBASAETLCA Y
NiALWAYHKOBIM 3a103i, AKa PErytoe KiNnbKicTb
rNMHOKO3U B KPOBI.

Yepe3swkKipHa eHOOCKoNiYHa 2acmpocmomisa —
ue XipypriyHa npoueaypa, nig, vac Akoi Tpybka
BBOAMUTLCSA Y LIAYHOK Yepes CTiHKY YepeBHOI
NOPOXHUHM. |1 iHOA] BUKOHYIOTb Yy BMNaAKaX,
KON BBELEHHA Yepe3 POTOBY NMOPOKHUHY
HenoCTaTHE 3 ornaay Ha aucoarito abo
aHecTesito.

Yepe3wkKipHa npoba — ue HeiHBa3MBHaA
npoueaypa 3 BUKOPUCTAHHAM
€NeKTPOMEXAHIYHMX CEHCOPIB, PO3TALLOBAHMUX
Ha NOBEPXHi LWKipW, AKi 403BONAAIOTb NiKapAM
NOCTIMHO KOHTPO/IIOBATK PiBEHb BYI/IEKUCIOTO
rasy (CO2) sk noKka3HMKa 3a0BibHOroO
OVXaHHA.

LLinyHKOBO-KUWKOBUl mpakm — Lie cuctema
OpraHis, 40 CKNaay AKOI BXOAUTb POTOBA
NOPOXKHUHA, CTPABOXiA, WAYHOK, TOHKUN
KMLIEYHMK, TOBCTUIN KMLLIEYHUK i NpAMa
KuwKa. CnoxuTta Hamu ixka 0b6pobnaeTbes y
LUNYHKOBO-KMLLKOBOMY TPAKTI A1A BUAINEHHA
M NOTNMHAHHA eHeprii, NOXWUBHUX PEYOBUH i
BOAM, TOAI AK BiAXOAM BUAANAOTLCA Y BUTNALI
KafnoBMX mac.
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NoAAKWU

Mu AsKyeEMO BCim, XTO A0NOMaraB CTBOPUTH Lie KePiBHULTBO, A4iIMBCA KOPUCHUMU
KOMEHTapPAMM 11 3ayBaXKEHHAMMU, a TaKOX [,03B0/IMB BUKOPUCTATU CBOI ¢poTorpadii:

Batbkam-uneHam ®oHay «[iTh 3i cniHanbHO M’A30B010 aTpodieton
EkcnepTam, Wo npauoBanm Hag TEKCTOM:
Cepriit Tiona Ta CsitnaHa Tiona

AHapin Wartinno
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