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Criax MyJbTHAUCUMILIIHAPHOI Po004Y0l IPyNH 3 ONPALIOBAHHA KJIIHIYHOI

HACTAHOBH
Hy6pos Cepriii
OnexcanapoBu4

CaMOHEHKO
Haranis
B’s4eciaBiBHaA

binseB  Annapiit
BikTopoBuu

benka Karepuna
OpiiBHa

I'opoBenko
Haranis
['puropiBua

I'ypxiit  Onena
IropiBHa

JlanoHBKO
Okcana
BanepiiBna

Cinuyk Haranis
IBaniBHA

Cemepsik Opect
MuxaniaoBuu

nepIni 3aCTYTHUK MiHICTpa 0XOpPOHHU 310pOB’sl YKpaiHu, rojioBa
poOouoi rpynu;

3aBigyBauka LleHTpy opdaHHMX 3aXBOpIOBaHb Ta T'€HHOI Teparii
HanionanbHoi auts4oi cnenianizoBanoi gikapHi «OXMATIUT»
MiHicTepcTBa OXOPOHU 370pOB’S YKpaiHW, 3aCTyHHUK T'OJOBH
po00YOi rpynu 3 KIIHIYHUX TUTaHb;

3aBiAyBau Kadeapu JUTSYOi XIpyprii, aHecTe310J0r1i, opToneaii Ta
TpaBmaToJiorii HallioHaJIbHOTO YHIBEpCUTETY OXOPOHHU 3/10POB’S
VYkpainu imeni [1LJI. [lynuka;

JOIEHT Kadeapu Xipyprii, aHeCTe310JI0T11 Ta IHTEHCUBHOT Teparii
[HCTUTYTY MICASAUIUIOMHOT OCBITH HallioHanbHOro MEIUYHOrO
yHiBepcutety iMeHi O.0. boromonnb1is;

3aBimyBau Kadeapu MeIWyHOi Ta JIabopaTOpPHOI TEHETHKH
HamioHasibHOro yHIBEpPCUTETY OXOPOHHU 37I0POB’ST YKpaiHW IMEH1
I1LJI. ynuka, [Ipe3unent BeeykpaiHchkoi acorrialtii creriasicTiB
3 MEIUYHOI Ta J1a00paTOPHOT TeHETHKH;

NPOBIAHUN HAYKOBHM CIIBpOOITHUK «JlaGopaTopis cmaakoBoi
HEPBOBO-M’S30BO1 I1ATOJIOT1] Ta TEXHIYHUX 3aC0O01B 11 KOMIICHCAIII1»
JepKaBHOI ycTaHOBH «lHCTUTYT HeBposorii, mcuxiaTpii Ta
HapkoJorii HamionansHOT akaneMii MeIUYHUX HayK YKpainm» (3a
3r0/1010);

aCUCTEHT Kadeapu IUTAYO01 Xipyprii, aHecTe31010rii, opTomneii Ta
TpaBMaToJiorii HarioHaIbHOTO YHIBEPCHUTETY OXOPOHHU 3JI0POB’S
VYkpainu imeni [1JI. ynuka;

norieHT Kadenpu mnemiatpii Ne 2 BiHHHMIIBKOTO HaIliOHAJIBHOTO
MeauIHOTO yHiBepcuteTy iMeri M.1. [Tuporosa;

kepiBHUK  LleHTpy  HEpBOBO-M’S30BHX  3aXBOPIOBaHb  Ta
3aXBOPIOBaHb NepUPEpUIHOT HEPBOBOI CHUCTEMU KOMYHAIHLHOTO
HEKoMepIliitHoro mianpueMcTBa JIbBIBCHKOI 00JacHOi paau
«JIpBIBChKa 0OJIacHA KJTIHIYHA JIIKApHS» (32 3T0J1010);



Martromenko
Biramiit
MuxkomnarioBuu

Hazap Oxkcana
BacuniBna

OnBpX0BUY
Haranis
BikTopiBHa

Octpornonenup
Haranis
AnppiiBHa

[Tanpopa
Mapuna
IropiBHa

Tenera Tetrsaua
IBaniBHA

[MMaTimto
Annpii
BanepitioBuu

[Ixnspcbka
Tersana
OnekcanapiBHa

npe3uaeHT biaroaiiinoro ¢Gonay «JliTy 31 cniHAJIBHOIO M’ S30BOIO
atpodietoy (3a 3ro1010);

3aBigyBauy KadeIpu IUTAYO0I HEBPOJIOTIi Ta MEIUKO-COLIAIbHOT
peabumitanii HaimioHaabHOrO YHIBEPCUTETY OXOPOHHU 3I0pOB’S
VYkpainu imeni [LJI. [lynuka;

3aBiAyBauka jJabopaTopiero MearnuHoi reHeTuku CrienianizoBaHoro
MEUKO-T€HETUYHOTO HEHTPY HamionansHO1 TUTSIO0T
cnemianizoBanoi JikapHi «OXMAT/UT» MinictepcTBa 0XOpOHH
310pOB’sl YKpaiHu;

TOJIOBHUM  CIEUIATICT BIAAUTY PO3BUTKY MEAHYHUX MOCIYT
JlenapraMeHTy MEAMYHUX MOCAyr MIiHICTEpCTBA OXOPOHH
3710pOB’sl YKpaiHu;

nikap-nieqiatp LlenTpy opdanHux 3aXBOpIOBaHbL Ta TEHHOI Teparii
HamionanbHoi autsuoi cremianizoBanoi gikapai «OXMATIUT»
MiHicTepcTBa OXOpOHU 3/10pOB’ A YKpaiHu;

bi3uaHMI TeparneBT KOMYHAJIbHOT'O HEKOMEPIIIHOTO
mignpueMcTBa  XapkKiBChkoi  oOmacHoi  paaum  «OOnmacHMiA
crienianizoBaHnuii OyauHOK TUTUHH «[ mmokpary (3a 3roj101o);

3aBigyBay JlabopaTopii CraIkoBOi HEPBOBO-M SI30BO1 MATOJIOT1 Ta
TEXHIYHUX 3ac001B il KoMIeHcallii qepkaBHOI yCTaHOBU «IHCTUTYT
HeBpostorii, mcuxiatpii Ta Hapkosorii HamionanmbHOi akaaemii
MEIMYHUX HAyK YKpaiHu» (3a 3rojion);

nikap-aeBposor lleHTpy opdaHHUX 3aXBOpIOBaHb Ta TEHHOI
tepamii  HamioHanmpHOi  auTsA4oi  cmerianizoBaHOi  JKapHi
«OXMATIUT» MinictepcTBa 0XOpPOHHU 310POB’ S YKpaiHH.

MeToauuHuii cynposia Ta ingopmauniiiHe 3a0e3ne4eHHs

['ynenko
Okcana
IBaniBHa

[HIunkina
Onena
OnekcanapiBHa

HAaYaJlbHUK  BIJAUTY  CTaHIApTH3aIlii MEAUYHOI  JIOITOMOTH
Jlep>kaBHOTO TiANpUEMCTBA «JlepKaBHUN EKCIIEPTHUN IIEHTP
MiHicTepcTBa OXOPOHH 370pOB’S YKpaiHW», 3aCTYIMHHUK TOJIOBU
po0O0YO0i TPy 3 METOOJIOTIIHOTO CYIIPOBOTY;

3aCTyITHUK HaydaJbHUKA BIAAUTY CTaHAApTH3aIli MEIUYHOI

nonomoru Jlep:kaBHoOro mianpueMcTBa «JlepxaBHUM eKCIEPTHHUI

ueHTp MiHicTepcTBa OXOPOHU 3[I0POB’Sl Y KpaiHm».
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EnexTpoHHy Bepcito JOKYMEHTa MOKHa 3aBaHTAXUTU 3 PeecTpy Meauko-
TE€XHOJIOT1YHUX JOKYMEHTIB 31 CTaHJapTH3allli MEIUYHOT JOMOMOTH, 10 PO3MIILIEHUN
Ha caiTi JepxxaBHOrO EKCIIEPTHOIO LIEHTPY MO3 Ykpainu

(https://www.dec.gov.ua/mtd/home/).

Jep:xxaBHnii ekcniepTHU HeHTP MiHiCTepCTBA 0XOPOHH 310POB’ Y KPaiHM €

YJIeHOM i
es lirg
Guidelines International Network Q? %
L) =
(MixHapoJiHa Mepeka HACTaHOB) 13 9 E
u
*"’ﬂm 1 a‘th

Penenszenrmn:

Mimenko Tamapa  3aBigyBauka kKadenpu HEBpOJIOTii, CUXI1aTPii, HAPKOJIOTII Ta
CepriiBHa MEIUYHOT TICUXOJIOT1i XapKiBCHKOTO HAIlIOHAIBHOTO
yHiBepcutety iMmeHi B.H. Kapaszina, 1.mex.H., nmpodecop;
Moiceenko Paica  mpopekTop 3 HaBYaIBHOI, JIIKYBaJIbHOT pOOOTH Ta JMISJIBHOCTI
OnekcanapiBHa YHIBEPCUTETChKHMX KIITHIK HallioHaapHOTO YHIBEPCUTETY
oxoponu 3710poB's Ykpainu imeni [1.JI. lllynuka, n.men.H.,

npodecop

Ileperasa kKiIiHiYHOI HACTAHOBH 3amuiaHoBaHo Ha 2030 pik


https://www.dec.gov.ua/mtd/home/

Cnmcok CKOpo4YeHb

B®DJIK
T'EPX
JIEX
EMTI
IMT
KK
KH
HMP
[rc
MEC
PT
PCB
CJI
CMA
®3€
DKET
®T
CPAP

HITIH
6MWT
AFO
HFMSE

gPCR
KAFO
MFM
MLPA
NGS
NIV

NREM
REM
RULM

TLSO
TREAT-
NMD
SMNI1
SMN2

B1J1€0()JIFOOPOCKOMIYHE TOCTIIKEHHS KOBTAHHS
ractpoe3odareanbHa pedroKcHa XBopobda
JIOMAIIIHE EHTEpaJIbHE XapyyBaHHs
enekTpomiorpadis

1H/IEKC MacH Tiia

KOHLEHTpAIisl KpeaTUHKIHA3U

KJIIHIYHA HACTaHOBA

HEPBOBO-M’S130B1 PO3JIaIN

NOBHOT€HOMHE CEKBEHYBaHHS

MOBHOEK30MHE CEKBEHYBaHHS

poboua rpymna

pecnipaTOpHO-CUHIIMTIAIbHUM BIpyC

CTaHJAPT JIIKYBaHHS

criHajbHa M’s130Ba aTpodis

(GyHKIIOHAJIbHA 3AJTUIIIKOBA EMHOCTD
dopcoBaHa KUTTEBA EMHICTH JIETEHb

¢13uuHa Teparnis

NOCTIMHUM MO3UTUBHUHN TUCK y TUXAIbHUX HIIAXaX (continuous
positive airway pressure)

IIBUJIKICTB TTPOBITHOCTI HEpBa

TECT Ha XOJIIHHS MPOoTiIroM 6 XBUIWH (6 minute walk test)
OpTe3 TOMUIKOBOCTOITHOTO CyTio0a

Pozmupena mikana QyHKI[IOHaTBHOT MOTOPUKH 3a ['amMmmepcMiToM

(Hammersmith Function Motor Scale Expanded)

KUTbKICHA MOJIIMEepa3Ha JaHIFOTOBa PeaKIlis

opTe3 KOJITHO-TOMUIKOBOCTOTHUN

orinka MotopHoi ¢pyHkIii (Motor Function measure)
MYJIBTHIUICKCHA JlirazHa amrutidikamis JJHK-30H11B
CEKBEHYBAaHHS HACTYITHOTO MOKOJIIHHS

HEIHBa3WBHA BEHTHWJISAIISA 3 TTO3UTHBHUM THCKOM (non-invasive
positive pressure ventilation)

HE MBUAKUNN pyX 04HUX sI01yK (non-rapid eye movements)
MIBUAKUN PyX OuHUX s01yK (rapid eye movements)
NEPETISTHYTUIA MOJYJTb JUISI OIIHKU PYyXiB BEPXHIX KIHI[IBOK
(Revised Upper Limb Module)
TOpaKaJIbHO-TIOMOO0-CaKpaIbHANA OPTE3

(treat NeuroMuscular Disease) rmo6anbHa Mepexa eKCIepTiB y
HEPBOBO-MS130B1 3aXBOPIOBAHHS

T'eH BIKMBAHHS MOTOHEUPOHIB |

I'€H BUKUBAHHSA MOTOHEUPOHIB 2
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HEPE/IMOBA MYJIb THIHUCIIHIIITHAPHOI POFOY0I TPYITH

Kniniuna nacmanosa (dani - KH) «Cninanvna m’szoea ampoghisay (0ani - CMA)
po3pobnena 6ionosioHo 00 Memoouku po3pobKu ma 6NPOBAONCEHHS CMAHOAPMI8
MEOUYHOT O0NOMO2U HA 3Aca0ax 00KA3080i Meouyunu, 3ameepoxceroi nakazom MO3
Ykpainu 6io 28.09.2012 p. Ne 751 «llpo cmeopenus ma 6nposadicenHs MeouKo-
MEXHON02IUHUX OOKYMeHmi6 3i cmanoapmu3ayii MeouyHoi 0OnoMo2u 68 cucmemi
Miunicmepcmea oxoponu 300po8’ss Ykpainuy, 3apeecmposanum 6 Minicmepcmai
tocmuyii Ykpainu 29.11.2012 p. 3a Ne 2001/22313 (3i 3minamu).

Cninanbna m’s306a ampo@)isi - ye 6adcKke Hep8OBO-M A308€ 3AXE80PIOGAHHS,
CNpuduHeHe Oepexmom 2eHa MOMOpHO20 HelpoHa eudxcusanua 1 (SMNI).
3axsoprosanicmo cmanosums npudauzno 1 na 11 000 scusonapodscenux. Y 2007 poyi
Mixcnapoona kongepenyia 31 cmaunoapmie nikyeanns CMA onyo6aikyeana
KOHCEeHCYCHY  3as8y  wooo cmanoapmy  naikyeanua CMA, wo  wupoko
BUKOPUCTNOBYEMbCA Y 8CLOMY CBIM.

HHana KH € aoanmosanorw 0nsi cucmemu 0XOpoHU 300po8’s YKpainu eepcicto
ooxymenmie Diagnosis and management of spinal muscular atrophy: Part 1:
Recommendations for diagnosis, rehabilitation, orthopedic and nutritional car ma
Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary and
acute care; medications, supplements and immunizations; other organ systems; and
ethics, wo oy obpami poboyor 2pynoro K NPUKIA0 HAUKPAUOi NPAKMUKU HAOAHHS
Meouynoi oonomozu nayicumam 3i CMA i pymmyomecsi Ha OaHUX 0O0KA30801
MeOUYUHU W00 eheKmusHocmi ma Oe3neku MeOudHux 3axo0ié ma oOpeaizayiuHux
npunyunis ii HaoauwHs. Buxopucmarni Odcepena b6ynu 06pami Ha 0CHOBI 00 €KMUBHUX
Kpumepiig OYiHKU 3 BUKOPUCMAHHAM MIHCHAPOOHO20 IHCMPYMEHMY — ONUMY8AIbHUKA
3 excnepmu3su ma oyinku nacmarnos AGREE 11

V yacmumni 1 npeocmasneni memoou, euxopucmawui O0asi OOCACHEHHS YUX
pexkomeHnoayit, a maxodc iHgopmayis wooo OiacHocmuxu, peadbitimayii,
OpMONeouyHo20 JIKY8AHHA mMa JIKYBAHHA XpeOma, YNpaeliHHA XapuyyB8aHHAM,
KOBMAHHAM | WIYHKOBO-KUWUKOBUM MPakmom. JIiKy8aHHs Je2eHb, HeBiOKIAOHA
0onomoaa, YpajiceHHs IHWUX Opeanie, emudHi NUMAHHA, TIKAPCoKi 3acodou ma 6niue
Hogux memooie nikysanns CMA obeoeopwomsca 6 uacmuni 2. Taxoorc
PO032110a0MbCs NUMAHHA eMUKU ma eubip naiiamueHol, niOmpumyouoi mepanii.

Aoanmayis KH nepeobauae enecenHs 00 He3MIHHO20 MEKCM) OPUCIHANbHOL
HACMAHOBU KOMEHmMAapie pooouoi epynu, y AKUX BI000PANCEHO MONCIUBICMb
BUKOHAHHA mMUX 4u iHwux nonoxcenv KH 6 peanvHux ymosax cucmemu o0XxopoHu
300po8’ss Vkpainu, O0ocmynHicmv MeOUYHUX 6MPYYaAHb, HAAGHICMb peccmpayii 8
Yxpaini nikapcokux 3acobis, wo 3a3naueni 6 KH ma gionogionicms Hopmamusriu 6azi
w000 op2anizayii HA0aHHA MeOUUHOI OONOMO2U.

Jlana KH — ye pexomenoayitinuii OOKyMeHm 3 HAUKpaujoi MeOuuHoi npaKkmuxu,
He NOBUHHA PO3YIHIOBAMUCS AK CMAHOApPM MeOUYHO20 JNIKYB8AHHA. JlompumanHs
nonodcenv KH ne capanmye ycniunozo niKy8auHs y KOHKPEMHOMY 6URAOKY, il He
MOJNCHA PO32110amu 5IK NOCIOHUK, U0 BKIHOYUAE YCi HeOOXIOHI Memoou OiaeHOCMUKU
ma JnikysawHs abo euxaouac iHwi. Hacmanosu ne 6iOMiHAIOMb IHOUBIOYANbHOL
8i0N0BI0AILHOCMI CREYIANiCIB 3 OXOPOHU 300P08 ' 34 NPUUHAMMA HALIEHCHUX PIUUEHb



8i0N08IOHO 00 06CMABUH Ma cmaHy Koukpemuozo nayicuma. Cneyianicm 3 0X0OpoHu
300p08’s MaKodHc 8ION0BIOAE 3a NepesipKy Npasusl ma Noa0NHCeHb, 3ACMOCOBAHUX 00
JIKApCobKux 3aco0ie ma MeOudHux eupoois, YUHHUX HA MOMEHM NPUSHAYEHHS MAKUX
MEOUYHUX MEXHONO02ILL.

Ocmamoune piuleHnsi CIMoco8HO 8UOOPY KOHKPEmHOI KMIHIYHOI npoyedypu abo
naaMy JAiKY8amHsA NOBUHEH NpuuMamu JaiKap 3 YpPaxy8auHAM KIIHIYHO20 CMAHY
nayieuma, Mmoxcausocmel 05l NPOBEOEHHs Oia2HOCMUKU mda  JUKY8AHHA Y
KOHKDEMHOM) 3aKAA0i 0XOPOHU 300P08 A.
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Diagnosis and management of spinal muscular atrophy: Part 1:
Recommendations for diagnosis, rehabilitation, orthopedic and nutritional care

CTucjiui oryasja

CninansHa M’si3oBa atpodiss (CMA) — 1ie HEpBOBO-M'S30BE 3aXBOPIOBAHHS,
BUKJIMKaHE 1€(QEKTOM y reHi BUKUBaHHS MOTOHEUpPOHIB 1 (SMNT). 3axBOprOBaHICTb
Ha CMA ctanoBuTh npu6iu3Ho 1 Bunagok Ha 11 000 xuBonapomkenux. Y 2007 porti
MuixHapogHa KoHQepeHIis 31 craHpapTHy JjikyBaHHa CMA onyOnikyBana
KOHCEHCYCHUI BHCHOBOK WHIOJIO CTaHAAapTy JikyBaHHd CMA, mo BIATOAI LIKPOKO
3aCTOCOBYETHCS 110 BCbOMY CBITOBI. ¥ 111 IyOJIiKallii MU I0J1a€EMO OHOBJIEHHS Y IBOX
YacTHHAX 100 TE€M, OXOIUIEHHUX y MOMEpPEe/HIX peKoMeHAalisax. Y vacTuHi 1 mu
NpPEJICTABIIEMO METOJIM PO3POOKM LUX pEeKOMEeHAaliil Ta iHdopMmamio I0A0
J1arHOCTYBaHHS, peadiiTallii, OpTONneIuyHOi Teparnii 1 1oy Ha XpeOToM, a TaKoXK
JIKYBaJbHOTO XapuyBaHHs, 3a0e3leyeHHs] KOBTAHHS Ta JOTJSAAY 3a IIIYHKOBO-
KUAIIKOBUM TPAKTOM. Y YaCTHHI 2 PO3IIIAIAI0ThCS KOHTPOJIb 3a (QYHKIIEIO TUXaHHS,
IHTEHCUBHA Teparisi, ypaKeHHs 1HIINX OpraHiB, €TUYHI MUTAHHS, JIKapChKi 3aco0u Ta
BIUIMB HOBUX BUIB JiKyBaHHs HAa CMA.

Komenmap pobouoi epynu: npeocmasieni mamepianiu KOHCEHCYC) ONnYONIKOBAHO
v 2017 poyi Eugenio Mercuri, et al., Diagnosis and management of spinal muscular
atrophy: Part 1: Recommendations for diagnosis, rehabilitation, orthopedic and
nutritional care, Neuromuscular Disorders (2017), doi: 10.1016/j.nmd.2017.11.005;
Richard S. Finkel, et al., Diagnosis and management of spinal muscular atrophy: Part
2: Pulmonary and acute care; medications, supplements and immunizations, other

organ  systems; and ethics, @ Neuromuscular  Disorders (2017), doi:
10.1016/j.nmd.2017.11.004.

1. Beryn

CminanbHi M’s30B1 atpodii (CMA) OXOIIIOITh TpYIy HEPBOBO-M S30BUX
pO37aiB, IO XapaKTePU3YIOThCS JIeTeHepalicro alb(pa-MOTOHEHPOHIB Y CIIMHHOMY
MO3Ky 3 TIPOTPECHBHOIO arpodiero M’s3iB, cHaOKicTIO Ta mapamiueM [1].
Hatinommpenima ¢popma CMA BuKIIMKaHa 1€ EeKTOM reHy BIYKMBAHHS MOTOHEHPOHIB
1 (SMN1I), nokanizoBanoro B 5q11.2-q13.3 [2]. Jlo mi€i dopMu HaNEKUTh MUPOKUNA
CHEKTp (EHOTHUITIB, MO KIACH(PIKYIOThCS B KIIHIYHI TPYNH 3a BIKOM Je0IOTY
3aXBOPIOBAHHS Ta MAaKCUMAJbHOI JOCATHYTOI MOTOpPHOI (YHKIIi: IyXe cradki
HEMOBJIIATA, HE3JaTHI CUIITH Oe3 miATpUMKH (ThIl 1), HEXOASYl IMAIliEHTH, 37aTHI
CUITH CaMOCTIMHO (THUM 2), a TAaKOX XOJsA4i MAIli€HTH 3 Te0I0TOM 3aXBOPIOBAHHS B
auTssyoMy (Tl 3) 1 Jopociaomy Bill (Tui 4).

Y 2004 pori MixkHapogHa KOH(EPEHIlis CTBOpUJIA €KCIEPTHHH KOMITET, 0
ckimamy skoro yBidmumm QaxiBii 3 BuBueHHT CMA, 3 METOI MiATOTOBKHU
KOHCEHCYCHOTO BHUCHOBKY 110/10 cTaHjaapty JjikyBanHs CMA [3]. Jlns BuBuYEHHS
pPI3HUX AaCHEKTIB AIarHOCTUKKA W JIIKyBaHHS, TOJOBHUM YMHOM peaOumitaimii Ta
OpPTONEIUYHOTO 0TSy, 3a0e3nedeHHs PYHKIIT AMXaHHs, OpTraHi3allii XxapuyBaHHs Ta
MajglaTUBHOTO AOTJsY Oyiu CTBOpEHI pi3Hi pobouil rpynu. KoxHy rpyny ouostoBaliu
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0 JIBa KEPIBHUKH, SIKI KOOPJIHWHYBaJU pOOOTY IHIIMX 3aMpOIIEHUX eKcrepTiB. [l
BUBUYCHHS KOHCEHCYCHOI E€KCIEePTHOI MYMKH Ta BH3HAYCHHS TEM IIOJO0 SKHX HE
BIAJIOCS JOCSITTA KOHCEHCYCY, Ta SKi BHMArarmTh IMOJAJIBIIOTO TOCIIKEHHS,
BUKOpHUCTOBYBanacs nenb@iicbka Mmeroauka (Delphi technique) [4].

3BIT 32 KOHCEHCYCHHUM BHUCHOBKOM 1110710 cTanapty JikyBanus (CJI) CMA Oyro
onyOnikoBano B 2007 p. [3]. Biaromi pexomeHaanii IMIMPOKO 3aCTOCOBYIOTHCS
JKapsSIMH y BCbOMY CBITi, OyJIH MepekIajeHi IHIMMMH MOBAaMH Ta TIOMYJSIPH3YIOThCS
rpynaMH 3aXHCTY TPaB IMAIEHTIB 1 MDKHAPOAHUMU OpraHizaiisiMu y cdepi HepBOBO-
M’130BUX 3axBOptoBaHb, TakuMu sik TREAT-NMD. HemogasHo, 3 osiBOXO KITHIYHUX
ButpoOyBanb CMA [5—8], pekomMeHaaIlii TAKO)K BHKOPUCTOBYBAJUCS B TPOTOKOJIAX SIK
€TaJIOH JJI1 00EPEKHOCTI M1/l Yac y4acTi B KIIIHIYHOMY BUIIPOOYBaHHI.

[IpoTsiroM OCTaHHBOTO ACCATUPIYYS 3’ SIBISETHCA AeAani OUIbIIE CBIIUYEHb 100
MOKpaleHHs nepediry 3axBoproBaHHs 3a Bcima Tunamu CMA [9-11]. Haite nipu
HalTsx41ll popmi CMA, tuny 1, cioctepiranocs NiABUIIEHHS PIBHS BUKUBAHOCTI SIK
pe3yabTaT OUIbIl TPOAKTUBHOIO IMIAXOAY TMICHS BIPOBAKCHHS HEIHBa3WBHOT
BEHTWISAIII Ta CHTEPAJbHOTO Xap4yyBaHHs, 10 OyJIM  3amporoHOBaHi Y
nepmopkepenax CJI [12,13]. IMoBipHO, 0 Take TMOKPAIICHHS € Pe3yJbTaToOM
peamizaiii pekoMeHaIliid, HaBEJICHUX Yy KOHCEHCYCHOMY BHCHOBKY, a TaKOX
BJOCKOHAJICHHST MEJIMYHOTO JOTJISTY, IO HE 3aBXKIHM BiJIOOPaXa€ThCsl B MOTOYHUX
myOJTiKaIlisX.

VY 1boMy AOKYMEHTI MU MOBIIOMJISIEMO MPO OHOBJICHHS KOHCEHCYCHOI 3asBH 3
OTJISITy Ha HEOOX1THICTh BKJTFOUMTH HEITOAaBHO OIYOJIIKOBaH1 1aH1 Ta OLIBII 3araibHi
JIOCSITHEHHST B TeMaX, PO3IJIAHYTHUX B OpHUTiHANBHIM Bepcii. Takoxk J0/1aHO HOBI
aCIeKTH, TaKl sIK Ti, 1110 CTOCYIOTHCS HEBIJIKJIAHOT IOTTOMOTH, JIKapChKUX 3ac001B 200
3JIy4eHHs 1HIINX OPTaHiB.

IToTrpe6a B OHOBJICHH] TaKOXK OyJia BUKJIIMKAHA TIOSIBOIO KJIIHIYHMX BUIIPOOYBaHb
[14]. CxBanenns mnepiuioro mnpemnapaty s jgikyBanHa CMA B rpynni 2016 poky Ta
0araTooOIIr0Yl TIepIi pe3yJbTaTH IHIMUX KITHIYHUX BHUNPOOYBaHb 3MIHWIU TOYKY
30py JIiKapiB 1 ciMeH, sKi Ternep OUIbII TOTOBI OyTH MPOAKTUBHUMHU B JIIKYBaHHI IIHOTO
po3aaay, 0oco0JMBO mpu 1 THIII.

2. Mertopoaoris

Jlo 1IbOrO OHOBJICHHSI BKJIIOUEHO JIeB’sTh TeM: 1. JliarHocTuka i reHeTuka 2.
dizioteparris 1 peadimitaiis 3. OproneanvHe JTIKyBaHHS, CIOCTEPEKEHHS 32 POCTOM 1
cTaHoM KicTok 4. XapuyBanus 5. [IyneMoHonOTIYHE JTiKyBaHHS 6. [HTeHCHBHA Teparis
B YMOBax cramioHapy 7. Ypaxenus iHmux opraniB 8. Jlikapcbki 3acobu 9. Etnuni
MMUATAHHS 1 HAJIaTUBHUN JOTJIAL.

Jl1st poOOTH HaT KOKHOIO TEMOIO 0yJI0 BU3HAYEHO JIBOX KEPIBHUKIB, Y OLIBIIOCTI
BUTIAIKIB TI0 oHOMY 3 €Bporu Ta 31 CIIIA, ski o9omtoBany BignoBiAHy po0ody rpyiy
1 3amporryBany iHmuX (HaxiBIliB, a TAKOXK, 32 MMOTPEOH, IITOHANMEHIIIE OJTHOTO TaIlI€EHTA
3 CMA Ta OatbkiB/omikyHiB. BuOip y4acHHKIB KOKHOI MIATPYNU TPYHTYBaBCS Ha
cyBopux Kputepisx. Jlo ydacTi 3anpoiuryBanucs (axiBili 3 yciX KOHTUHEHTIB, K1 MaJIu
myOJiKalii Ha BiMOBIAHY Temy a00 BOJOAUIM 3HAYHUM JOCBiAOM y Mill cdepi Ta
BXOJIWJIN JIO CKJIaAy HAIlIOHAJIbHUX YU MDKHAPOJHUX POOOUYHX TPYII.
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[lomyk miTepaTypd [AO3BOJIMB BHUSBUTH BCl JOTHYHI CTarTi, 0o Oyiu
KJ1acu(IKOBaHI 3aJIEKHO BiJl iXHBOI Y3rODKEHOCTI 3 MONEPEAHIMU PEKOMEHAALISIMU
[3], a Takok TOTO, UM MPEACTABISIIUCI B HUX HOBI 00 BIMIHHI pe3yJIbTaTH.

Koxna po6oua rpyna (PI') mpoBena 2 momnepenni tenegoHHI KOHPepeHIi Ta
oHaiMeHiIie 2 cecii 3a 1enb(iiicbKOo METOUKOK Ha OCHOBI IHTEPHET-TEXHOJIOT 1.
VY nepuiit cecii 3a Aenb(iCEKOI0 METOJUKOIO BHUKOPUCTOBYBAIMCS BIJKPUTI
3alMTaHHS I BU3HAYCHHS KOHKPETHHX TeM. [[pyra cecis 3ocepeipKyBajacs Ha
TeMax, 110 OyJIM BU3HAYCHI1 SIK HAWBaXKJIMBIIII M1 4ac MepIoi cecii.

[lin yac cemiHapy, B SIKOMYy Opajid y4acThb KEpPIBHMKH BCiX poOOYMX TIpyIl,
aHaNi3yBalIKCs Ta 0OrOBOPIOBAIMCS PE3YJIbTATH MEPEriialy HayKOBUX MyOiKauii Ta
nepmux JBOX ceciid. g aHamizy pe3ysbTaTiB BUKOPUCTOBYBAIKCS HAaCTaHOBU
AMEpUKaHCBhKOT MeaiaTpu4HOoi akajeMii mojo kiacudikaiii peKoMeHAaIld s
KJIHIYHOT MpakTuku [ 15].

VY koxHIM poOouiil rpymi BCl TeMU OyJI0 MiJICYMOBAHO 32 TAKUMHU KPUTEPISIMU:
a) IOCATHYTO KOHCEHCYCY Ha OCHOBI OJTHOT'OJIOCHOT TyMKH; 0) TIOCATHYTO KOHCEHCYCY
Ha OCHOBI JYMKH OUIBIIOCTI 13 3a3HAYEHHSIM JIyMKH MEHIIIOCTI; B) KOHCEHCYCY HE
JIOCSITHYTO, CJ17] BUKOHATH OUIbIIIE pOOOTH.

[Ticns ceminapy Oynu mpoBeeH1 JOAATKOBI Aeib(P1AChKI cecii sl MOJabIIoro
BUBUCHHS aCIEKTIiB, 1[0 BUMarajd TJIMOIIOr0 BU3HAYCHHS, PO SKi HArOJIOIIYBAJIOCS
i yac ceminapy. JeranpHa iHOpMaIlis PO BUKOPUCTAHY METOIOJIOT1H0 HEIIOIaBHO
onyOJikoBaHa y 3BiTi ceMiHapy [16].

Pesynprat Oynm  po3dineHl Ha TIAPO3AUTM HAa OCHOBI  Kiacuikariii,
BUKOPUCTaHIN y BUXITHOMY KOHCEHCYCHOMY BHUCHOBKY. BpaxoByrouu Toil daxt, 1o
NaIie€eHTd 3 TUMOM 3, SKI BTpPATHIM 3JAaTHICTh IEpPeCcyBaTHCS, MOAUIIIOTH OaraTto
CIUIBHUX aCIHEKTIB 3 MaIliEHTaMU 3 THUIIOM 2, MPEICTABHUKH LIUX JABOX I'PYII CITUIHHO
MO3HAYAIOTBCS K «CHUIAU1 MAIlIEHTHY, TO1 SK MAIEHTH 3 TUIIOM 3, SIKi HE BTPATHIIH
3JIaTHOCT1 TIEPECyBATHCS, TTO3HAYAIOTHCS K «X0s41 narieHTn». [lamienta 3 tumom 1
[I03HAYAIOTHCS SIK «HECUJIAY] HAlIEHTHA.

2.1. Hdiaenocmuxa CMA

Hiarnoctuuynuii mporec 11 CMA He 3MIHMBCS 3 Yacy OpHUTIHAIBHOL
KOHCEHCYCHOI 3asiBu [3], ame cTama QOCTymHOIO OuIbIl ToyHa iHQOpMAIlis TMpo
TCHETHYHE MTOXOHKCHHS.

B mimomy, 3a BimcyTHOCTI mOmNepeAHiX BHUMAAKIB B POJWHI, MPOIEC
JIarHOCTYBaHHS CIIUPAETHCS HA KIIHIYHI o3Haku. [lepBuHHE 00CTEKEHHS HEMOBIIST
BUSBIIIE TaKi KIIHIYHI O3HAKW, SAK TIMOTOHIS, MPOTPECMBHA CHMETpUYHA 1
MPOKCUMAaTbHA CIa0KICTh, 10 OUTBIIIOI0 MIPOIO Bpaskae HOTH, HIXK pYKH, 0€3 ypaKeHHS
M’s31B 0OJTMYYsI, TIPOTE YacTo 31 cladkicTio OynbOapHUX M si3iB. CrOCTepira€Thes
TAKOX CIaOKICTh MIDKpEOEpHHX M’SI3iB 13 BIJHOCHHM 30€peXeHHSIM (PYHKITIT
miadparmMm, MO TOSCHIOE THUIIOBY <JI3BOHOMOAIOHY» (GopMy TpyaHOT KIITKA 1
napajoKcaibHUK TUM AuxaHHsA. [lo4aTok y HACTYNMHOMY BIKOBOMY MEpIOAi MiCIs
TPYAHOTO BIKY MOJIOHUM YHHOM XapaKTEPHU3YETHCS TIMOTOHIEIO 1 MPOKCUMAILHOIO
C1a0KICTIO, aJie 3 MEHIIl BUPA)KEHUMU OyJIb0apHUMHU U pecripaTOPHUMU O3HAKAMM.

Y npubnuzno 96% naiientiB CMA cClipu4uHSA€THCSI TOMO3UTOTHOIO BIICYTHICTIO
7-t0 1 8-TO €K30HIB y reHi SMN1, a0, B 1eAKUX BUNAJKaX, TUIbKH 7-T0 €K30HY [2,17—
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20]. BupIIiCTh NMALIEHTIB YCNAAKOBYIOTh jAeinelito rena SMNI Bif cBOix 0aTbKiB; Yy
JiTepaTypl onucaHi CBiIYeHHs Mpo de-novo nenenii B 01HOMY 3 JABOX anened y 2%
nauieHTiB [21]. ¥V 3-4% nauieHTiB MOXKYTh OyTH BHUsIBJIEH]1 1HII1 MyTauii rena SMNI,
SK TIpaBUiIo, 13 feneniero SMNI Ha iHmoMmy aneni [22].

Pe3ynpraTn momymnsuiiHUX AOCHIAKEHb CBiAYaTh MPO Bapialii YaCTOTHOCTI
HOCI1iB aenemniit SMNI - HaliBUIIla YaCTOTHICTh HOCIIB JIEJEI[Ii CIIOCTEPITa€ThCs CEPel
MPEJCTaBHUKIB MOHTon0inHOi pacu (2,4%) [23]. Jlokyc SMN 1 wnanexutbp A0
T€HOMHOI'O PETioHy 3 1HBEPTOBAHOIO NYIUTIKAIIEI0 HA JIOACHKIM XpoMOcOMi 5, sika
MICTUTh reH-napanor, SMN2. ¥V Bcix nauieHTiB 3 CMA ren SMN2 HeyUIKOIKEHUI.
[Ipote kuIbKICTH KoMl reHa SMN2 y 3aranbHii nonynsiii nepedyBae B Jiana3oHi Bij
0 o 4 va xpomocoMi 3. V nayienmis 3i CMA 3a621cou npucymus wonatimerute I xonis
eena SMN?2.

Komenmap pooouoi epynu:

Hativacmiwuii dianazon 1-4 konii, npome KinvKkicms Koniti moodice Oymu U
binbuoro, 0o 8. 'V orcusonapoosicenux nayienmie 3 5 CMA ne 3ycmpivacmocs 0 konit
eena SMIN2. Taxi embpionu nesxcummeszoamui. Bxpaii msasckuii nepebie 3ax60pro8antsi
3 HapoOdicenHsl, nompeba y OUXAalbHiti NIOMPUMYL, KOPOMKA udCUaHicms — ye npo ()
mun CMA, a ne npo 0 konitit SMN2. IIpu 0 muni CMA 2en SMN2 npucymmniiu y 1 konii.

Ilowcepena:

Butchbach MER (2016) Copy Number Variations in the Survival Motor Neuron Genes:
Implications for Spinal Muscular Atrophy and Other Neurodegenerative Diseases. Front. Mol.
Biosci. 3:7. doi: 10.3389/fmolb.2016.00007
https://www.frontiersin.org/articles/10.3389/fmolb.2016.00007/full

Butchbach ME. Copy Number Variations in the Survival Motor Neuron Genes: Implications
for Spinal Muscular Atrophy and Other Neurodegenerative Diseases. Front Mol Biosci. 2016 Mar
10;3:7. doi: 10.3389/fmolb.2016.00007. PMID: 27014701; PMCID: PMC4785180.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4785 180/

Hsieh-Li, H., Chang, JG., Jong, YJ. et al. A mouse model for spinal muscular atrophy. Nat
Genet 24, 6670 (2000).

https://www.nature.com/articles/ng0100 66

Rouzier C, Chaussenot A, Paquis-Flucklinger V. Molecular diagnosis and genetic counseling
for spinal muscular atrophy (SMA). Arch Pediatr. 2020 Dec;27(7S):759-7514. doi: 10.1016/50929-
693X(20)30270-0. PMID: 33357600.

https://pubmed.ncbi.nlm.nih.gov/33357600/

B ocnoBi niarnoctyBanHs CMA 1nexaTh MOJEKYJSpHI T€HETUYHI aHATI3U.
I'ewetnunnii ananis Ha SMNI/SMN2 € Han3BuyailHO HAIIWHUM 1 HAJEXHUTH 0

NigrBepaxeHa CMA 3a

0 koniit noxanizauieto y 59
MLPA 1 konis CeKBeHyBaHHA SVMIN1 myTauia
KniHiuna Tect Ha a6o EANHOKPOBHICTbL 6es myTauji
nipospa Aeneujio aPCR 22 Konil
Ha CMA SMN1

MporHocTUYHe 3HaYEeHHA CTYNEeHA TAXKOCTI
CMA

. IHwi Buam CMA a6o
[Oonyckaetbca HeraiiHe HMP
BK/IIOYEHHSA B Nporpamy
NiKyBaHHA


https://www.frontiersin.org/articles/10.3389/fmolb.2016.00007/full
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4785180/
https://www.nature.com/articles/ng0100_66
https://pubmed.ncbi.nlm.nih.gov/33357600/
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oOcTexeHb nepioi JaiHii npu mino3pi Ha CMA y tTunoBomy Bunaaky (Mai. 1). Tumosi

BUIIAAKHA HE BUMararoTh BUKOHAHHS O10IIC1T M’ I31B.
Man. 1 JliarHOCTHYHMIA anrOpuTM AJsl cHiHanbHOI M’s30B0o1 arpodii (CMA: cniHampHa M’s30Ba

arpodis; SMN1: ren BuxuBaHHs MOTOHEHpoHiB 1; SMN2: reH BiKuBaHHS MOTOHEHpOHIB 2; HMP:

r Ocopy [~®| Confirmed 5q SMA X

—p{ Mutation

MLPA SMN1 » 1copy > SMN1sequencing
Clinical SMN1 :(': . L nsanguinity 1 | —p» NO mutation
suspect | _,| deletion |2 >2 copies
of SMA testing
SMN2 =P Predictive value of SMA severity ]
Allows immediate Other SMA or
" | inclusion in therapies NMD disorders
EMG, NCV, CK

|

Neurogenic pattern

v

NMD gene panel
or WES/WGS

HEpPBOBO-M’5130B1 po3naan; EMI': enexkrpomiorpadis; ILITH: mBuakicts nposimHocTi HepBa; KK:

KoHIeHTpaiis kpeatuHkiHazu; [IEC: mnoBHoek3omHe cekBenyBaHHs; I[I['C: moBHOTEHOMHE

CEKBCHYBaHHS).
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Mauan. 2 MikaucuuMIutiHapHui miaxia.

ITymsMoHOMOTIYHE
JIKyBaHHS

Heiipom’s130Bi
acreKTH /
peadimiTartist

IaTeHCHBHA
Teparmis

Koopaunarop

Opronenuane N y / VpaxeHHs iHImIX
JKyBaHHS A v opraHiB

) XapuyBaHHus, cTan
IUTYHKOBO-
KHUIIKOBOTO

TPaKTY i KiCTOK

JlikapchbKki 3acobu

Ak npaBwiio, y aitei i3 TunoM 1 12 Takox HeMae moTpedbu BukonyBatu EMI; e
00CTEKEHHS MOYKE JIOTIOMOT'TH TIPH JIIarHOCTYBaHH1 OUTBII XpOHIYHUX (POPM, TIPH STKUX
dbenoTun Moxe OyTH HE TaK YITKO BUpakeHUM. Sk mpaBuio, y mamieHtiB 3 CMA
KOHIIEHTpAIlisl KpeaTUHKIHA3H B CUPOBATIII KPOB1 epe0yBae y Mekax HopMu abo JuIie
HE3HAYHO MIiJBUIIEHA; BOJIHOYAC, 3aPEECTPOBAHO JEKUIbKA BUHATKIB 13 cyTTEBO (B 10
pa3iB) MiABUIICHOIO KOHIIEHTPAIIE€I0, TOMY 1€l TecT He O0OB’S3KOBO BUKIIOYAE
Jiar’os [24].

«300THM CTaHAAPTOMY» TeHETHUHUX aHami3iB Ha CMA € KUIbKICHUH aHATI3 K
SMN1, tak 1 SMN2 i3 BUKOPUCTaHHSM MYJIbTUIUIEKCHOI Jiraznoi amruridikarii JJHK-
3oHAiB (MLPA), xinbkicHOi mosiMmepasHoi maHiroroBoi peakiii (qPCR) a6o
ceKkBeHyBaHHS HacTymHOro mokoaiHHsg (NGS) [23,25-27]. 'omosurotHi aenemii SMN 1
TaKOX MOXYTh OyTu BusiBlieHI 3a momoMororo PCR i3 HacTymHuM pecTpuKIIHHUM
aHamizoM. lle# mMeTon € MBHAMMM 1 JCHICBIIMM Ta YacTO JOCTYIHUM y Oararbox
nabopaTopisix, MPOTe BIiH HE JIO3BOJISIE BUSHAYUTH KUTbKICTh Komid SMNI abo SMN2.
Bognowac, indopmaris mpo komii SMNI € BaXJIMBOW JUIS BH3HAYCHHS
TETEPO3UTOTHUX JIEJICII, TOMI SK BimoMocTti mpo komii SMN2 € iCTOTHHUMH IS
BU3HAYCHHS MPOTHO3Y W TEPANEBTUYHHUX TT1IXO/IIB.

BincytHicTh 000X moBHUX KoMt SMNI CTaHOBUTH OCHOBY JIJISl TIaTHOCTYBAaHHS
CMA. ko HasiBHa numie | moBHA Koris, 1 KNHIYHUN GeHotun cymicHuit 3 CMA,
CJTil BUKOHATH CEKBEHYBaHHs iHIIOro rena SMNI, mo0 3HAWTH iHIII TPUXOBaHi
myTarii. Skmo HasBHI 00unBi moBHI komii SMNI, niarHo3 CMA € Haa3BUYaitHO
MaJIOMMOBIPHHUM, TIPOTE, SKIIO CIIOCTEPITa€ThCs SBHO BUPAKESHUN TUMOBUHN (DEHOTHUIT
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a00 KpOBHa CHOPIHEHICTh, CJiJ BUKOHATH CEKBeHyBaHHA reHa SMNI. Sxuio
pe3yibTaTh CEKBEHYBAHHS CBiUaTh MPO HEYHIKOJKeHHM reH SMNI 3a HasBHOCTI
dbenotuny, xapakrepuoro st CMA, BkItouHO 3 Heiiporennowo EMI', ciif po3risHytu
HAsIBHICTH 1HIIMX 3aXBOPIOBAHb MOTOHEHPOHIB.

Byno nmocsrHyTo KOHCEHCYCy, IO HaBITh 13 ypaxyBaHHSM TOTO, IO KUIbKICTb
komiid SMN2 He € cyTrTeBoro 1iis niarHoctyBaHHss CMA, 1ieli MoKka3HUK CIliJl BU3HAYATH
B ME@XaxX CTaHJAPTHOI MPOLIETYPH, OCKUIBKHU BiH € BaKJIMBUM YMHHUKOM, 1110 BILJIUBAE
Ha CTYMiHb TSHKKOCTI penotuny CMA [26,28-30] ([lonatkosa Tabmuis S1).

butbmiicTs mamienTiB 31 CMA tuny 1 maroth aBi komii SMN2, nanientu 31 CMA
Tuny 2 1 tuny 3a (1e6r0T 10 JOCSATHEHHS 3-pIYHOro BIKY) — Tpu Konii SMN2, narienTu
31 CMA tuny 3b (1e010T micias JOCATHEHHS 3-pIUHOTO BIKY) — 4OTUpPH Komii SMN2,
TOA1 SIK TMAaIiEHTH 3 TUTOM 4 - BiA 4OTUPHOX 10 Imectu komik [26,30]. Xoua
CIIOCTEPITa€ThCsl Mil[HA KOPEJISIIiSE MK KUTBKICTIO Komiid SMN2 1 cTyneHeM TSKKOCT1
3aXBOPIOBAHHS, ICHYIOTh TAKOK BUHSITKH, TOMY B OKPEMHUX BUIAJKaX KUIbKICTh KOMIN
SMN2 moxe He mepenOayaTH CTyNeHs TSKKOCTI (peHorumy. Lle oOMexxeHHsa ciin
3raJyBaTH IIPU MOBIAOMIIEHHI PO KUIBKICTH KOIii 400 MpY KOHCYJITYBAaHH1 NAI[IEHTIB
YM XHIX POAMH.

[Ile onHa mpuYMHAa BHU3HAYATH KUIBKICTH Komi SMN2 monsirae B TOMYy, IIO
CHOT'O/IH] 1Ie¥ MMOKa3HUK BUKOPUCTOBYETHCS K KpUTEPiil HA0OpY MAIIEHTIB Yy KJI1HIUHI
BUTIPOOYyBaHHs [7,8].

HasBuicte SMNI 3 0JJHOYaCHOK TOMO3UTOTHOIO BIACYTHICTIO SMN2 - T€HOTHII,
BUSIBJICHUH y IpHOIN3HO 3-5% KOHTPOJIBHUX 0C10 - HE Ma€ OYEBUIHOTO 3HAUYEHHS JJIs
denotuny [2,20]. HassBHICTh ITOHAWMEHIIIE OJTHOTO MOBHICTIO () YHKI[IOHAIBHOTO TEHY
SMN1, mo € TUNoBoo cutyauniero s HocliB CMA, € 1ocTaTHBOO JUIsl 3aXUCTY BiJ
CMA.

OueBUHO, 110 T'€HETHYHE KOHCYJIbTYBAaHHS € Ba)JIMBUM IIiJl 4ac MOCTAHOBKU
JiarHo3y, Tak caMo SIK IICMXOJIOT14HA MiATPUMKA POJIMH, 0COOJIMBO MTPH MOBITOMJICHH1
npo aiarno3 CMA tumy 1.

Komenmap pobouoi ecpynu:

B Vkpaini nabopamoprna odiaenocmuxa CMA 30itlichioembcs 3 BUKOPUCMAHHAM
KiIbKICHOI nonimepasHoi nanyio2oeoi peakyii (qPCR) ma/abo ananizy Kinbkocmi Konitl
SMNI i SMN2 i3 suxopucmaunsam myrvmuniexcHoi nieaznoi amnuighixayii JJHK-
30m10i6 (MLPA). Taxoowc 0docmynne nposedenns cekgenysanus cena SMNI y eunaokax
He2amuHo20 pe3yibmam)y NonepeoHb020 MeCmyYB8aHHSA I HASABHOCMI BUPAINCEH020
munogoco penomuny CMA. 3 17 ocoemus 2022 poxy 6 Vkpaini enposadicero
macosutl HeoHamanvHull CckpuHine Ha 5q eapiaum CMA y nieHiuHux i 3axiOHux
pezionax Yxpainu, a 3 24 keimua 2023 poxy — no eciu Yxpaini. Heonamanvnuu
CKPUHIHZ 30IUCHIOEMbCA 3 BUKOPUCTMAHHAM KIIbKICHOI NONIMEpasHol N1aHy020801
peaxyii (qPCR). YV pa3i euseieHHs no3umueHo2o pe3yrbmanty NiOmeepONCeHH s
0iacHO3y NPOBOOUMbC WLIAXOM auanizy Kitekocmi xoniu SMNI i SMN2 i3
suxopucmanuim MLPA. Tlopsaook nposedenus maco8020 HeOHAMANIbHO20 CKPUHIHSY
nHa CMA 3ameepoocenuti nakazom MO3 Vkpainu 6io 01.10.2021 poxy Ne 2142.
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Pioxicni eapianmu CMA, axi o6ymoeneni mouxkosumu mymayiamu 6 2eni SMN1, 6 x00i
MAC08020 HEOHAMANILHO20 CKPUHIHSY He GUABTAIOMbCAL.

2.2.Konmponw nepebizy: mixcoucyuniinapuui nioxio

MUDKIUCUMIUTIHAPHUN TMIIXIJ € KIIOYOBUM E€JIEMEHTOM KOHTPOJI0 Nepediry
3axBoproBaHHs y naiieHTiB 3 CMA [1,3]. CMA — 11e KOMIUIEKCHUM pO3Jiaj, 110
nependayae pi3HI acMeKTy AOMISIAY Ta 3aJy4eHHs pi3HMX (haxiBLiB, TOMY KOXEH 3
aCIeKTIB CIIJI pO3TJIsiIaTH HE 130JbOBAHO, a B paMKax MDKIUCHUILUIIHAPHOTO MiXOIY
(Mast. 2). Y MuHyJIOMYy pOAMHAM JOBOJMIIOCS KOOPJIUHYBATH BCl OOCTEXEHHs Ta
BI3UTH, MPOTE 3apa3 PEKOMEHIYEThCS, 00 YCi 111 aCTIEKTH KOOPJMHYBAB OJIMH JIIKap,
SK TIPaBUJIO, HEBpPOJOr abo0 IUTAYUNA HEBPOJIOT, SKOMY BIJIOMO TIpo Tmepedir
3aXBOPIOBAaHHS Ta TMOTeHIIHI mpobinemu. Ile mo3BoNMMTH cHocTepiraTd 3a
PI3HOMAHITHUMM AaclEKTaMH, 1110, SK BIJIOMO, € YacTHHOK MPOTpecyBaHHs
3aXBOPIOBAHHS, a TAKOXK, 32 MOXJIMBOCTI, HaJlaBaTU PO UIAKTUUHUMN TOTJISI.

Komenmap poéouoi ecpynu: Posznopsocennsm Kabinemy Minicmpis Yxpainu
6i0 28 keimnsa 2021 poxy Ne 377 «llpo cxeanenns Kouyenyii pozeumky cucmemu
HAOAHHS MeOUYHOI 00NOMO2U NAYIEHMAM, SIKI CIMpaxcoams Ha pioKicHi (opgarHhi)

3aX680PIOBAHH, Ha 2021-2026 PDOKUY NPONUCAHO 0OMPUMAHHSL
MYTbMUOUCYUNTIHAPHO20 NIOX00Y OJIs1 HAOAHHSA MeOUYHOI O0NOMOo2U NAYIEHMAM, SKI
cmpaxcoaromo Ha  pIOKICHI (opghanni) 3AX80PIOBAHHSL. Cmeopenns

MYObMUOUCYUATIHAPHOT  KOMaHOu nepeddaueno Illonoowcenusm npo  mepesicy
pegepenmuux  yewmpie 3 numMaHb  PIOKICHUX  (OpghanHux)  3axeopro8ams,
3ameepodicenozo Hakazom MO3 Vkpainu 6io 07.09.2022 poxy Ne 1620 «IIpo mepedicy
peghepenmuux  yeHmpié 3  NUMAHb  PIOKICHUX  (OpaHHUX)  3aX60pPI0BAHDY,
3apeecmposanoco 6 Minicmepcmsi rocmuyii Ykpainu 26 eepecns 2022 poky 3a
Ne 1119/38455 ma Ilopsiokom HadauHs MeOUUHOI 00NOMO2U MYTbMUOUCYUNTIIHAPHOO
KOMAHOOI0 peghepeHmHo20 yeHmpy 3 RUmMansb piOKICHUX (Op@anHux) 3axe0proeanb,
3ameepodcenoco Haxkazom MO3  Vkpainu 6i0 30.03.2023 poxy Ne 597 «llpo
3ameepodicents Ilopadky HaoaHHas MeouuHoi 00nomo2u MYIbMUOUCYURTIHAPHOKO
KOMAHOOW0 pehepeHmH020 YeHmpy 3 numansb piOKICHUX (Op@AaHHUX) 3aX80PIOBAHDY,
3apeecmposano2o 8 Minicmepcmsi wcmuyii Vipainu 14 keimua 2023 poxy 3a

Ne 624/39680.

2.3.Hepsoso-m’s306e obcmedicenus ma oocmedicenust ONOpPHO-pyxo8020 anapany

Kniniuna ominka CMA BkIIIOYa€ BUKOHAHHA (PI3MKAIBHOTO OOCTEXKEHHS 13
0COOJIMBOIO YBAaror Ha OMOPHO-PYXOBHII anapar 1 MoB’s3aH1 (DyHKI[IOHATIbHI PO3JIA/IH.
Bubip obcrexxens BimoOpakaTHMe acTEKTH, IO € OUTBII JOPSYHUMH JUIS KOXKHOTO
cTyneHs TsokkocTi (JlomaTtkoBa Tabmmrs S2).

Jlo HUX i BKIIOYHTH Pi3HI 3aCO0M OIIHKYM CHJIM Ta JTialla30Hy pyXiB cyriooda,
BIIMOBI/IHI IITIKAJIX 3 OLIIHKK MOTOpHOT hyHKIIIT [31-35], a TaK0XK TECTH Ha MIBUAKICTD
JUISl MOHITOPUHTY THX acCleKTiB (PYHKIIOHAIBHOIO CTaTyCy, LIO0 BII0OPaXaroTh
MOBCSAKACHHY AUIbHICTD (Tabmurs 1).

KBanigikoBaHuM oIiHrOBaYaM CJiiJl BAKOHYBATH 111 00CTEKEHHS KOXKH1 6 MICSIIIB
SK CTaHJApPTHY MPOIEAYPY, 3a BHHSATKOM OCOOJMBHUX OOCTaBMH, IO BHMAararTh
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THIIIOTO MOAANBIIIOTO CIIOCTEPEIKECHHSI.

PerynspHuii MOHITOPUHT IIUX ACHEKTIB JO3BOJIUTH BIICTEKYBATH MOKIIMB1 3MIHU
3 mepebiroM yacy, BU3HAuaTh cdepu, 1O BUMAraTUMyTh BTPYYaHHS, a TaKOXK
BIJIMOBI/II Ha BTpy4YaHHs. BHUKOpPUCTaHHS [HMX OOCTEXKEHb TaKOX JO3BOJIUTH
MOPIBHIOBATH OKpEMi pe3yibTaTH 3 TPAEKTOPIIMH MPOrPECYBAaHHS, MpPO SKi
MOBIIOMJISIETHCS Y HEIOAaBHIX JOCHKeHHX [36,37].

Komenmap pobouoi epynu: /lani oyinioeanHs 6x00smos 00 KomMnemeHyii iikapise
@izuunoi ma peabinimayiinoi MeOuyuHu.

2.4.Peabinimauyisn

[IpoakTuBHUI minxiy peaduTITaLll, Y TOMY YHCIl peryyspHi cecii (i3uyHOi
tepamnii (PT), MOkKe BIUVIMHYTH HAa TPAEKTOPIi MpOrpecyBaHHs. Y IOCHIIHKEHHSIX 3a
y4acTi CUASYUX 1 XOASUMX MAIIEHTIB (PYHKIIIOHATBbHI 3MIHU IPOTATOM 12 MICSIIIB 1JIs
BCi€l Koroptu Oyiau MiHIMaJbHUMH, @ HE3HaUYHA KUIbKICTh CTATUCTUYHUX BUKHUIIB 3
OUTBII ICTOTHOIO BTPaTOl (PYHKIIOHAIBHUX BHUMIB JISIBHOCTI dYacTto Oyia
npe/CcTaBieHa MalieHTaMu 31 30UIBIICHHSM KOHTPAKTyp Cyrio0iB, panTOBUM
MOTIPIIEHHSIM CKOJII03y a00 HaaMipHUM 30UTbIICHHSIM Macu Tina [36]. B iHmux
nyOIiKaIisiX TOB1IOMIISIIOCS PO KOPUCTH 3aCTOCYBAHHS KOPCETIB, OPTE31B 1 PI3UUHUX
BIpaB [38-45] (JlonatkoBa Tabnuis S3).

2.4.1. Hecuosui nayienmu

J1o OCHOBHUX 3aBJiaHb peabuTiTallii HeCHISTYMX MAI[l€HTIB HAJIEkKaTh: ONTUMI3aIlis

(GyHKITIOHATBHUX

MOJKJIMBOCTEM,

MIHIMI3aI[ist

TOJICPAHTHOCTI JI0 PI3HUX MOJOXKEHB (Taduis 1).
Taomumg 1
Peabimitartisi: 00CTEKEHHS ¥ TeparieBTUYHE BTPYYaHHS

NOpyIIeHb  Ta

OITUMI3AIlA

OO6cTexeHHs TepamneBTHYHE BTpyJaHHS ACTIeKTH JOTIsITy

Hecupmsai | Ioctypanbuuit Tosuyionyeanns i opme3yeanis st nocsirHeHHst

MaIieHTH | KOHTPOJIb IllomeHHE BUKOPHUCTAHHS CHCTEM U | €DEKTUBHOCTI OPTE3HU CIil
Ckomio3 CHUJIIHHS, 3aCO0IB TMATPUMKH BUKOPHCTOBYBATH TPOTATOM
BuBux crerua ITOCTABH Ta MO3UITIOHYBaHHS, niepioay Bix 60 XBUIMH 10
31aTHICTH TOpaKaJbHUX 1 IMUHHUX OPTE3iB M1 101 HOYi.

riepe0yBaTu B
HOJ0KEHH] CHUITYN
Hedopmarris
TPYIHOI KIIITKH

MATPUMKH TOJIOBH.

Cratu4Hi TOpakaibHI OPTE3N MAIOTh
OyTu obnagHaHi BOYJOBaHIMHA
MPUCTOCYBAHHSIMH TSI
pecIipaTOpHOi MiATPUMKH, B TOMY
YUCITi BUPi3aMU ISl )KUBOTA.

Tpusamicts cecii st
3a0e3revyeHHs e)eKTUBHOTO
PO3TATYBaHHS Ta Jiara3oHy
PYXIB 3aJ€XKUTH BiJl TOTPEO
OKpEMOro IaIi€HTa, CTaHy
Cyriio0iB Ta 3aBllaHb
peaOimiTarii.

KonTpakrypu (obcsr
PyXiB, TOHIOMETPis)

Posmszyseanns

IloneHHe BUKOPUCTAHHS OPTE3iB AJIst
BEPXHIX 1 HWKHIX KIHI[IBOK, OpTE3iB
JUISL PO3TATYBAHHS Ta MiATPUMKH
(yHKLIOHATIBHOT aKTUBHOCTI Ta
30UIBIICHHS aMILTITYJH PYXiB.
CraTuyni opTe3u: s
NO3MLIOHYBAHHS 1 PO3TATYBaHHS
PEKOMEH1y€ThCsSl BUKOPUCTOBYBATH

MiHimalibHa YacToTa ceciid i3
PO3TATYBaHHS Ta PO3MIUPEHHS
Jliana3oHy pyXiB CTAHOBUTH 3—
5 pa3iB Ha THXKJIEHb

st nocsirHeHHs
e(eKTUBHOCTI MiHIMaJIbHA
4acTOTa OpTe3yBaHHS
CTaHOBHUTH 5 pa3iB Ha THKJICHb
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iMOOLTI3aTOPH KOJTIHA 1 IIMHA 151
pyk. st po3taryBaHHs i
TIO3UI[IOHyBaHHS MOXYTh
BUKOPHUCTOBYBATHUCS OPTE3U
TFOMIJIKOBOCTOITHOTO cyrioda (AFO)
1 KOJIIHO-TOM IJTKOBOCTOITHI OPTE3U
(KAFO). [ly1st mo3uiionyBaHHs
BUKOPHUCTOBYIOTHCSI TOPaKaJIbHO-
moM00-cakpainbHi opresu (TLSO)
CTosiHHS 3 MATPUMKOIO

CnaOkicTb M’sI31B
(aHTUrpaBiTaIliiiHI
pyxu)

[xanu
(dyHKITIOHATBHOT
ouinku (CHOP
INTEND)

Po3BUTOK MOTOpUKH
(HINE)

Hiompumka pyurxyionanrvnoi
aKmMueHOCMI i MOOITLHICID
BukopucTaHHs CUCTEM JIJIsl CHJIIHHS 1
MOOLITBHOCTI

MoOiIbHI OMOPH ISl PYK JUISI
crpusiHHS (DYHKIIIOHATBHIN
AKTUBHOCTI BEPXHBOI KiHI[IBKH.

PexoMeHnyroThes irpaiku 3
BHUMHKA4YaMH, JIETKi
Opsi3KalIbLIs, 00JIaTHAHHS JIs
BaHH, aJalTOBaHI JIDKKA,
JIOTIOMDKHI 3ac00U J1Ist
BEPXHBOT KIHIIIBKH, a TAKOXK
MMIOMHHKH.

3aco0u KOHTPOJIIO
HABKOJIMIITHLOI'O CEPEIOBUIIIA,
IIPUCTPOI CTEKEHHS 3a pyXaMHU
oueii, HeoOX1IH1 1)1
BUKOPUCTaHHS KOMITIOTEPIB 1
3a0e3revyeHHs] KOMYHIKalIlil.
JnTsai BI3KH 3 BiIKMIHOIO
CIIUHKOIO Ta MOKJIMBICTIO
BCTaHOBJICHHSI B
TOPU30HTAIBHE ITOJIOKCHHS;
CIICKTPHUYHI BI3KA MAIOTh OYTH
o0aiHaH1 (GYHKIIIEO
BIZIKMJIAHHSI/HAXUITY CITHHKH,
aJlalTOBaHi CHCTEMH JIS
CUIIHHSA

Cumaui
Mai€HTH

IToctypanbHuit
KOHTPOJThb
Hedopmarrii cromu i
TPYIHOI KITITKH
CKkoJ1103 1 KOCuH Ta3
BuBnx crerna

Tosuyionyeanns i opme3yeanisi
JLst MATPUMKH TTOCTaBH 1
(hyHKITiOHATTFHOI aKTUBHOCTI
PEKOMEH Iy€ThCS BUKOPHUCTOBYBATH
TOpaKaIbHI OPTE3H.

3 MipKyBaHb O€3MeKH 1 Mpu
TPAHCIIOPTYBaHHI TS MATPUMKH
TOJIOBH YacTO BUKOPHCTOBYIOTHCS
IIWIHI OpTe3u.

OpTe3u CItiT HOCUTH
BITPOJIOBXK Tiepioty Bix 60
XBUWJIAH 10 IIUIOT HOYI.
MinimanpHa 9acToTa
OpTe3yBaHHS: 5 pa3iB Ha
THXKJICHb.

KonTpakrypu (obcsr
pyXiB, TOHIOMETPis)

Posmszyeanns

Jua migrpumkn (hyHKITIOHATBHOT
aKTUBHOCTI Ta 00CATY pyXiB
BUKOPHCTOBYIOTBCS OPTE3H BEPXHIX 1
HIDKHIX KIHI[IBOK.

Perynsipae po3TaryBaHHs JUISTHOK 3
HiATBEPPKEHUM PU3UKOM PO3BUTKY
KOHTPAKTYp: KYJIbILIOBUH CYIi00,
KOIIiHO 1 TOMITKOBOCTOITHHAHN CYTII00,
3a11’ICTKH 1 KUCTI.

Jnist mo3uIionyBaHHs 1 HiIATPUMKH
MOJIO’KEHHSI CTOSTYM PEKOMEHIYEThCS
BUKOPHCTOBYBATH iIMOO1Ti3aTOpH
KOJIiHa, OPTE3H FOMIIKOBOCTOITHOT O
Cyriio0a i KoJIiHO-rOMIJTKOBOCTOITHI

MiniManpHa 9acToTa
PO3TATYBaHHS 1 POLIMPEHHS
Jliana3oHy pyxiB: 5-7 pa3iB Ha
TWXKIeHb. [1ig yac
po3TaryBaHHs a0o MoOimizamii
cyriio0iB ¢yt 3a0e3neunTu
BHUPIBHIOBAaHHS CETMEHTIB
CyrII00iB BIIPOJIOBIK BCi€l
Teparrii.

CTOsIHHS 3 MTPUMKOIO Ma€e
TpuBaTH 10 60 XBUIIUH 3
MiHIMaJILHOIO 9acTOTOI0 3—5
pa3iB Ha THXKJICHB;
ONTHMaJIbHA YacTOTa
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opre3u. /st mepecyBaHHS 3
HiATPUMKOIO MOYKHA
BUKOPHCTOBYBATH OPTE3U AJIS
3BOPOTHO-TIOCTYMANBHUX PYXiB IPH
XOJIHHI 1 KOJIIHO-TOMLJIKOBOCTOITHI
oprte3u. J{i1st Mo3uIIOHyBaHHS
BUKOPHCTOBYIOTHCSI TOPAKabHO-
nroMO00-CaKpaibHi OPTE3H 1 IIMHH
JUISL PYK.

CTaHOBHTH 5—7 pa3iB Ha
THX/ICHb.

[Ixanm
(dyHKIIOHATBHOT
ouinku (HFMSE,
RULM, MFM)
Cra0kicTb M’s13iB
(cuoBi TecTn)

Hliompumka pyurxyionanrvnoi
axmueHoOCmi i MOOITLHICY
BukopucTaHHs CUCTEM JIJIst CHJIIHHS 1
MOOITBHOCTI.

BukopurcraHHs IpucTpoiB JIst
HaBYaHHS XOMIHHS Ta 3aCO0IB JUId
nepecyBaHHs 3 MITPUMKOIO.
MoOiIbHI OIOpH JUTsl PyK ISt
crpusiHHS (DYHKIIIOHATBHIN
AKTUBHOCTI BEPXHBOT KIHIIIBKH.

®Oi3uyHi BIpaBu MOXKYTb
BIUIMHYTH Ha (QYHKI[IOHAIBHY
aKTHUBHICTh, CUJTY, Jiara3oH
PYXiB, BUTPUBAIIICTD,
MOBCSIKJICHHY JTISUTBHICTD,
AKTUBHY 3QJIy4EeHICTb 1
BiZIUyTTS pIBHOBATH.
PexomeH1yeThCs TI1aBaHHS,
inoTeparnis i BUAW CIOPTY JUIsI
oci0 Ha IHBaJIJHHUX Bi3Kax. Y
BCIX CHUISIYMX ITAIL[IEHTIB
MaroTh OYTH €IeKTPUYHI Bi3KH
3 1H/IMBIyali30BaHOO
MiJITPUMKOIO ITOCTaBH Ta
CHUCTEMAaMH JJIsI CUAIHHSA.
THOMI M1 cnadInMX IMarieHTiB
BI3KM MarOTh OyTH 00JIaHaH1
(GYHKINEIO BIIKAaHHS/HAXUITY
CIIMHKH 1 HITHOMHUKOM
CUIIHHSA.

[neansHUMY IS TTIATPUMKH
MOXJTUBOCTI CAMOCTIHHOTO
TIPUBENEHHS B PyX Bi3KiB
CWJIBHIIIIMMH TTaI[iIEHTAMHA €
JIErK1 IHBAJTITHI BI3KH 3
PYYHHM TIPHBOJOM ab0
ITIICHITIOBAYEM KOJIIC.

Xomsui
Mai€HTH

MoO1IbHICTH

Tectu Ha MBUIKICTD
Orinka
BHTPHUBAIIOCTI
(6MWT)

[Taninus

Ikamm
(hyHKITiOHATBHOT
ominku (HFMSE,
RULM)

Cna0OKicTh M’s131B
(cHITOBI TECTH)
KonTpakrypu (obcsr

pyXiB, TOHIOMETpist)

[Tocrypanbuuii
KOHTPOITb
Cxkoumio3
Busux crerna

Hiompumka @ynkyionanreHoi
aKmueHocmi i MOOLIbHICHb

Posmszyeanns

Tosuyionyeanns i opme3yeanns

JI1st XOoIsIUMX IMaIieHTIiB 31
CMA peKOMeHTYIOThCS
aepoOHi (hi3nyHi BIIpaBH Ta
3araJlbHO3MIHIOBAJIbHI
BIIPABH.

[puknagu: IlnaBanus,
XOIHHS, 13714 Ha BEIOCHUIIE],
iora, irmorepartisi, BECITyBaHHH,
SINTUYHI TpeHaxepu/
opOiTpexu.

[Iporpamy TpeHyBaHb Ma€
PO3pOOIISITH Ta KOHTPOIIOBATH
¢axiBensp i3 pizmaHOT
peabiniraii abo
eprorepareBT, 00iI3HAHUH
moao CMA. OntumasibHa
TPUBAJIICTh a€pOOHUX BIPAB:
moHaimenie 30 XBUJINH.
MinimaneHa yacrora: 2—-3
pa3u Ha TUXKJIEHb,
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ontuMainbHa: 3—5 pasis. Crin
MiATPUMYBaTH THYYKiCTh
HIISIXOM aKTHBHOTO
PO3TATYBaHHS 3 HIATPUMKOIO
Ta BUKOPUCTOBYBAaTH OPTE3U
BIJITIOBITHO JIO KOHKPETHUX
notpe0.

PexoMeHyeThCs
3aCTOCOBYBATHU MEBHY (HOpMy
BIIPaB Ha BiJJUyTTs PIBHOBATH.
OpTe3u HUKHBOI KIHI[IBKA
BUKOPUCTOBYIOTHCS JIJISI
MiJITPUMKH TIOCTaBH 1
(byHKIIOHATBHOT aKTUBHOCTI B
JIUISHI TOMUIKOBOCTOITHOTO
cyrnoba i koniHa. TopakanbHi
OpTE3U MOXKYTh
BUKOPUCTOBYBATH ISl
MiJITPUMKH TIOCTaBH B
MMOJIOKEHH] CHISTIN

CHOP INTEND — Tect ouiHKM HEWpOM'sI30BUX IOPYIICHb Y HEMOBJISIT, PO3pOOJICHUH y TUTSYii JIiKapHI mTaTy
Ginanensdis (Children Hospital of Philadelphia InfantTest of Neuromuscular Disorders); HINE — neBponoriune
obcrexxenHs: HeMoBJSIT 3a ['ammepcmitom (Hammersmith Infant Neurological Examination); AFO — opte3s
romisikoBocrorHoro cyrinoda (ankle foot orthosis); KAFO — konino-rominkoBocronuuit opre3 (knee ankle foot
orthosis); TLSO — topaxkanbHo-10M00-cakpanbhuii opte3 (thoraco lumbo sacral orthosis); HFMSE — Posmmpena
mikana QyHkiioHansHoi Motopuku 3a ['ammepemitom (Hammersmith Function Motor Scale Expanded); RULM —
[lepernsiHyTHii MOIYJb Ul OLIHKM pPyxiB BepxHix KiHHiBokK (Revised Upper Limb Module); MFM — Ouminka
moropHoi ¢ynkuii (Motor Function measure); 6MWT — Tecr Ha xoainHs npotsirom 6 xBuiuH (6 minute walk test);
CMA — cninasbHa M'si30Ba aTpodisi.

2.4.1.1. Posmscysanusa. Bxkirouae BHKOPHUCTAHHsS OpPTE3iB 1 IIHWH, aKTUBHO-
JTOTIOMDKHUX 1 MAaCUBHUX METOJUK, (HIKCOBAHMX paM Il MIATPUMKH IOJIOKEHHS
JICKAYN/CTOSYN/CTOSUN, a TAKOXK €TAIHOro TincyBanHs. Jjist cradimizalii mocraBu Ta
HIATPUMKH  (DYHKI[IOHATBHOI ~aKTUBHOCTI PEKOMEHIYETHCS  BHKOPHCTOBYBATH
TopakanbHi opre3n. 1100 MiHIMIZyBaTH pU3UK acdikcii y MOJIOKEHHI CTOSYH 4aCTO
BUKOPUCTOBYIOTHCS IIWWHI OPTE3W, 30KpeMa, ISl MIATPUMKH TOJOBH, OCKUIBKU
KOHTPOJIb TOJIOBH HEPIJIKO BIICYTHIN a00 HE HIJIKOM PO3BUHYTHM.

Oprte3un BepXHIX 1 HIDKHIX KIHI[IBOK BHUKOPUCTOBYIOTHCS IS MiATPUMKH
(GYHKITIOHATBHOT aKTUBHOCT1 Ta aMIUTITYAH PYXiB.

2.4.1.2. [lo3uyionysanns. J1o cucteM Juis CHIIHHS Ta 3aC001B MiATPUMKH ITOCTaBH
CJIIJT BKJIFOUATH 3aCO0M MIATPUMKHU XpeOTa 3a JOMOMOTOI0 BaJHMKiB, KpiceN-MIIIKiB 3
HAIMOBHIOBAYEM, MOMEPETHHO C(HOPMOBAHKX MOAYIIOK 00 KIIMHOMOAIOHUX OTIOP.

Takox pEeKOMEHIYEThCS 3aCTOCYBAHHS 1HIWBIIyaTi30BaHMX Ta TOMEPEIHBO
c(hopMOBaHHX CHCTEM [IJI1 CHJIIHHS B I1HBaJiJHUX Bi3Kax Ta IHIMBIAyaJli30BaHUX
CUCTeM i crmaHHs. (s miATPUMKH MOOUTBHOCTI Ta MOKIIMBOCTI TEPEMIIICHHS
PEKOMEHIYEThCSI BUKOPUCTOBYBATH BI3KM Ta €JEKTPUYHI 1HBAJIHI BI3KHU 3 (DYHKIIIE€IO
MepPEeBEACHHS CIIMHKY B TIOXHUJIC TTOJIOKEHHS Ta aIAIITUBHAUME CUCTEMAMU JIJISI CHJTIHHS.

2.4.1.3. Mobinvuicme i ¢pizuuni enpasu. Jnsg MATPUMKHA (PYHKIIOHATBHOT
AKTUBHOCTI PEKOMEHAYETHCSI BUKOPHCTOBYBAaTHM TEXHIYHI 3aco0M peaburiTamii Ta
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ajanTUBHE 00JIaJHAHHSA. 3 METOIO MOKPAIIEHHS] KOMYHIKAIll TAKOXK PEKOMEHAYETHCS
BUKOPUCTOBYBAaTU MPHUCTPOi 13 CHUCTEMOIO BIJACTEXKEHHS pPyxXiB odveil. Jleskum
HECHUJISIUMM TallleHTaM O€3MeYHO BUKOHYBAaTH BOJHI MPOUEAYpPHU 13 HAJEKHOIO
MITPUMKOIO TOJIOBH 1 KT Ta MOCTIMHUM HArJISI0M.

2.4.1.4. @iziomepania epyonoi knimku. @Diziorepamiss TPyAHOT KIITKH €
BaXKJIMBOIO CKJIQJIOBOIO OLIIHKU Ta KOHTPOJIIO Mepediry 3axBoproBaHHs. Bona HabyBae
0COOJIMBOI Baru MpOTATrOM PO3BUTKY 3aXBOPIOBaHHS a00 Mij yac NmepuonepauiiHux
NepiojliB, a TAaKOX SIK MNPOQPUIAKTUYHE IYJIbMOHOJOIIYHE JIKYBaHHS 3 METOIO
CHPUSIHHS OYMCTKU JIUXANbHUX IUIAXIB Ta MOKPAIICHHs BEHTWIAMIL. /[0 MaHyaibHUX
METOJIIB HaJeXaThb TMEpKycid, BiOpalis Ta TMO3ULIOHYBaHHS JUIsl MIATPUMKH
HOCTYPAJIBHOTO JIPEHAXKY.

Komenmap pooouoi epynu: @izuuna mepanis epyoHOi KIIMKU GKIIIOYAE Y MOMY
yucai ambymepaniro.

Ambymepanisi 3acnHosana Ha 60YBAHHI NOGIMPS 6 JleceHi OUMUHU ULIAXOM
CMUCKAHHA MmiwKka AmbOy 3 neenorw cunoro i yacmomoro. Miwoxk Amby € pyuHum
anapamom 051 WmMyyHoi eenmunayii recensb. Miwox Amby 0yeae mpvox po3mipis:
oopocauil, oumsayuil i HeoHamanvHuu. Heonamanvuuili pospaxoeanuii Ha OumMuHy
8azoro 00 8 ke (oocsae miwka 280 mn);, oumsauuil - 0 nayienma 6i0 8 0o 30 ke (06cse
miwka 550 mn); oopocauii - 6i0 30 ke (oocse miwka 1500 mn). Basxcaueo npasuibro
nioiopamu posmip! Memoouka 6uKOPUCMAHHA:X YACMOMA HAMUCKAHHA NOBUHHA 8
KLIbKa pa3ié nepesuuyys8amu 4acmomy npupooH020 OUXAHHS, MPUBANICINb CEAHCY: 10
2 00 5 xeunun. Kinbkicme npoyedyp Heobmedicena: NIAHO80 MiHIMyM 5-6 pazieé Ha
O0eHb, MOXMCHA KOJICHI 1-2 200unu. Ambymepanis 0onomazae 8UBLIbLHUMU Jle2eHi Gi0
MOKpomu, niosuwye pisenb KUCHO 6 Kposi (camypayuto Oz) i 3HUMNCYE piBeHD
gyenekucinoeo 2azy CQO;, 36inbulye 00’em po3nooiny NOSIMps 8 Ne2eHsxX, 3MeHULYE
3A0UUIKY.

(Licepena: Air stacking: effects on pulmonary function in patients with spinal
muscular atrophy and in patients with congenital muscular dystrophy*, ** Marques et
al. J Bras Pneumol. 2014;40(5):528-534, Pellegrino GM, et al. Effects of Air Stacking
on Dyspnea and Lung Function in Neuromuscular Diseases. Arch Phys Med Rehabil.
2021 Aug;102(8):1562-1567. doi: 10.1016/j.apmr.2021.01.092. Epub 2021 Mar 9.
PMID: 33711277).

OKpiM MaHyanbHUx Memooi8 3ACmoCO8YEMbC 3 MEmol0 CHPUSHHAL OYUCHKU
OUXANbHUX WIAXIE8 MA NOKPAWeHHs SeHMUNAYIl Mexauiuni 3acobu — anapamu
Heinea3zusnoi eenmunayii necenv (HIBJI) ma cucmemu mexaniunoeo kaunto (COUGH
ASSIST)  Inwi  mepminu:  iHcy@aamop-ekcygaamop,  iHcyghaamop-acnipamop,
BIOKAULTIOBAY-NEPKYCCOP, BIOKAULTIOBAY (HAUOIIbUL 8)CUBAHE).

(Iorcepena: Inghopmayitino-memoouynuil mamepian (npuzHavyaemvcs Osl Kypcie nioguujerts
Keanigixayii nikapie 6cix pieHie, MeOUYHUX NPAYIBHUKIE, NAYIEHMI8 (NIKIY8AIbHUKIE) camMooc8imuL)
CUCTEMA MEXAHIYHOI'O KALLUIIO (COUGH ASSIST), 2021 https://csma.org.ua/wp-
content/uploads/2021/09/info-PACK_BigkanuttoBau.pdf).



https://csma.org.ua/wp-content/uploads/2021/09/info-PACK_відкашлювач.pdf
https://csma.org.ua/wp-content/uploads/2021/09/info-PACK_відкашлювач.pdf
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2.4.2. Cuosui nayicnmu

OcHoBHI 3aBiaHHs peaOuTiTalli CUASYUX NAIlEHTIB — 3aM00IrTH KOHTPaKTypam
1 CKOJIIO3Yy, a TakoK 30epiratu, BiTHOBIIOBATH Ta MIATPUMYBATH (PYHKIIOHAIBHY
AKTUBHICTH 1 MOOUTBHICT.

2.4.2.1. Posmacysanns. Jlo TpUIIOMIB pPO3TATYBaHHS HaJleKaTh METOAM, SKi
MO>KHA 3/IICHIOBATH MaHyaJbHO, & TAKOXK 3 BUKOPUCTAHHSIM OPTE3iB, IIIMH, AaKTUBHOT'O
PO3TATYBAHHS 3 MIATPUMKOIO, CTOSHHS 3 MIATPUMKOIO/(PIKCOBAHMX paM IS
MIATPUMKH TIOJIOKCHHSI CTOSYM 1 METOJMK TIO3WI[IOHYBAaHHS, TaKUX SK €TaIlHEe
rincyBaHHs. [IpuiioMu po3TsATryBaHHsS MalOTh BUKOHYBATHCA Ta (a00) KOHTPOJIFOBATHUCS
daxiBusgMu 3 Hi3udHOI Teparii abo eprorepaneBTaMu. baTbku 1 MIKITyBaIbHUKU TaKOXK
MAaroTh MMPOUTH IHCTPYKTAXK 1100 BUKOHAHHS IIOJICHHUX 3aXO0/IiB 13 pO3TATYBaHHS.

TpuBaiticth cecii aisa 3a0e3neueHHsT e(DEKTUBHOTO PO3TATYBAHHS 3aJCKHUTh BiJ
noTpeOd OKpeMOoro maIfi€eHTa, CTaHy Cyrjio0iB Ta 3aBJlaHb pealiTiTarlii.

2.4.2.2. Ilo3uyionysanns. JIns miaTpUMKHA IOCTaBH 1 G YHKIIOHATBHOT aKTUBHOCTI
PEKOMEHIYETbCS ~ BHKOPHUCTOBYBATH  TOPAKaIbHO-TIOMOO-CaKpaibHi  OpTe3u. 3
MIpKyBaHb O€3IEKH 1 TPU TPAHCIOPTYBAHHI YaCTO BUKOPUCTOBYIOTHCS IIMIHI OPTE3H.
J1J1s TO3UITIOHYBAHHS 1 CTOSIHHS, @ TAKOK, 32 MOYJIMBOCTI, IIEPECyBaHHS 3 M ITPHMKOIO
BUKOPUCTOBYIOTHCSI CTATUYHI, TUHAMIYHI 1 (QYHKIIIOHAJIBHI OPTE3H.

CTosiHHS 3 MIATPUMKOIO € BKIWBUM JUIS IIATPUMKH PO3TATYBAaHHS HUKHBOT
KIHITIBKH, & TaKOX JJIs MITPUMKH (PYHKITIM OpraHi3My 1 3JI0POBOTO CTaHY KICTOK, 1110
CIIpHsi€ aKTHUBHIN 3a71y4E€HOCT1 Y MIATPUMKY BEPTHUKAIBHOTO MOJOKEHHS, 1 MATPUMKHU
nocTaBu xpebrta i1 Tyyoda.

2.4.2.3. Mobinbnicms i ¢izuuni énpasu. Y BCIX CUIAAYNX MAIIEHTIB MAlOTh OyTH
€JICKTPUYHI BI3KM 3 IHIWBIAYai30BaHOIO IMIJITPUMKOIO MOCTABH Ta CHUCTEMaMU ISl
cumiaHA. OIIHKY 100 MOXJIMBOCTI BUKOPHCTaHHS EJICKTPUYHHX BI3KIB MOXYTb
MOYMHATUCS JO JIOCATHEHHS 2-pidHOro BiKy [46]. IneanpHUMH IS MIATPUMKH
MOKJIMBOCTI CAMOCTIMHOTO TIPUBEICHHS B PYX Bi3KIB CUJILHIIIUMH TAI[IEHTAMH € JICTK1
1HBaJIIJTH] BI3KM 3 PYYHUM MPHUBOJOM abo migcuiroBadeM kosmic. Crif 3a0X04yBaTH
mporpaMy TPEHYBaHb 1 3aX0JI1B, IO CHPUSIOTh aKTUBAIlli M’s31B, OCKUIBKH 11€ MOXKE
BIUTMHYTH Ha 30€peKeHHS Ta MOKpalleHHs (DYHKIIOHATBLHOI aKTUBHOCTI, CHIIH,
Jiana3oHy pyXiB, BUTPUBAJIOCTI, BIAUYTTS PIBHOBAru, MOBCAKACHHOI MISUIBHOCTI, a
TaKOX 3aJTy4EHOCTI B HAaBYAILHOMY 3aKJaJl, CYCHUIBHUX 3axojax 1 mpodeciitHii
akTHUBHOCTI. J|0 peKOMEHIOBaHMX BIIPAB JUIS CHISYMX IAIIEHTIB HaJIEKaTh BOJIHA
Teparrisi, KOHIICHTPUYHI Ta EKCIICHTPUYHI BITPABH, a TAKOXK aepoOHi Pi3ndH1 BIPaBH Ta
3arajJbHO3MIIHIOBAJIBHI BIIPaBU 31 CIIPOTHUBOM 1 O€3.

2.4.2.4. @iziomepanis epyonoi kiimxu. Tak caMo SK 1 11 HECHISTYMX MAIIEHTIB,
dizioTeparnist TpyAHOI KIITKH € BaXJIMBOIO CKJIAJ0BOIO OIIHKU Ta KOHTPOJIIO TIepediry
3aXBOPIOBAHHS, OCOOJIMBO /ISl CIA0KMX MAIIIEHTIB 13 3aXBOPIOBAHHIM THUITY 2, K JJIS
npoUTakKTUKKA, TaK 1 TMPOTITOM PO3BUTKY 3aXBOPIOBaHHS a00 Timg  dac
nepuonepaniiaux nepioais. MaHyaabHI METOIU CXOXK1 3 THMH, IO PO3TIISIATNACS TS
HECHUJISTYUX MAII€HTIB.
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Komenmap pooouoi epynu: @izuuna mepanis 2pyoHOi KIIMKU 6KIIOYAE Y MOMY
yucai ambymepaniio, Memoouka HABedeHa )y NOonepeoHbOM) KOMeHmapi pooouoi

epynu.

2.4.3. Xoosui nayienmu

OcHOBHI 3aBJIaHHs peaOuTiTallii XOI4UX MaIl€HTIB — 30epiraTu, BIIHOBIIIOBATH
ab0 miATpUMYBaTH (YHKIIOHAJbHY AaKTHUBHICTh, MOOUIBHICTH Ta Jlalma3oH pPYyXIiB
CyrJ00iB, a TAKOX MOKPAILYBaTH BIIYYTTS PIBHOBArU 1 BUTPUBATICTb.

2.4.3.1.1lpocpamu  mpenysanv/6udie axmusnocmi. Ilporpama TpeHYBaHb
BKJIOUa€ 0araTo peKOMEH/1allii, 1110 BUKOPUCTOBYIOTHCSA JIsl CUASIYMX NalieHTiB. Kpim
TOTO, B TPOTpaMy TPEHYBaHb TAKOX CIiJ] BKJIIOYATH TEBHHUI DPi3HOBH] BIpPaB Ha
BITUYTTSl PIBHOBArH, sIK B CTATUYHIH, Tak 1 B AMHAMIYHIN QopMi.

2.4.3.2. Posmacysanua i nowupenns Oianazony pyxie. Jlo mnpuiiomis
pO3TATYBaHHS 1 MOMIMPEHHS Jialla30Hy PYXiB Halle)KaTh MMAaCMBHE PO3TATYBAHHS Ta
aKTUBHE PO3TATYBAHHA 3 MiATPUMKOR. OpTe3W HIKHBOI KIiHI[IBKH IEPEBaKHO
BUKOPUCTOBYIOThCSL Il 30€peeHHs MOOUIbHOCTI, TMOCTaBM Ta (YHKIIIOHATIBHOT
AKTUBHOCTI TOMLIKOBOCTOITHOTO CyTJioOa 1 KojiHa. SIK mpaBwmiio, MiJ 4ac XOMIHHS
TOpaKaJTbHHUIA OPTE3 HE 3aCTOCOBYETHCS, OCKUTLKH BiH MOYKE MaTH HETaTUBHUH BILIINB
Ha 3JIaTHICTh JO MEpPeCcyBaHHA Ta OOMEXUTH €(pEeKTUBHI KOMIIEHCATOPHI CTpaTerii.
[Ipote 3a moTpebu Ooro MoKHAa BUKOPUCTOBYBATH ISl MIATPUMKHU MOCTABH Tif Yac
CUIIHHA.

2.4.3.3. Mobinbricmo. JIns 3a0e3nedeHHs (GYHKIIOHATBHOT CaMOCTIHHOCTI
PEKOMEH/TYEThCSI BUKOPUCTOBYBATH JIETK1 1HBAJIIHI BI3KH 3 PYYHUM IPUBOIOM abo
MiJICKIJIIOBAYEM KOJIC, SIKIO BUTPUBAIICTh € 00OMEXeHOI. CX0XKUM YHMHOM, TaKOXK
MO>KHA PO3IISTHYTH MOXKIJTMBICTh BUKOPHCTAHHS CICKTPUIHUX Bi3KiB 200 CICKTPUIHHIX
CKyTepiB JJIs 3a0€3MeUYCHHS He3aIeKHOI MOOLILHOCTI Ha JIOBIII BiJICTaHI.

Komenmap pooouoi epynu: J{ns oyinku MOMOPHUX QYHKYIU 8UKOPUCTOBYIOMb
wKanu OyHKYioHanvbHol OyinKu, a came:

Ulxana CHOP-INTEND sukopucmogyemucs 0 OYiHIO8AHHSA PYXOBUX HABUUOK
ocnabnenux oimei nepuio2o-opy2020 poky scumms 3i CMA 1 muny.

lxana HINE-2 oyintoe po36umok pyxo8ux HA8U4oK OUmuHy ma ix 6i0n08ioHicmas
8iKy oumunu. Bukxopucmogyemuocsa y oimeil 3i CMA 1 muny gikom 6i0 2 0o 24 micayie.

LlIxana Bayley (Bayley Developmental Infant Scale) moougixosana ons oimeu 3i
CMA 1 muny oyintoe geauxy momopuxy y oimeu y 6iyi 0o 42 micayis. He moorce oOymu
sUKOpUCmMAana Ol OYIHKU Oimel, wo He 30amui cudimu 3 niOMPUMKOIO abo
CAMOCMINIHO MIHIMYM 5 CEeKVHO.

llxana MFM (Motor Function Measure) oyinwoe Gizuuny axmusHicms y
nayienmis 31 CMA 2 ma 3 muny. MFM-20 micmums 20 nyHKmis, 6UKOPUCMOBYEMbCA
07151 dimetl 8ikom 8i0 2 00 7 pOKi8.

MFM-32 mae 32 nynkmu,; ukopucmosgyemuvcs y oimeti 3 6 pokise (abo pariue 3a
VYMOBU PO3YMIHHSA | BUKOHAHHA OUMUHOIO ITHCMPYKYILL).
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11i0 wac mecmyesanns 3a wkanoro MFM moociuse po3xpumms (yHKYIOHANbHUX
Modcausocmeti abo pyxie, npo AKi nayienmu/onikynu He 3Haromo. lLle cymmego
po3wmupioe modxcausocmi giziomepanii ma peabinimayii.

Mooudghixosana wxana Hammersmith (HEMSE) suxopucmogyemucs 0151 OYiHKU
cmynens oomedicents akmusrnocmi y nayienmie 3i CMA 2 ma 3 muny cmapuiux 5 pokis
(3a yMO8U PO3YMIHHA | BUKOHAHHA OUMUHON THCMPYKYIl). Ane Ona Oyce CaaOKux
nayienmieg 3i CMA ys wxana ne adanmosarna — 6onu ompumyroms () abo 1 oan.

lllxana RULM suxopucmogyemvbcs 0151 OYiHIO8AHHA MOMOPHOI (DYHKYII 6epXHIX
Kinyieok y dimeti ma oopociux 3i CMA 2 ma 3 muny, 6 momy uucii npu nepexooi 3
X0054020 cmany 6 Hexoosauuu. OYiHIOIOMbCA PYXU 8 NIeY08UX MA JIKMbOBUX CY2100aX,
3an’AcmKy ma Kucmi.

Tecm 6-mu xeununnoi xo00v6u (6-Minute Walk Test) oyinoe ¢izuuny
BUMPUBALICIb HA OCHOBI NpouideHoi ducmanyii 3a 6 xeunun y nayicumis 31 CMA 3-4
muny.

2.5.0Opmoneouuna mepanisi

2.5.1. Beoenns oegpopmayiii xpeobma

2.5.1.1. Hecuosui nayiecumu. Jlotenep nikyBaHHs XpeOTa sIK MOXKJIMBOTO BapiaHTy
BEJICHHSI HECUISYMX TAIlIEHTIB 00rOBOPIOBAIOCS PIAKO 3 OTJISAY Ha IXHIO OOMEXKEHY
BIDKMBAHICTh, 332 BHUHITKOM TAIlI€EHTIB 31 CTaOUIbHOIO (YHKIIE JUXaHHS 1
xapuyBaHHsl [3,47]. Mo)XHa BHKOPHUCTOBYBAaTH CIIELIalIbHI >KOPCTKI OPTE3H, IO
3a0e3neuyoTh MepeOyBaHHS B IOJOXKEHHI CHUASYM, SKIIO BOHUM HE 3arpoKylOTh
nereneBiit Gynkiii (Mas. 3). Iyt mo1aimbpIioro cocTepekeHHs 3a TAKUMHU NallleHTaMu
MO3KHa 3acTocoByBaTH KyT KoO0Oa B mosjokeHH1 jieskayu ado B MOJIOKEHHI CUISIUU 32
JOTIOMOT010 opTe3a Tynyoa [47]. [TosBa HOBUX BUIIB Tepallii, 10 MiABUIIYIOTh PiBEHb
BIDKMBAHOCTI Ta TIOKPAIIYIOTh 3arajibHe (DYHKIIOHYBaHHS [7,8], MBUAKO 3MIHIOIOTH
CIleHapii JIKyBaHHS XpeOTa JJIsl TAKUX TaIli€HTIB.

Hninviune o6cTe:Ke HHA
xpebTa

PentreHorpadgia

xpebra
| . . L ]
Axuo =15—20° =507
Huu.|o_<15—20" Jopasanbye, PozarnAnbTe Xipypriuve
MoHIiTOpHMHD OpIe3yRaHEA 1
TAGHD e e

I
| _ |

Y mauwieHTie, AKI He focArnK . . =
CHEeNeTHOT 3pinocTi, po3rnAHLTe Y nauieHTiB, AKI focATAM
2ACTOCYBAHHA IPOCTAHOUMK CcHeneTHOoI 3pinocri:
cTep:Hie, VEPTR, marHiTHMX
CTepxuiB COORAMNOALES
L

Man. 3 Benenns nedopmaniii xpedbra (VEPTR: Vertical Expandable Prosthetic Titanium Rib,
BEPTUKAJIbHE PO3LINPIOBATIBHE OPTONEANYHE TUTAHOBE PeOpo).

2.5.1.2. Cuosui nayienmu



26

2.5.1.2.1. O6cmedrcenns. Ckoii03 HaAalll € HAJ3BUYANHO MOIIMPEHUM Y JITEH 3
CMA Ttuny 1 1 2. 3axBoproBaHicTh cTaHOBUTH 60—90% 3 moyaTKOBUMHU MPOSIBAMU B
panHboMy JuTUHCTBI [1,48]. [IpoTsirom AWTHHCTBA TMOCTIHHO MPOrPECYIOThH
riNOTOHIYHI BUTMHM XpeOTa. VY OUIBIIOCTI NAIIEHTIB TaKOX PO3BUBAETHCS
TOpaKaJbHUM Ki()03 PI3HOTO CTYMEHS.

B pamkax cTtanaapTHUX KIIHIYHUX OOCTEKEHb CIiJi BUKOHYBATH OIS XpeOTa.
Skio nmpu BUKOHAHHI TECTY HA HAXWJ BIIEpE] B IMOJOXKEHHI CUISYU a0O0 CTOSYU
BUHHKAE MIJ03pa Ha KiPOCKOII103, CJIiJTI BAUKOHATH PEHTTEHOTpaMu XpeOTa B IEpeaHbBO-
3aHIA 1 O1YHIN mpoekuii y HaWOUIbII MPSAMOMY MOJOKEHHI, SKOTO MOE JOCSITU
OKpeMHUil TamieHT (TOOTO B TMOJOXKEHHI CHUASYU I JITeH, SKI MOXYTh CHUIITH
CaMOCTIIHO, B TIOJIO’KEHH1 CTOSTYM JJ1s1 manieHTiB 31 CMA tumy 3) 3 MeTOI0 BUBHAUNUTHU
1 TpeJICTaBUTU B KUIBKICHIM ¢opMmi cTymiHb Aedopmariiii XxpedTa B KOpOHApHIN 1
caritainbHii wionuHi. Y namiedtiB 31 CMA tuny 1 1 2 MOHITOpUHT cKkoJ1103y >20° ciin
3IACHIOBATH KOXH1 6 MICSIIB 0 JOCSITHEHHS CKEJIETHO1 3pUIOCTI 1 HIOPOKY Micis
JOCSITHEHHSI CKEJIETHOT 3pi1ocTi. YacTo peKOMEHIye€ThCs 3aCTOCYBAaHHS OPTE31B CIIUHU
JUTSL IATPUMKH TIMOTOHIYHOTO TyJyOa 1 JIIKyBaHHS cKoJio3y >20°, oco0nuBo y aitei
31 3HaYHUM 3amacoM pocty [42,49]. KoHceHcycy 1010 THIYy OpTe3a He JIOCATHYTO,
OCKUTbKH PEKOMEHAYBAIIMCA 5K JKOPCTKI, TaK 1 M'AKi TOpaKaJIbHO-TIOMOaIbH1 OpTe3U
CTIVHH.

2.5.1.2.2. Xipypeiune empyuanus. OpTe3yBaHHS € NMaJilaTUBHUM BTPYYaHHSIM, SKE
HE 37]aTHE 3aTpuMaTH NporpecyBaHHs Aedopmarlii xpedra [49,50]. 3 ormsiay Ha 1e
HEPIIKO € TOKa3aHUM 3aCTOCYBaHHS XpeOTOBOrO0 1HCTPYMEHTAapil0 3 METOI0
30epeKEeHHsI PIBHOBAru TyJyOa, BUPIBHIOBAHHS BUKPHBJICHOI TPYAHOT KJIITKH JJIs
MIATPUMKH IuXadbHOi (DYHKII Ta MOKpAIICHHS 3arajbHOi SKOCT1 KUTTA [50-55].
PimenHss 1mpo  3acTocyBaHHS ~ XIpypriyHOTO  IHCTPYMEHTapit0 Ha  XpeOTi
3aTBEPIKYETHCSA TIEPEBAKHO 3 ypaxyBaHHSM CTYIEHS BUTHMHY (a caMe BEJIMKHM KyT
Ko66a >50°) ta mBuakocti mporpecyBants (>10° na pik). CiniJ TakoX BpaxoByBaTu
IHIIII YWHHWUKW, TakKl SK TMOTIPIICHHS JUXajdbHOi (YHKINI, mapacosenoaiona
nedopmaris pedep, rinepkido3, a Takok HeOakaHWW BIUIMB Ha (YHKIIOHAIBHY
MOOLTBHICTh, KOCUW Ta3 1 MOPYIIEHHs pIBHOBAru Tynayoa. (s omiHKU XipypriqyHOro
PU3MKY 1 BU3HAUEHHS MICISONEPAIiTHOI pecmipaTOpHOi Tepamii Clia pO3TIISTHYTH
MOXKJIMBICTh BUKOHATH JOCIHIPKCHHS (YHKIT 30BHINIHBOTO AMXAaHHS SK YACTUHY
repeonepariiHoro 00CTEKEHHS.

Byno nocarayTo KkoHCEHCyCy, 10 XipypridyHe JiKyBaHHs nedopmartii xpedTta ciif
BIJIKJTACTH 10 OCATHEHHS 4-pigyHoro BiKy (JlomaTtkoBa Tabmmis S4).

VY marientiB monomame 8-10 pokiB, sIKi HE IOCSATIIM CKEJIETHOI 3pinocmi, CIHiA
PO3TIITHYTH MOKJIMBICTh 3aCTOCYBAaHHS «aJIallTOBAHOTO /IO POCTY» IHCTPYMEHTApIiio,
AKUW  cTabumi3ye Ta TmToOKpamye cTadH jaedopmarii xpeOta, BOJHOYAC HE
nepemKkopKaoun - pocty xpebdra [3,50,52,56-60]. Jlms 3MeHImeHHS MoTpeOun
MOBTOPHUX XIPYPriYHWX BTPY4YaHb OCTAHHIM YacOM IMiITPUMYETHCS 3aCTOCYBaHHS
MarHiTHO-KOHTPOJILOBAaHUX  3pOCTAlOYMX CTEepKHIB [61] sK  ajmpTepHATUBU
TPAMIIIAHAM 3pPOCTAIOYMM CTEPXKHSM, IO BHMAralOTh BUKOHAHHS TOCTITOBHUX
XIpYprivHuX Opoueayp i3 nogaoBxeHHs [62—65]. UneHu ekcnepTHOL rpyIu BOJOAIIOTh
BIIMIHHUM MPAaKTHYHUM JOCBIIOM IIOJO JIIKYBaHHA JdiTeld BikoM 8-12 poOKiB;
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XIpypriyHui MiAXiJ 3aJ1€KUTh BIJ KIIHIYHUX 3MIHHUX, OCOOJMBO CKEJIETHOI 3pUIOCTI
Ta 3amacy pocty xpeOra. Y mamieHTiB BikoM 12 pokiB abo cTapiiie, siki Maike 10CArian
CKEJIETHOI 3pUIOCTI, CJIIJI BUKOHYBAaTU IOCTIMHUM 3aJHIA CHOHAMIIONE3 3
BUKOPUCTAaHHSAM  MOJBIMHOIO  CTEpXKHS, 0araToCerMeHTHUX KOHCTPYKLIA 13
MOIIMPEHHSIM Ha Ta3 abo 0e3 HbOro, 3aJICKHO B TOro, YU HAJICKUTH Ta3 J0
CKOJII03HOT0 BUTMHY [66]. He3Baxkaroun Ha BIACYTHICTH OIYOJIIKOBAaHUX JOCIIIKEHb
I0JI0 3A1MCHEHHS 1HTPATEKAJIBHOIO OCTYIY Y HAII€HTIB, SKUM BCTaHOBIIIOETHCS
XpeOTOBUI 1HCTpYMEHTapii, OyJ0 JOCATHYTO KOHCEHCYCY, L0 JUIsl 3A1MCHEHHS
IHTpaTEeKAJIBHOTO JOCTYIY, HEOOXIHOTO JJIsi BBEJACHHS HEIIOJABHO 3aTBEPKEHUX
JIKapChKUX  3aco0iB, TaKWX SIK HYCIHEPCEH, a TaKoX AaHTHUCMHCIOBOTO
OJIITOHYKJICOTHLY, SIKUWA HE MPOXOJUTh reMaroeHuedaniyauii 0ap'ep, Ha cepeIuHHIN
JHIT CIIJ] 3aJIMIIUTH HENPUKPUTUMU OJMH ab0 JBa CepeaHbO-IIOMOANIbHI PIBHI.
Pimenns npo mepexij Bii aganTOBAaHOTO JO POCTY IHCTPYMEHTApI0 0 MOCTIHHOIO
3aIHLOTO CIIOHAWIIOJE3Y CJIiJ] IPUUMATH Ha 1HAUBIIya IbHIi OCHOBI.

2.5.1.2.3. Jleghopmayis epyonoi kiaimxu, mopaxkaibHa HeOOCMAmHICmb i CMAaH
nieceHb. BHacninok cinabkoi M’s30BOi MIATPUMKU TyinyOa 1 TOpaKajlbHOI JUISHKA Y
miteit 3 CMA crnocrepiraerbcsi MMiJIBUIIEHA 3aXBOPIOBAHICTh HA TOpaKalbHY
HEJOCTaTHICTh, K PE3yJbTaT CKOMI03Y 1 Aedopmallii pedepHOro Kapkacy rpyaHoi
kiitku [50,67]. Komanc pebep (3a MexaHI3MOM CXOXXMH Ha CKJIaJaHHS Tapacosi)
BUKJIMKAE «Imapacojenogaiony» aedopmaiiiro pedep [53,54,67-69]. Pesynbratu
PETPOCTIEKTUBHOTO JOCIIIPKEHHSI TITeH 3 TIMOTOHIYHUM CKOJI1030M, SIKI OTPUMYBAIH
JIKyBaHHS 3a JOTMIOMOTOI0 pebepHux abo XpeOTOBUX aJalTOBAaHUX JIO POCTY
IHCTpYMEHTAJbHUX CHCTEM, CBiY4aTh NPO IXHIO cJa0Ky eQeKTUBHICTh MI0/0
MOKpaIeHHs Mmapacojenoaionoi nedopmariii pedep adbo 301IbIICHHS EMHOCTI TPYIHOT
KJIITKH, TOMY 3aCTOCYBaHHS TaKUX CUCTEM HE PEKOMEHIYEThCs [67].

2.5.1.2.4. Hecmabinohicmo Kyavuiosoeo cyenoba. HectaOUTBHICTD KYJIBIIOBOTO
cyrioba € momupeHor npodiemoro y mamieHTiB 31 CMA [3,50,55,70]. V nekinbkox
MOTIEPEHIX  JOCHIDKEHHSIX  PEKOMEHIYEThCS HE  BUKOHYBATH  XIPYPriuHy
PEKOHCTPYKIIiIO; B IIUX JOCIIDKCHHSIX BIIMIYA€THCSI, IO KYJIBIIOBI CYyrio0H, Ha SKUX
OyJI0 BUKOHAHO XIpypriuyHe BTpyYaHHs, IEMOHCTPYBAJIHd TCHJCHI[IIO JIO MTOBTOPHOIO
3MilIeHHS a00 BUBHIXY, a TMATOJOTiA KYJBIIOBOTO CYrio0a pPilKo BUKIWKaNa OUIH
[3,50,55,70]. ITpore 111 JOCITIHKEHHS HE BpaXOBYBaJIU CYJaCHUX XipypriuHUX METOIIB,
a TaKO)K HE OIIHIOBAJIM MOJIOJMX TAIlIEHTIB 1 MAIIEHTIB CEPETHBOTO BiKy. XipypriuHe
JKyBaHHS OJTHOCTOPOHHBOT 200 JBOCTOPOHHBOI HECTAOUTBHOCTI KYJIBIIIOBOTO CyTiI00a
CJTi1 BAKOHYBATH TUIBKH Y TIAIIIEHTIB, K1 BIIUyBalOTh 3HAYHUI O1J1b.

2.5.1.2.5. Konmpaxmypu. KOHTpakTypu € NOIIUPEHUMHU cepe naiienTtiB 31 CMA
BHACTIZIOK 3MEHIICHOTO [iama3oHy pyXiB, TPUBAJIOro TNepeOyBaHHS B OTHOMY
MTOJIOXKEHHI Ta arOHICTUYHO-aHTaroOHICTUYHOTO M’ s30Boro aucOanancy [50,71,72]. 3
(GYHKITIOHATHPHOTO 1 CUMIITOMATUYHOTO TOTJISIY KOHTPAKTYPU MOXYTh BUKIIMKATH
O11b Ta MpUTHIYYBaTH QYHKITIOHAIBHY aKTHBHICTH y nanieHTiB 3 CMA [24,42-46,71—
75]. KoHcepBaTHBHE JIKyBaHHS KOHTPAKTYyp CYIVIOOIB pO3TJISHYTO B PO3ALII,
MpuUcBsiUeHOMY peabumiTaiii [24,42-46]. Xipypriuae JiKyBaHHS KOHTPAKTyp BEPXHIX
a00 HMKHIX KIHIIIBOK CJI1JI pO3TJIA/1aTH, KOJIM BOHU BUKJIUKAIOTh 0171 a00 MOPYIITYIOTh
(yHKI[IOHAJIbHY aKTUBHICTb.
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2.5.1.2.6. Jlixyeannus nepenomis. Y nireid 3 CMA tuny 1 1 2 nommpeHuMH €
MATOJIOT14HI MEePETOMH, BUKIIMKaH1 0€3/11sNIbHICTIO, OCTEOIOPO30M 1 HU3bKUM PIBHEM
BiTaMiny D. /{1 HEXOAsUMX Malli€HTIB 3arajJoM PEKOMEHAYIOThCS 3aKpUTI METOAM 31
3HEPYXOMJIEHHSIM 3a JOTIOMOT'OI0 TIMCOBOi OB’ SI3KH, IPOTE CJI1[ YHUKATU TPUBAIOTO
3HEpYXOMJIEHHS (>4 TH)KHIB), LI0 TOTIPIIyE M’S30BY aTpodild Ta OCTEONOpPO3
BHACHIZOK O€3A1sUIbHOCTI. XO[s4l MAali€HTH 3 MEpPeIoMaMM JOBIMX KICTOK HUKHIX
KIHI[IBOK 1 HEXOJsA4l TMAaIllEHTU C TMepeJoMaMy KyJBIIOBOrO Cyrjioda 3arajiom
OTPUMYIOTh ~ KOPUCTh B  XIpypriyHoi  crtabumizamii 3  BUKOPUCTAHHIM
IHTpaMenyIsIpHUX CTEpKHIB a00 MOCTONOMIOHMX TUIACTUH JUIsl HEraHOro
BIJTHOBJICHHSI CTAaOLIbHOCTI KICTOK, W00 OTpUMATH MOXJIUBICTh 30UIBIIICHHS
Jiana3oHy pyXiB KIHIIBKM Ha paHHbOMY €Tall 3aXKUBaHHS Ta 3a0e3nedyeHHs
IPUCKOPEHOTO 3POILEHHS MEPEIOMY.

2.6.Jlixysanvre xapuysanus, OUCHYHKYIS KOBMAHHA MA OUCHYHKYIS WLTYHKOBO-
KUUKOB020 MPAaKmy
JIo OCHOBHHX Te€M HaJeKaThb AUCPYHKIlI KOBTAHHS 1 qucdaris, KOHTPOJIb Macu

TIa 1 AMCQYHKIIS TUTYHKOBO-KHUILIKOBOT'O TPAKTy (Talbmuis 2).

Tabauis 2
XapuyBaHHs: OOCTEKCHHS 1 TEpaleBTHYHE BTPYYaHHS

Oo0cTe:xxeHHs

TepaneBTHYHE BTPYUYAHHS

AcnekTH AOIJIAAy

Hecnpsai
MHaI€HTH

Bineopentrenorpadiune
TOCITIHKCHHS QYHKITIT
KOBTaHHS HEBJIOB31 TiCIs
TiarHOCTYBaHHS a0o0 3a
HasSBHOCTI KJIIIHIYHUX O3HAK,
10 BKa3yIOTh Ha aucdariro
(cmabke CMOKTaHHSI,
BTOMJIIOBAaHICTh, TOJIOCOBI
XapaKTEPUCTUKH, 110
BKa3ylOTh Ha HasBHICTh
HaJIMIipHOTO 3BOJIOJKCHHSI
TOJIOCOBOT'O arapary, T.3B.
«Bojoruii rojoc [humid
voice]», ITHEBMOHIT)
TpynHOMII 3 TOAYBaHHIM
(TpuMaHHS TKi B poTi
TPHUBAJINI Yac 3aMiCTh
MPOKOBTYBAHHS, KOHTPAKTYPH

SIKIIO pe3ysbTaTH JOCIKEHHS
(yHKIIIT KOBTAHHS € TIO3UTHUBHUMH,
CIIT PO3TIITHYTH MOKJTHBICTH
HaIlpaBJICHHS J0 CIIeIiaicTa 3
METOI0 BBEJICHHS JIIKYBAILHOTO
xapuyBaHHA/ Moandikarii
Xap4yBaHHS.

SIKIIO pe3ynbTaTH JOCIiKEHHS
(hyHKIIiT KOBTaHHS € HETaTUBHUMH,
abo y pasi BiACYyTHOCTI poOCTYy, 3
METOI0 MPEBEHTHUBHOTO JIOTIISTY
CJTiJI BCTAHOBUTH HA30€IOHATLHUN
30H]T IO MOMEHTY, KOJIM MOKHA
Oy/iec BCTAHOBHUTH IUTYHKOBHH 30H]T
3 gynporutikamieto 3a HiccenoMm.
Jlikap-mieTonor moBHHEH

Busnaure norpedu B
KaJIOPIHHOCTI Ha
OCHOBI1 TEMITIiB POCTY.
CranmapTru3oBaHi
KapTh (HI3UIHOTO
PO3BHUTKY € HAICKHUM
THCTPYMEHTOM IS
BIJICTeXKEHHS
TEHJIEHIII pocTy,
MPOTE ONTHMAIBHO
BUKOPUCTOBYBATH IX 3
IHIIMMHA 3aco0aMu
BHU3HAYCHHS
KOMITO3HIIIHHOTO
CKJIQIy Tija Jist
OIIiIHKH HaJISKHOTO

> ; | BigperynoBaTH CIIOKUBAHHS pocTy.
fHerel, “?‘61311’,meHHH KUIBKOCTL | wanopiit, pimman, Makpoenementis i | Jlns 3a6e3nedenns
MPUHOMIB TKi). . .
. . ... . | MIKpOEIeMEeHTIB, a TAKOX 4ac OIITUMAJILHOTO
AHaJi3 XxapuoBoi IIHHOCTI TKi . .
. ) npuiioMy bki. MoxyTs OyTn MEJMYHOTO JIOTJISTY
Ha OCHOBI 3aITUCIB PO . : .
. . MOKa3aHi JJabopaTOpHi aHaJI3H PEKOMEHTyEThCS

MPUHOMH TKI/peKIMY . e
XapuoBOi IIHHOCTI XK. HPOBOJUTH

XapuyBaHHS. . .

N Tpusasicts nepeOyBanHs 0e3 00CTEKEeHHS JIiKapeM-

JloBrorpuBanuii KOHTPOJIb . . " . .
TOAYBaHHS M1 4ac IHTEHCUBHOI JE€TONIOroM KOXHi 3—6

AQHTPOIIOMETPUYHHUX . . s
Tepamii ci1iJi CKOPOTUTH JI0 MEHII MICSILIB JJ1s AiTel

XapaKTePUCTHUK.

MOHITOpUHT B yMOBax
IHTEHCHBHOI Teparii.

HiK 6 TonuH Y pa3i XBopoOu
3a0e3neuyiTe qocTaTHE

MOJIOJIIIOTO BiKY Ta
IOPOKY JUTS JTITEH
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O0cTexxeHHS

TepaneBTHYHE BTPYUYaAHHS

AcCHeKTH J0rJsay

JlabopaTopHi aHaJi31 Ha BMICT
25-rigpokcuBitamMmuny D,
aHaJIi3 KOMITO3HIIIHOTO
CKJIaJly Tijia Ta aHaJli3
IIUIBHOCTI KICTKOBOT TKAHUHH.
3amnop

cnoxxuBaHHs piauau. ClainkyiTe 3a
piBHEM ENIEeKTPOJIITIB i 3a moTpedH
BUKOHYWTE KOPUTYBaHHS.
CrizkyiTe 3a piBHEM TJIFOKO3HU JJIst
KOpPHUT'YBaHHS Ti0-/Tinepriikemii
Jsist mATPUMKH 3I0pPOBOTO CTaHy
KiCTKOBOT TKAHMHU 3a0e31euynTe
JIOCTATHE CIOKMBAHHS KaJbIO 1
Bitaminy D. JlocTaTtHe crioxuBaHHs
piamHU. 3acToCyBaHHS JIIKAPChKUX
3aco01B IS peryIsii
BUTIOPO’KHEHb.

CTapIIoro
BIKY/IOpOCIHX.
[TpoBenenus
00CTEXEHD €
0COOJIMBO Ba)KJIMBUM
JUIA TTAlI€HTIB HA
creniajJbHuX JleTax.

Cuaui
MMaicHTH

O1iHKa CUMIITOMIB
JUcdarii/actiparii/TpyaHori
3 TOlyBaHHSIM.
Bineopenrrenorpadiune
JOCIHipKeHHs QyHKIT
KOBTaHHSI, SIKIIIO HasIBHI
KITHIYHI 03HAKH, 110
BKa3yIOTh Ha JucOariio.
AmHaIi3 XxapuoBoi MiHHOCTI 1K1
Ha OCHOBI 3aITHCIB TIPO
MPUHOMH TKI/PEKUMY
Xap4yBaHHSI.

JoBrorpuBanuii KOHTPOJIb
AHTPOTIOMETPUYHHUX
XapaKTEepHUCTUK (3picT, Maca
T1J1a, TOOHO-ITOTHIMYHUH
po3Mip)

MoxyTs OyTH TIOKa3aHi
J1abopaTopHi aHATI3N XapuoBOi
LIHHOCTI 1XKi

MOHITOPUHT B yMOBax
IHTEHCUBHOI Teparrii
JlabopaTopHi aHamizu Ha
MeTa00Ii3M TITFOKO3H
JlabopaTopHi aHai3K Ha BMICT
25-rigpokcuBiTamuny D,
aHaJIi3 KOMIIO3HITIHHOTO
CKJIaJly Tijla Ta aHaJi3
LIIBHOCTI KICTKOBOT TKAHUHU
(1BOXEHEpreTnyHa
pEeHTTeHIBChKa
abcopOIriomeTpist)

3anop

SIKIIIO KOBTaHHS € OE3IeYHNM,
CKepyiiTe JIo crelianicra 3 MeTO
BBEJICHHSI JIIKYBaJILHOTO
xapuyBaHHs/Moaudikartii
Xap4yBaHHSI.

SIKII0 KOBTaHHS HEMOXKIINBE 200
BTPYUYaHHSI BUSBUIIUCS
HEIOCTAaTHIMU, BCTAHOBITE
Ha3aJIbHAN 30H] ISl Xap4yyBaHHS
3TIJHO 3 TIOKAa3aHHSIMH, MEPII HIXK
BCTAQHOBJIIOBAaTH JOBTOCTPOKOBHIA
IUTYHKOBHH 30H JJISL XapuyBaHHS.
V pasi BiICyTHOCTI POCTY
3a0e3neuyiiTe 10JaTKOBE BBEICHHS
NOKUBHHUX pedoBHH. HarpaBieHHS
IO JIKAPSI-TIETOTIOTa JUIS
30UTBITICHHS KaJIOPIHHOCTI 3a
JIOTIOMOTOFO TIPOAYKTIB
Xap4yyBaHHSA 3 BUCOKOIO IUTEHICTIO
NO)KUBHHUX PEYOBHH.
BinperymoliTe cio)xnuBaHHS
KaJIOpil, PiAMHY, MAKPOCIEMEHTIB 1
MIKPOEIEMEHTIB 3aJISKHO BiJl
POCTY Ta 00CSTY CITO)KUBaHHS 1Ki.
Y martieHTiB i3 HAAMIPHOIO MaCOI0
Tia CIiJ 3MEHIIUTH KaJOPiHHICTh
Ta MAaKCHMAaJIbHO ITiIBUIIUTH
CIIOKMBAHHS MO)KWBHUX PEYOBHH.
Criz CKOPOTHUTH TPUBAJIICTD
niepeOyBaHHs 0e3 ToyBaHHS ITiJ]
yac iHTeHCHBHOI Teparnii. Hanexxna
TPHUBAIIICTH TIepeOyBaHHs 03
TOJlyBaHHS 3aJICKUTh BiJl
HONEPEIHBOT0 CTaTyCy 00
XapuyBaHHS Ta XapaKTepy
TOCTpPOTo SBUIIA. Y pa3i XBOpoOU
3a0e3neuyiTe JocTaTHE
criokuBaHHs pinuHu. CHigKynTe 3a

[Monaiimeniie
pEeKOMEHyHTE
BUKOHATH OOCTEKEHHS
y JIiKapsi-J1ieTonora
HEBJIOB31 ITICIA
TTOCTAaHOBKH JIiarHO3Y,
a TaKOX y pasi
BUHUKHEHHS
3aHEIOKOEHD I[0/10
nepeinanHs/
HEJIOCTaTHBOI'O
XapayBaHHS.

Jlnst 3a0e3nmeueHHs
OITHUMAaJILHOTO
MEITUIHOTO JOTJISITY
PEKOMEHIYETHCS
TIPOBOJTUTH
00CTEXEHHS JTIKapeM-
JIIETOJIONOM KOXKHI 3—6
MICSIIB JUIS TITER
MOJIOJIIIOTO BIKY Ta
IIOPOKY JUTS JTITEH
CTapIIoro
BiKY/IOPOCIHX.
[IpoBenenus
00CTEXEHD €
0CO0JIMBO BaKJIMBUM
JUIA TIAI[I€EHTIB HA
CreliaabHuX Ti€Tax.
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Oo6cTexeHHs TepaneBTH4YHe BTPY4YaHHHA AcCNeKTH T0TJIsIY

piBHEM ENEeKTPOJIITIB i 3a MOoTpedH
BUKOHYWTE KOPUTYBaHHS.
CrigkyiiTe 3a piBHEM TJIFOKO3U JJIs
KOpPHUT'YBaHHS TiO-/Tinepriikemii
[Tokazano 1ist aLi€HTIB 3
MIABUILICHUM BMICTOM KUPIB B
Oprasi3mi ado 3 iHIIUMHU
nepeaia0e THYHUMHU CUMITTOMAaMHU.
JlocTaTHe CrIOKMBAHHS KaJbIiO 1
BiTaminy D.

JJist CIpUsIHHST TIEPUCTANIBTHI
HITYHKA 1 3MEHIIICHHS 3aIlopiB
PEKOMEHIYIOTHCS IIETH 3 BUCOKUM
BMICTOM KJTiTKOBUHU. [Tpn
301TBIIIEHOMY CIIO)KHBaHH1
KJIITKOBUHH HEOOXi/IHE I0OCTaTHE
CHIOXXUBAHHS piAMHA. MOXke OyTH
MOKa3aHe 3aCTOCYBaHHS
JIKapChKUX 3aC00IB IS PEryIIsmil

BHUIIOPOXKHEHb.

Xomsai 3abe3meuyiiTe ClIOKUBAHHS MaKpO-
. PexomeHniyeThes . ) .

TMaIie€HTH 1 MIKpOEJIEMEHTIB Ha OCHOBI

KOHCYJIBTAITISI 3 JIETOJIOTOM Y

pa3i 32HENOKOEHb OO pPEKOMEHAITIH IS 3I0OPOBUX OCIO,

TIepeiIaHHs/HeI0CTaATHBOTO SIKi BEYTh CUISTIHI CIIOCIO JKHUTTS.
Xap4yBaHHS. OOMexyHTe KaTopiiHICTh 3TiTHO 3
AmHaJi3 Xap4oBoi IiHHOCTI ki | MOKa3aHHAMH, 00 3a100irTH
/MOHITOpPHHT y pasi oxupiHHI0. CIill CKOPOTUTH
HEJI0CTAaTHROT 260 HajMipHOI | TPHBAIICTh epeOyBanHs Oe3

MacH Tina. JloBrorpusanuii rOAYBaHHS i/ 4ac iIHTEHCUBHOI
KOHTPOJIb aHTPOIIOMETPUUHUX Tepartii.

XapaKTEpUCTHK (3picT, Maca [Toka3aHo [yist NALIEHTIB 3

Tina, T0OGHO-MOTHINYHIH MiZBUIIEHAM BMICTOM XXHUPIB B
po3Mip) opraHizmi a0o 3 IHILIIMH
JIaGopatopHi aHaii3u Ha nepenIiaOe TAIHIMHI CHMITTOMAaMHU.
MeTa00Ii3M TIIFOKO3H J11st miATpUMKH 310pPOBOTO CTaHy
JlaGopaTopHi aHanmizu Ha BMicT | KICTKOBOI TKAaHMHH 3a0e3meuyiTe,
25-rigpokcuBiTamuHy D 3a OTPeOH, 10CTATHE CIIOKHBAHHS

KaJbIito 1 BitTaminy D

Perynsphna oriHKka pocTy € Ba)JIMBOIO IS MaiieHTIB 3 ycima tumamu CMA;
TaKOX CJIIJT 3aTy4aTd KBaTi(piKOBAHOTO MI€TONOTA JJI 3a0€3MeUeHHs HaJIeKHOT TI€TH
1 MOHITOPUHTY HE TUTBKM MacH TUTa, ajie¢ ¥ CIIOXUBAHHS PiAMHU, MAKPOCIEMEHTIB 1
MIKPOEJIEMEHTIB, OCOOJIMBO KaJBIIiIO 1 BiTaMiHy D 11st miATPUMKH 37J0pOBOTO CTaHy
kictok [76-78]. Kaptu pizuunoro po3BUTKY 3 ypaxyBanusm CMA 11e He po3po0JieHi.
3 orysiay Ha 3MiHM KOMIO3UIIKHOTO ckiaay Tina mpu CMA [79-81] nymka excriepTiB
II0JI0 BUKOPUCTAHHS TUTBKH CTaHAAPTU30BAHUX KapT (PI3MYHOTO PO3BHUTKY IS
MOHITOPUHTY HAJIEKHOTO POCTY HE € OJIHOCTAMHOO0, MPOTE 11 KapTU MOXKYThb OyTH
KOPUCHUMM i1 BijcTexkeHHs TeHaeHUid. [Ipm Bcix Tumax CMA  BaxIMBO
PO3IMUTYBATH 1 JOKYMEHTYBATH JETalbHy 1HPOpPMAIlII0 MPO CUMITOMH, MOB’sA3aH1 31
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IIUTYHKOBO-KUIIIKOBUM TPAaKTOM, Taki fK ractpoe3odareaibHuil pedtoke, 3amop,
3aCTOCYBaHHSI JIIKAPCBKUX 3acO0IB JUIsl PEryJdllii BUMOPOXKHEHb, 3aTpUMKa
CHOPO’KHEHHSI IIJTYHKA 1 OJIFOBAHHS.

[IpoTarom ocTaHHIX IEKUIBKOX POKIB HAaJIXOAUTh JeAal OuIblIe CBIIYEHB PO
MOXJIMB1 MeTaOOJIyHl po3jiaau, Takl AK MeTa0oJNIYHUN auuao3, MOPYIIECHHS
MeTaboJI3MY KUPHUX KUCIIOT, TIHepIINiAeMis, TinepriiiKeMis, FIOrIiKeMis 1 po3iaau
M'130BUX MITOXOHIPIH [82—84]. ¥V mumeit 31 CMA noBigoMIIsiiocs: Ipo NOPYIIEHHS
MEeTaboJI3My TJIIOKO3U 1 PO3BUTKY MIANLTYHKOBOI 3ano3u [85-89]. Posznaau
MeTaboJI3My TJIIOKO3M Mi3HilIe Oyiu MIATBEpIXKEH1 y Aeskux nauieHTiB 31 CMA 13
HaaMmipHOIO Macoro Tina [90,91], a BIAMIHHOCTI Y PO3BUTKY MIAIUIYHKOBOI 3ajl03U
Oynu miaATBepKeH1 y moMepnux namieHTis 3 CMA [85].

Komenmap pooouoi epynu:

Oyinxka pocmy odimeti 31 CMA nposooumwscs 32i0H0 3 pekomenoayismu BOO3
(World Health Organization, ed. WHO Child Growth Standards: Length/Height-for-
Age, Weight-for-Age, Weight-for-Length, Weight-for-Height and Body Mass Index-for-
Age: Methods and Development.; 2000).

Cmanoapmu pozsumky oumunu BOO3 exnouaroms maxi UMIpu:

1. Jlosoicuna / 3picm 3a sikom

2. Baea 3a sixom

3. Baea 3a 0082cunoi0

4. Baea 3a 3pocmom

5. Inoexc macu mina (IMT) - Ons 6iky

Meouuni npayiéHuku ModHCyms HAHOCUMU NOKA3HUKU PO3BUMK)Y 1 DOCMY
nayienma Ha 2pa@iku nio 4ac KOJCHO2O Gi3umy, uwjob Giocmedcysamu npocpec
nayieuma ma sminu y pocmi 3 naunom uacy (Cmanoapmuzosami kapmu QhizuuHoco
poszeumky BOO3  (https://www.who.int/tools/child-growth-standards). IMT ma
nepyeHmuni 3 YpPAaxy8awHAM GIKY MAKOMC OOYUCTIOIOMbCA 3 GUKOPUCAHHAM
peghepenmuux nokasnuxie BOO3.

Koorcni  3-6  micayie  pexomenoyemocsi 6ecmu  UWOOEHHUK 38A)CY8AHL 31
WOOCHHUMU 3aNUCAMU NPO BAHCUBAHHSL iicl. [liemonocu nosunHi Haguumu ObamvKie abo
ONIKYHI8 NPOYeOypam 3anucy idici ma uOpamu mudicoensb, KUl moyHo 8idobpasicae
36UYHi Ol€mMuyHi 36UuKU nayicHma. Y woOeHHUKY 38adcy6anb Ol NOOANbUIOZO
00CNI0NCEHHST MAaKodc NompioHo peecmpysamu  QYHKYII ULTYHKOBO-KUUKOBO2O
mpaxkmy, npoonemu 3 KOBMAHHAM, 3aKpPenu, mun ma 4ac 200Y6AHHSA MA GHCUBAHHS
0obasox. Cnoowcusanns enepeii, OinKie, 1iniois, 8yeneeodis, Minepaiie ma 6iMAMIHI8
nompiono nopieurosamu 3i cneyugiunumu 01 HAcenieHHs nompedamu, d IHOeKc
A0eKeamHoOCmi  po3paxosyeamu, wobd Kpawje 3pO3yMImMuU HASAGHICMb MONCIUBUX
oiemuyrux oepiyumis.

Koorcni 6 micayie Heobxiono eecmu Xxapuosuil WoOeHHUK 31 36AHCYBAHHAM NOPYILL
idici ma 3anucom payiony enpoooeaic 7 Ouis. Jliemonocu maiomo Haguumu 6amovKie abo
ONIKYHI8 nayiehma memoouyi KOHMPOAbHO20 3anucy xapuyyeawHs. Payion mae
gi0oOpasicamu xap4oei 36udKy NayicHma.
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YV xapuosomy wo0eHHUKy HeoOXiOHO maxodc peccmpysamu QYHKYII WiTYHKOBO-
KUUWKOB020 mMpakmy, npobiemu 3 KOBMAHHAM, HASAGHICMb 3aKpeny, mun mda 4ac
200Y8AHHS MA 8HCUBAHHS XAPUOBUX HYMPIEHMIS.

Cnooicusanns eHepeii, OLIKI8, cupis, 8yenes00i8, MiHepalié ma 6IimamiHie
nompioHo nopienoeamu 3i 36utaiino2o 0Jisi nonyaayii. OYiHKY eHepeemuyHux nompeo
DPEKOMEHO0BAHO NPOBOOUMU MEMOOOM HENPAMOI Kanopumempii.

Heobxiono pospaxosysamu indekc adeK8amuocmi Xapyy8aHHs OAs OYIHKU
HASIBHOCMI MOACIUBUX XAPHOBUX Oeqhiyumis.

Poboua epyna esasicac ooyinehum nasecmu iHgopmayiro wo0o OyiHKU ma
JUKYBAHHS WLTYHKOBO-KUUUKOBUX MA XAPUOBUX YCKIAOHEHb y Oimell 3 He8pOoI02IUHUMU
NOPYWEHHAMU 3 HACmMYNHO2o Odicepena. Romano C, Van Wynckel M, Hulst J, et al.
European Society for Paediatric Gastroenterology, Hepatology and Nutrition
Guidelines for the evaluation and treatment of gastrointestinal and nutritional
complications in children with neurological impairment. J Pediatr Gastroenterol Nutr.
2017;65(2):242-264. doi:10.1097/MPG.0000000000001646.

QbOMmiH pewosuH i ck1ad mina

Cnio 30iticniosamu  oyiHky memaboniynozo cmany nayienmie i3 CMA 3a
HACMYNHUMU NOKASHUKAMU:

* Cxknad mina (8uMipu OKpPYICHOCMI, WKIDHUX CKIAOOK, WO HNPOBOOSMbCS
cneyianicmom-0iemonocom  KodcHi 3 micayi ma / abo  peHmeeHiBCbKa
abcopoyiomempisn [DEXA] wopiuno, xonu ye Moxciuso)

* Piounu

* Maxpoenemenmu / Mikpoenemenmu

* Kanvyitt ma simamin D

* Memabonizm 2ntoko3u

e [lInynxoso-kuwxosi cumnmomu (I'EPX, 3anop, euxopucmanus zacobis, uo
pe2ynioioms pooomy KuuleuHUuKd, 3ampumKa CROPOICHEHHSA WLIYHKA ma O11080ma,).

V nayienmis, saKi xapuyromscsa 6UKIIOYHO Yepe3 30HO0, 4acmo CHOCmepieacmobcs
Ooediyum nodxcueHux Mikpoeremenmis (kanvyiro, 3aniza; yurky, simaminie C, D i E;
ceneny). Kpim moeo, bazamo nayienmis 3 He8pOLOCIHHUMU NOPYULEHHAMU CXUTbHI 00
PUBUKY 0XCUPIHHSL | nompeOyiomb MeHue enepeii. Tomy cnojicueanHs Mikpoeiemernmis
Modice Oymu menute ix 000060i nompeou. /leghiyum He3aMIiHHUX HCUPHUX KUCTOM - We
00UH paxmop, AKull Modce Oymu noe's3anuti 3 HeONMUMANLHUM CHONCUBAHHAM
eHepeil.

Quinka xapuyeanHsi

IIpobnemu 3 xapuy8amHsAM MO’CYMb GUHUKAMU 3 DI3HUX NPUYUH | MOICYMb
gUMazamu pi3HUX BMPYYaAHb, MAKUM YUHOM, HEOOXIOHUU MYIbMUOUCYUNTIHAPHUL
nioxio (MAII). Oyiuka xapuyysanus ma JIKYBAHHA NOBUHHA 30ILCHIOBAMUCS
mynemuoucyuniinapuoro komanoorw (MIK), saxa moowce ckaraoamucsa 3 JiKapsi-
diemonoea, medcecmpu, i1o2oneoa, giziomepanesma, NCUxXo02a ma peaoiiimonoaa.

Aumponomempis

Aumponomempuuni Memoou Moxcyms Oymu UKOPUCMAaHi 015 OYIHKU pOCcmy ma
cmamycy xapyysanns nayienmis 31 CMA. Oonax 3acmocysanns anmponomempii y
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nayienmia 3 HePOI02IYHUMU NOPYULEHHAMU € OLIbUW CKIAOHUM, HINC Y NAYIEHMIB, U0
MUNOB0 PO36UBAIOMBbCA.

Jlocmynne npoyedypne «repignuymeo, cneyianvie O0nsi CMA, Ons oyinku
AHMPONOMEMPUHUHUX BUMIPIOBAHD.

OKpYoIcHICMb 6ePXHbOI YaCMUHU PYKU, CIe2HA, TUMKU ma maii € NOKA3HUKAMU,
Wo 00NoMa2aromsb OYIHUMU KIIHIYHO 20cmpe He00iOaHHs, a 008HCUHA MINa e cayu
HA CNUHI, TIKMbOBOI KICMKU MA 20MIIKU 8KA3YIOMb HA KAIHIYHe XPOHIUHe HeOOIOaHH.

Quinrosanns cknady mina

Bumiprosanns cknady mina mooice 0onomozmu OYiHUMU CMAMYC Xapyy8aHHs
nayienmie 3i CMA ma donomozmu 3abe3neyumu HaneHCHULL PeXCuM Xapyy8aHHs.

Buwmiprosannam 6yoosu mina cayyicamev  Olyunimaivha, Mpuyunimanivua,
niononamkosa, Kiyboea, cmecHo8a mMa  JIUMKOBA  WIKIPHI — CKAAOKU, 5K
BUKOPUCTNOBYIOMbCA K NOKA3HUKU PO3NOOINY NIOWKIPHO20 dcupy. Y noe€oHawHi 3
OKPYIICHICMIO KIHYIBOK BOHU 003B80JIAI0Mb MEOUYHUM NPAYIBHUKAM OYIHIO8AMU
AHCUPOBI ma M 3081 OinanKU KiHyieok. i obracmi € kpawumu iHOukamopamu ckiaoy
mina 1 cmamycy XAapyy8aHHA, HIJNC OCHOGHI BUMIPU, OCKLIbKU BOHU BPAXOEYIOMb
308HIWHI BUMIPIOBAHHS PYKU, CKIAO08I BUMIPIOBAHHS KICIMOK, JHcupy i M'sa3is.

Ouyinka cmauy Kicmok

Oyinka cmany Kicmkooi mxkanunu eaxciusa ons nayieumis iz CMA uepes nocane
300p08's KicCmoK ma nidsueHull pu3uK nepeiomis 3 NPUYUHU KPUXKOCMI KiCMOK.

JlabopamopHhi napamempu

THayienmam 31 CMA mooxcymsv 3nadobumucs nabopamopHa OyiHKa i aHa€i3
HYmMpIEHMIB, ane He ICHYE €0UH020 MapKepa, wo 6i0obpadxcac 00Opull uu nocauull
cmamyc xap4)68aHHA.

JlabopamopHni napamempu Kposi, exnoyeri 8 oyiHky nayienmis 3i CMA:

» Ceuosuna i enekmponimu

* Kpeamunin

* [ mioxo3za

* [ncynin

* [losHuii ananiz kposi

* ['emo2n006iH, cepeduill KOpNycKyIapHUull 00 €M epumpoyumis, epumun, 3auizo

» Hampiu, xaniu, kanvyitl, macwitl, pocgham

* AtbOymin abo 3aecanvhuil 010K

» Qepmenmu nevinku

* Bimaminu A, B2, D, E, ¢honiesa kucioma

* [lapamupeoionuii 2opmon

* [Junx

* Ananiz emicmy 1inioie y Kposi (3a2anbHuli XojiecmepuH, J1inonpomeiHu 8UCOKoi
WinbHOCMI, IINONPOMeEIHU HU3LKOI WINbHOCMI, mpu2iiyepuou).

Lllopywenns oobminy peuosun

Ilayienmie 3i CMA cnio cnocmepicamu Ha npeomem NOpyuleHHs Memaooizmy.
Moocyms 3nadobumucs 1abopamopHa oyinKa i 00CMeNCeHHs Ha NPeoOMem MONCTUBUX
MemaboNyHUX GIOXUNEHb, MAKUX 5K
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® Memaboniunuil ayuoos

® [inepninioemis

® [inepenikemis

® [inoenikemis

® Jlechexmu mimoxoHOpiti M 'a3i6

o [lopywenns oOMiHy 2110K03U

® Po36umok npobiem 3 niOuLLYHKOBOI0 3A7103010

o [liosuwenuti pu3ux po3eumxy ouciinioemii i cmeamosy nedinKu.

3azanvui oyinKu

s moHimopuHney HedoioanHs peKoMeHOYEMbC NOEOHY8AMU 2pagpiku pocmy 3
OYIHKOI0 NIOWKIpHO20 JHcupy yepes DEXA 0ns 6cb020 mina uwjopoxy, KoIu ye MOMCIUBO.
binvwe moco, anmponomempis (okpyscHocmi ma Hcupoei CKIAOKU WIKIPU) MAKOHC
Modice Oymu KOpUCHUM Ma HeIHBA3UBHUM MeMOOOM, KU C1i0 NOBMOPIOBAMU KONCHI
3 micayi Ons oyiHKu 3MiH Y CcKk1adi mina. PemenvHuil po3ensd KONCHO20 ACneKmy
npoyecy 300py aHMpONOMeMpPUYHUX OAHUX MAE NPUEECU NPAKMUKYI0Y020 (axieys
00 moco, w06 YHUKAMU  3A2aNbHUX ~ Odcepesl  NOMUNOK  BUMIDIOBAHHA.
([icepeno:O’Connor H, Slater G. Use of anthorpometric techniques in dietetic
practice. Nutr Diet. 2010,67:62-64).

Monimopune Kicmkoeo2o memabonizmy

Pigni nosicusnux pewosun, imaminy D ma xicmkosuti memadbonizm eniueams
Ha 300po8’s kicmok y nayienmis 31 CMA. [lepenomu Kicmox 3 npudunu KpuxxKocmi
yacmo 3ycmpiuaromsca vy nayicumie i3 CMA uepe3 nusvkuil pieenv eimaminy D,
3MIHEeHUUl KICMKOBUU Memabonizm, GIOCYMHICMb ma 6i0M08Yy 8i0 (hi3uyHux enpas,
M’51308y  caabkicms ma  Kpuxxicmo. Jlobasku kanvyito ma eimaminy D cnio
npuzHawamu, SAKWO piGeHb Yux eimaminie Hedocmamuiti abo 3a HAAGHOCMI
OCMeoneHii:

Busuauaoms:

e Kanvyiti, gocgop, nyocua gocamasza (3azanvua), aysxcua Gocpamasa
(kicmxosa)

® 250H-eimamin /{3

Tayienmam 31 CMA mooice 3Hadooumucs 0ono8HeHHs MiKpoeleMeHmamu, Ko
ye noKa3aHo Nicjis OYIHKU XAp4y8aHHs ma Oiemu.

3a nompebu, piseHb enexkmponimie cii0 KOHMPOIOGAMU Ma pe2yriosamu,
0co6auB0 nio uac xeopoou.

Aminokucromna diema

Aminokucnomna oiema (AA) - ye cneyianizosana diema ona nayicumis 3i CMA,
aKi 30amui cudimu. Knrouosumu napamempamu oiemu AA € eucoxuii micm 8yenesodis,
HU3bKUL BMICT HCUPIE MA 000ABAHHS AMIHOKUCIOM 3 PO32ATYHCEHUM IAHYIO2OM.

baecamo cimen nayienmis 3i CMA posnouanu diemy AA 3a ocmauHi KilbKa poKis
NiCs MO20, SIK KIIbKA OAMbKie uepes COYialbHi Mepedici NOUMUPUTIU NO3UMUBHI 8I02YKU.

Hemae oanux, wo niomeepoxcyoms 6UKOPUCAHHA CUHMEMUYHUX AMIHOKUCTOM
Ha GiOMiHYy 6i0 iHmakmunoco Oinka nayicumamu 31 CMA. Kpim moeo, siocymmi
docmynHi OaHi Npo KOPOMKOYACHY ma 00820cmpoxosy besneky odiemu AA. Omoxce,
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ICHY€E peanvbHa nompeda y nocaub.IeHilti eKcCnepuMeHmanbHiti ma KiiHIuHit oyinyi oiemu
AA ons nayienmis 3i CMA.

Konmponw 3a xapuyeanusam

YV mipy nocipuwienns m’a3080i @ynkyii oumunu npozpecyroda ciabkicmos M 316
ModHce npuseecmu 00 8mMoMu nio yac ixci ma numms. [umuna modrce Oymu He 8 3M031
8nOpamucsi 3 NOGHOYIHHUM XAPYYBAHHAM 1 MOdce NONpocumu Oilbul Yacmux i
HeBeNUKUX NPULLOMIB idIC, M'KuLOT Olemu i MeHule KAIOPIH020 HABAHMANCEHHS, W00
3HU3UMU Nnompedy 6 MpUeaiomMy Npuliomi ixci abo 200y8aHHi 3 NIAULEUKU.
IIpoepecyroua bynvoapra ouchynkyis modice 8peutmi-peuim NAuHymu Ha 30amHicmo
OUMUHU OOMPUMYBAMUCH OI€EMU, OUMUHA 3MOdHCe DE3NeYHO KOBMAamu, aie He 3MOodHce
icmu docmamuwo. B sikocmi anemepHamugu, oucazis Moice no2ipuly8amucs 00 mux
nip, NOKU OUMuHa He npununums besneyno icmu i numu. Ha yvomy emani nompiono
0y0e po3eaaHymu MONCIUBICIMb 200YBAHHS Yepe3 30HO.

Hiemonocy i noconedy, ski 3aumaromsbcsa Oucgaciero, HeobXxioHo 06yOe
cnisnpayrosamu, wob niompumyeamu 30i1bUEHH KAI0pil, YHUKAOYU 30L1bUlIeHHS
3aeanbHoco obcsey idci. Kpim moeo, koncucmenyis idci ma piouHu noeurHa Oymu
be3neunorw 3 mouku 30py Qyukyii koemauws. [imam 3 06yabbapHoo oucgyukyieo
MOACYMB 3HAOOOUMUCS BUCOKOKANLOPIHI 000asKku ma / abo 200y8anHs uepe3 30HO.

Hepioxi eunaoxu, koau oimu ma cim’i 6i10M06110MbCsl 8I0 200YB8AHHS Uepe3 30HO.
Heob6xiono pemenvne ynpaeninns MJ[II, wob 36anancysamu nepeeazu ma pusuxu
nepopanvHoi diemu 3 iHmepecamu OUMUHU 3 MOYKU 30pY 300P08's, 3pOCMAHHA |
Xap4y8amHsi.

Lopywienns @yHKyii wyHKO80-KUUKOB020 MPAKMY

TowupeHi wnyHKo80-KUWKO8i npodiemu

Tayienmu 3i CMA cmpasicoaioms 6i0 npobiiem 3 KOBMAHHAM Ma 6i0 UIYHKOBO -
KUUKOBUX NpOOIeM, SIKi MONCYMb 3MEHWUMU CNONCUBAHHS eHepeli ma NOMNCUBHUX
peuosun. Baoswnueo nposecmu onumyeawHs ma 3anucamu Oemani npo 6yOb-sKi
CUMPMOMU, MAKI SIK:

® 3anop

® [acmpoesoghaceanvra pedarokcua x6opoda

® 3ampumKka cnopo#CHEHHs WITYHKA

® bnrosanis

Jlikapcoki 3acobu ma eapianmu iiKy8aHHsA

Bapianmu nixysanus 3anescamo 6i0 ¢henomuny nayicuma ma KOHKPEMHUX
CUMNMOMIB ULTYHKOBO-KUUWKOB020 mpakmy. [[ns nonecuienus 3axkpeny ma npoo.iem
NOPYULEHHSI MOMOPUKU UWTYHKOBO-KUUKOB020 MPAKMY MONCYMb Oymu KOPUCHI
30iMbUWEHHS KIIMKOBUHU Y PAYIOHI, OOCMAMHE CNONCUBAHHS PIOUHU, pe2YIamopu
MOmMopuKku KuweuHuka ma npodiomuxu. Y oOimet 3i CMA uyacmo eunuxaromo
MpYOHOWI 3 YNPAGIIHHAM CeKpeyicio ma uodiienusam caunu. I nuboka oucghazis moowce
npuzeecmu 00 He30aMHOCMI KO8mMamu 8UOLIEHHs 3 pOmoeoi nopodchunu. Ilayienmam
MOXNCYMb OYMuU KOPUCHI IKAPCHKI 3aco0U, AKi cyuamo ix 8UOLIEHHSA 3 NOPONCHUHU
poma, maki AK 2NiKONIpoHito 6pomio abo ciocyunosi naacmupi. Ilpu nputiomi yux
JIKApcoKux 3aco0ig¢ HeoOXIOHO pemenbHO 6paxo8yeamu pecnipamopHuili Cmamyc
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OUMUHU, | PilUeHHsI NPO NPUSHAYEHHS NOBUHHO NPUUMAMUCA KOMAHOOIK Cneyianicmis
3 pecnipamopHol mepanii.

YV oimeii 3 pannim nouamxkom CMA uacmo 3ycmpiuaiomscs wityHKO80-KUUKOBL
npoodeMu, He3aneHCHO 8I0 MOo20, YU BUKOPUCMOBYIOMb BOHU KOMEPYIliHe Xapyy8aHHs
abo npucomosane 3 00NOM02010 OJleHOepa NPUHayeHe Osl Xapyy8aHHs 3a O0NOMO200
30H0a. Ha momenm po3pobKu KiiHIYHOI HACMAaHo8U 2loCyuHo8i niacmupi 6 Ykpaini ne
3apeecmposani, a JKApCcbKuil 3acib 2aiKonipoHito Opomio npusHayaromes npu
nIOMpUMY8aIbHIU OpoHXOOUNAMAayiiuti mepanii ONsl NOAESUIEHHS CUMNIMOMIE Y
NayieHmié 3 XPOHIYHUMU OOCMPYKMUBHUMU 3AX8OPIOGAHHAMU Jle2eHb ma He
NPU3HAYEHU 015 3ACMOCYBAHHS OTMAM.

2.6.1. Hecuosui nayicnmu

2.6.1.1. Obcmedicenns. OqHUM 3 HAUBAXKIJIMBIIIUX ACTIEKTIB, 110 CIi PO3TIIAIATH
npu OOCTEKEHH1 HeCHISIYMX TAIlIEHTIB, € Oe3neyHe KOBTaHHs (J10/laTKOBa TaOJIUIIs
S5). Bynbbapua aucdyHKIlISE MOXKe TPU3BECTU J0 acmiparlii Ta JIeTeHEBUX 1H(EKITIH.
HeBmoB3i miciss TIOCTAaHOBKM  JIarHO3y pPEKOMEHAYETHCS BHUKOHATH  ITOBHE
Moau(pIKOBAHE PEHTICHOJOTTYHE JOCTIIKEHHS KOBTaHHS 3 BUKOPUCTAHHAM 0apieBOi
CYCITCH3Ii; SKIIIO PEe3yJIbTaTH IMOYATKOBOTO TECTY B MEKaX HOPMH, CJIiJi BAKOHYBaTH
pETEeNIbHUIM MOHITOPUHT, 100 BHUSBUTH MOXIIMBI paHHI O3HAKKM TPYAHOUIIB 3
rogyBaHHsIM. J[0 JOCSATHEHHS OJHOPIYHOTO BIKY Y MAalll€EHTIB YacTO PO3BUBAETHCS
KOHTPAKTypa >KyBaJIbHUX M’5131B, 0OMEKYIOUN MOKIIUBOCTI JIJIsl TOJyBaHHS 4yepe3 poT.
Ile moxe OyTu oOMeXyBadbHUM (PAaKTOPOM [IJIsl TMAIEHTIB, SKI NPUUMAIOTh
HyCIHEpCEH 1 JEMOHCTPYIOTh MMOCUJIEHHS OyIh0apHUX M’ S31B.

OnTumanbHe JIIKYBaJIbHE XapuyyBaHHS BKJIIOYA€ JIOBFOCTPOKOBY OIIIHKY Macu
TijJa 1 3pOCTy, a TaKOX aHam3 aieT. Y naiieHTtiB 3 CMA tuny 1 ciaOKicTh )KyBAIBHUX
M’s131B, nucdaris 1 mpobdiieMu 3 JUXaHHSM BHKIMKAIOTH CKOPOUCHHS CITIOKHWBAHHS
KaJIOpiil 1 pU3MK HEIOCTaTHHOTO XapuyBaHHA. KpiM TOTo, MOCWICH] TMXalbH1 3yCUIIIS
MOXXYTh TIJBUIIUTH BUTPATH €HEPTii Ta MOTPeOH B KAJIOPIAX, MOCHUIIIOIOYU PHU3UK
HEJ0CTATHBOTO XapUyBaHHS.

2.6.1.2. Tepaneemuune  empyuanus.  lIlicns ~ HEraTUBHOTO  pe3ysbTaTy
TOCIIHDKCHHST KOBTaHHS a00 3a BIZCYTHOCTI POCTY PEKOMEHIYETHCS BCTAHOBHUTH
KOPOTKOCTPOKOBHM Ha3oracTpaibHUN ab00 HA30€IOHAIBHUI 30H]I IO MOMEHTY, KOJIH
MOXHa OyJie¢ BCTAHOBUTH JOBTOCTPOKOBY TacCTpPOCTOMIUHY TpyOky. OmHOCTAaHOTO
KOHCEHCYCY JOCATHYTO He OyJio, aje 4YuMajo eKCIIepPTIB BiIJIAIOTh TIepeBary
BUKOHaHHIO (QyHmorutikamii 3a HicceHoM B To€mHaHHI 31 BCTaHOBJICHHSM
racCTPOCTOMIYHOI TPYOKM 3 OTJIsAy Ha 3MEHIIEHHS NEPUCTAIBTUKA MUTYHKOBO-
KHIIIKOBOTO TPAaKTy, pe(IIIOKC Ta MIABUINEHHS THCKY y 3B’SI3KYy 3 pECIipaTOPHOIO
tepamniero [92] ([lonaTkosa Tabmuis S6).

[cHye MeHIlIe KOHCEHCYCY 11010 BIUIMBY TUIY Al€TH [12]. KoHceHcyc po3aiiuBes
III0JI0 BUKOPHUCTAHHS aMIHOKHCIOTHOI JIE€TH, JI€TH, 3aCHOBAHOI Ha €JICMEHTapHIH
dbopmymi [83,93]. daxiBIil MOTOAUIUCS, IO THUM JIETH Ta MPU3HAYCHHS MOBUHHI
0a3yBaTuCs Ha IHIAUBIAYAIbHINA MEPEHOCUMOCTI. JIJIsl MOJIETIIEHHS] CUMIITOMIB 3a1opy
Ta MOPYIICHHS] MOTOPUKHU MUTYHKOBO-KHUIIIKOBOTO TPAKTY PEKOMEHIYETHCS TOCTATHE
CIOKMBAHHS PIAUHU, a TAaKOX 3aCTOCYBaHHS JIKApChKHUX 3ac001B IS peryssuii
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BUIOPOKHEHDb, MPOOIOTUKIB Ta 3acO0IB JJIsI MEPUCTATBTUKA 3 METOK) TOJIETIICHHS
CUMIITOMIB 3aM0py Ta JUCKIHE31i IUTYHKOBO-KHUILIKOBOI'O TPAKTY.

[Ilogqo xapuyBaHHS HECUASYMX TALIEHTIB MiJ 4Yac IHTEHCUBHOI Teparii,
HAIOJIETJIMBO PEKOMEHAYEThCS MPU IIbOMY YHUKATH NepeOyBaHHA Oe3 romyBaHHA,
o0 3amodiraTd TaKUM MOPYLIEHHSAM, SK METa0OJIYHUM auuja03, MOPYIIECHHS
MeTaboJI3MY KUPHUX KUCIOT Ta rinep- i rinoriuikemis [82,83,93-95]. XapuyBanus 13
BMICTOM OUIKIB CJI11 HaJaBaTU HE Mi3HIIIE 6 TOJAUH BiJ] MOYaTKYy FOCTPOro enizony. ¥
pa3i XBOpoOHU JOCTATHE CIIOKUBAHHS PIAMHU 1 3a0€3MEUCHHS €JIEKTPOJIITHOTO OajJaHCy
€ 000B’ I3KOBUMH.

Komenmap pooouoi epynu: YV pasi eusnenienHs HEMONCAUBOCMI KOBMAHHS 14CI,
HAsIBHOCMI  BUCOKO20  PU3UKY  ACHIPAYINIHO20 ~ CUHOPOMY, NpU  HYMPIMUBHIl
HeOOCmamHoCmi ma 3ampumyi pocmy DeKOMEHO0B8AHO PO32NAHYMU MONCIUBICHb
NOCMAHOBKU — 2acmpocmomu. J[o  nocmamoexku 2acmpocmomu  peKoMeHO08AHO
mumuacoge 200Y8aHHA Uepe3 HA302ACMPANbHULUL ab0 HA30€IOHANbHUL  30HO
mpueanicmio 00 4-6 muoicuie. [locaeHymo u4imKo2co KOHCeHCycy 8 HeoOXiOHOcmi
NpOAKMueHoi HympimueHoi canjiemeHmayii aK MmMiloKu GUSBIEHO HeOOCMAMHE
XapuyeaHus uepe3 pom, d MAaxKo;iC 8 momy, Wo 200V8aAHHs uepe3 2aCMmpoCmoMmy €
Memoodom eubopy npu eussienHi dehiyumy Kauopiiu ma Hebesneku acnipayii nio uac
OpANbHO20 200Y8AHHSL.

2.6.2. Cuosui nayicnmu

2.6.2.1. Obcmedicenns. Jng 3abe3nedeHHs] ONTUMAIBHOIO MEIUYHOTO JIOTJISITY
PEKOMEH/IY€ThCSI BUKOHYBATH OIIIHKY XapuyBaHHS IIIiCJIA TOCTAHOBKM [1arHO3y, a
TaKOXK TEPIOAUYHO: KOXHI 3—6 MICAIIB JJIs MOJIOJIIUX JITeH, a TAaKOX IOPOKY Y
CTapIIOMY Billl. Y CHASYMX MAIIEHTIB 9acTO CIIOCTEPITAIOTHCS TPYAHOII 13 )KYBaHHSIM
1 BTOMa ITiJT 9ac CIOXKUBaHHSA ki [96,97]. YBary Takox CIi IPUAUITH 0e3MedIHOMY
KOBTAHHIO Ta PU3MKY acmipailii. 3a JOMOMOT0 AOCHIKEHb (PYHKITIT KOBTAHHS CJIiJT
BUBYATH BUIAJIKH, KOJIU MAIIIEHTH JABISATHCS 200 3aKaIlUTIOIOTHCS Yepe3 CIIOKUBAHHS
K1, a TAKO’)K BUKOHYBAaTH MOHITOPUHT TaKUX BHUIIAJIKIB.

Takox peKOMEHAYEThCS BUKOHYBAaTH OIIHKY TOAYBaHHS IS MOMKIIUBHUX
Moaudikaiiil 1poro mpoiecy ado BIPOBAKEHHS €proTeparii 3 MeTol 0e3MedHOTo
KOBTaHHS Ta €(DEKTUBHOTO CIIOKUBAHHS 1KI.

PexoMeH1yeThCSl TPOBOUTH JOBrOCTPOKOBY OIIIHKY MAacH Tija i 3pOCTy pa3oMm 3
BU3HAYCHHSIM KOMMO3UIIHHOTO CKIaAy Tija JAJIS MATPUMKH HAJIEKHOTO POCTY.

JIns cuasgumMx TAIieHTiB 13 HAaJMIPHOK MAacOl0 Tila MOYKHa PEKOMEHIyBaTH
OIIIHKY CTYTIEHS OKMPIHHS, a TAaKOX BU3HAYCHHS PO3JAIiB METa0OJI3My TIIFOKO3H.
Jlesiki ekcrepTy MPOMOHYIOTh BUKOHYBATH OIHKY CHUASYUX manieHTiB 3 CMA momo
HAsSIBHOCTI OXXHPiHHS/3aliBOi >kupoBoi TkaHuHu mpu IMT, mo mnepesumrye 25-i
npoueHTwib [91].

[Ipu yacTux 3amopax peKOMEHAYETbCSI BUKOHATH OLIHKY CHOKMBAHHS PIIUHHU 1
KJIITKOBUHU.
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Komenmap pooouoi ecpynu: Cnio 3eepnymu ygazcy, wjo 00 (paxmopié pusuxy
aAcnipayitino2co CUHOPOMY BIOHOCUMbBCS He MIIbKU CKAAOHOWI 3 KOBMAHHAM idci, a U
pAcHa caunomeuis, cianoppes. Lle wacmuii i nebe3neunull cumnmom y nayicumis Ha I
mun CMA, Hagimb y mux, Xmo ompumye emionamoceHemuyry mepanito i 30amuuil
cuoimu. Kpim ecmanoenenus mpaxeocmomu, wo € KpauHvol0 i HebAd}CaHow Mipoio,
3a2albHOBU3HAHUX 1 0IEBUX 3ac00i8 bopombou 3 yieto npobdremoro He icHye. Tum He
MEeHUL € NOGIOOMJIIeHHSI NpPO YChiwHe BGUKOPUCMAHHA npenapamisé OOMmYNiHIYH020
MOKCUHY 07151 OIOKAOU CAUHHUX 3AT103.

Iwcepeno: Singh H, Nene Y, Mehta TR, Govindarajan R. Efficacy of Botulinum
Toxin for Treating Sialorrhea in Neuromuscular Conditions. Front Neurol. 2020 Jun
10;11:513.  doi:  10.3389/fneur.2020.00513.  PMID: 32587569; PMCID:
PMC72979435.

2.6.2.2. Tepaneemuune empyuanns. Y 37% cuUIAUUX MAIIEHTIB CIIOCTEPITAETHCSA
BIJICYTHICTB POCTY, III0 BUMArajio TeparneBTUYHOro BTpy4yaHHs [96]. YV Takux naiieHTiB
IIMPOKO 3aCTOCOBYIOTHCS XapuyBajlbHI 30HAM SK 3aci0 3abe3nedyeHHs pajiie
J0JIaTKOBOTO ~ Xap4yyBaHHS, HDK XapyyBaHHS 3arajioM; MPOMO3MIli  II0J0
XapuyBaJIbHUX 30H/I1B 1 peKOMEH Iallli 100 XIpypriyHOr0 BTPYYaHHS Ha IUTYHKOBO-
KUIIIKOBOMY TPAaKTI 3QJIEKATh BiJl OKPEMOI CUTYaII{i.

Cuasivi maiieHTH MOXKYTh TepeOyBaTH MiJ PU3UKOM HAOYTTS HAIMIPHOI Macu
Ti71a/0KUPIHHS Y MIPY JOPOCHIIIIAHHSA 3 OIJISIAY Ha 3MEHIIEHHS (DI3UYHOT aKTUBHOCTI y
3B’SI3KY 31 3MIHaMH KOMITO3HIlIHHOTO ckiaay Tia [80,91]. Jlo mpobiiem, MoB’ 13aHUX 3
HAJMIPHOIO MAcCOIO Tijla, HAJIEKUTh 3MEHILEHHS MOOUIBHOCTI Ta PU3MKHU MOB’I3aHUX
CYIIyTHIX 3aXBOPIOBaHb, y TOMY YHCI1 PU3UK META0OIIYHOTO CUHApOMY [86,93].

VY cuasuux mamieHTiB Ale€Ta He € 0HOPiIHO. [Toka3HUKHM KalopiiHOCTI, BMICTY
OUIKIB, UPIB 1 BYIJEBOIB MMOYATKOBO BH3HAYAIOTHCS 3a JIOTIOMOT'OK CTAaHIAPTHHUX
dopmyn [98] 3 moganbIIMMKU 3MiHAMU Ha OCHOBI BIANOBIAHUX MOKAa3HHUKIB POCTY 1
pe3yIbTaTiB JIabOpaTOPHUX aHAJI31B.

Ha ocHOBI nmocBimy 1 po3misimy KOHKpETHHX BUNaAKiB [93-95] excnepTu
PEKOMEHIYIOTh OOMEKUTH TPHUBAIICTh MIepeOyBaHHs 06€3 roAyBaHHS i YaC TOCTPUX
BUMAJKIB, & TAKOXX CTEKUTH 3a PIBHEM EJICKTPOJIITIB 1 PIAUHM Ta MOMOBHIOBATH iX
3r1AHO 3 ITOKa3aHHAMMU.

3anmeHO BiJl CTYMEHs TSKKOCTI 3amopiB, 3 METOIO IMOJICTIIEHHS CHMIITOMIB
MO>XHa 3aCTOCOBYBAaTH KIIITKOBUHY, MPOOIOTUKH 1 JIKApChKi 3aCO0M ISl perymsiii
BUTIOPOKHEHb.

Komenmap pooouoi zpynu: Bionogiono oo onybnikosanux oanux Hiorns MP
(Current practice in paediatric videofluoroscopy. Pediatr Radiol. 2006,;,36(9):911 -
919. doi:10.1007/5s00247-006-0124-3) ma Audag N. (Screening and evaluation tools
of dysphagia in children with neuromuscular diseases: a systematic review. Dev Med
Child Neurol. 2017;59(6):591-596. doi:10.1111/dmcn.13354) neobxiono 0o0amxoso
pOo32NAHYMU Be0eHHs nayienmis 3 0yabbapHow ouc@yukyicro ma oucgaziero, wo €
ocoonusocmamu nepeoicy CMA.
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Matisice oopas3y nicis ecmanosnenns oiacno3y CMA, oumuny ciio nanpasumu 00
JUKApsL, AKULL MA€E 00C8I0 8e0eHHs nayieHmis 3 oucgazicro.

Memoouka ouinku

Bioeoghnroopockoniune Oocniosxcenns xoemanus (0ani — B®DJK) noeumnen
npoOBOOUMU JIKAP, SAKUL NPOUULO8 CREYIaTbHY NIO20MOBKY 3 OYIHKU ma iHmepnpemayii
YUx 00CAI0NCEHD.

licna oyinku Koemanms ciio 0amu YimKi peKomMeHoayii wooo mozao, sKi 8UOU ixci
ma Hanois besneuni 0 8HCUBAHHI OUMUHOI0 MA 5K iX Cli0 2omysamu.

Pexomenoayii wjooo 0oensdy nicis oyiHKu NOBUHHI OXONIOEAMU HACMYNHI
NUMAHHA

® Ak cnio 200yeamu nayicHma: NoJIONCeHHs Miid, IHCMpPYMeHmu ma Memoou

® PexomeHn008aHa KOHCUCMEHYIsL ma CMPYKMYypa ixci

e Cnocib numms pioun

® OyinKa CUTLHUX I CIAOKUX MICUb KOBMAILHUX 30i0HOCMell nayicHma

o (002060penHs pU3UKI6 Ma UMOBIPHOCII PO3BUMKY KOBMALHUX 30i0HOCMEll
MAUOYMHbOMY

® Pexomenoayis w000 mepanesmudHux Moougikayitl

Monimopune navienmie 3i CMA na nasguicms cumnmomis oucgazii

V nayienmie 3i CMA icnye pusux des3wymHoi acnipayii, wo 8UHUKAE, KOIU idca
abo Hanoi nompanisaomes 8 OUXANbHI WAAXU. XPOHIUHA MA peyuousyroya acnipayis
n08 A3aHi 3 peyuoUsyrOUUMU THeKYIAMU 2pYOHOL KIIMKU Mad NHEBMOHIE0, KA MOJiCe
3aepoacysamu scummio. Tlokazano, wo BD/K donomaecae sussnientio nepe2yisapuoi
MOMOPUKU 2]IOMKU Ma Oe3uyMHoi acnipayii, i Modxce 0onomozmu ckiacmu OLnvbu
egpexmueni cmpameeii cooysanus. BOIK makxoic modice oonomoemu 8 oyiHyi iHUUX
napamempia, no8'sa3anux 3 oucgazicro ma nopyuleHHAM Xap4y8anHs, MaKux sK:

® 3ueHuene 3akpumms 2y0
Heaoexsamue ¢popmysanus d6onroca
3anuwuiox 8 nopodicHUNI poma
3ampumka KoemanHs
3menuienus eucomu 2Opmani
Hanim na cminyi 2nomku
3ampumxa nio npoxoodHcenHs 210MmKU
MHoorcunne Ko8mamHs.

Os3naku ma cumnmomu oucaeii

Hasuuku 6Gesneunoco, QyHKYiOHAIbHO20 MA NPUEMHO20 200VBAHHSA - OOHI 3
HAUBANCIUBIUUX ACNEKMIB, AKI CNIO 8pAX08y8amu npu Ha2aa0l 3a NayieHmamu, sKi He
30amui abo 30amui cudimu. Acnipayis ma nezcenesi iHgeKyii - 3a2anbHi puU3UKU,
N08 A3AHI 3 HEMONCIUBICINIO KOBMAMU.

V' nayienmis, axi 30amui cudimu, 0080J HACMO BUHUKAOMb NPOOeMU 3
HCYBAHHAM MaA 6MOMIIOGAHICMb Ni0 uac iyxci. Ilayienmie cnio KoOHmponoeamu Ha
npeomem HAsA8HOCMI 8 AHaAMHe3l eniz00i8 3a0yxu abo Kaulio nio yac 200y8aHHs, ma
ix cnio pemenbHo ob6cmedcumu 3a Hasg8HoCcmi 6y0b-aKUX 03HaK oucgaeii.

Jlo o3nax oucghacii Hanexcams:

® [losmopmni ingexyii epyoHoi kaiimunu
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® Kawenv abo 3a0yxa nio uac ixci abo nummsi

® Jloseuti nepiod nputiomy ixci

® /lumuHna nogiooMIAE NPO «3ACMPABAHHY 1J4iCI

Bmpama eazu abo cnoginbnene 3pocmansi

Bmoma 6i0 epyonozo eucooosysanus abo 200y8anms 3 NagUeUKU
bpaxk enepeaii ma eumpueanocmi 0151 npoyecy xapuy8amHsi
llocanuu konmpons cexpeyii

llicna eooysanns 38yK gono2uti abo 0epeHyIuuli

Cmitikicmb 00 nepopanvbHo20 NPULOMY iiCi

s nayienmie 3 CMA, ski He 30amui cudimu, IiCHYE PU3UK BUHUKHEHHS
MpPYOHOWi68 Npu KOBMAHHI, HABIMb AKWO BOHU OMPUMYIOMb JNIKV8AHHS 3 MEmOoio
mooughixayii CMA.

Axkwo nponoHyemovcs emmepanvhe 200Y8aHHA, MO nepesaza HAOAEMbCA
yepe3wKIpHill eHOOCKONIUHIN eacmpocmomii. YV  eunaokax Koau HeMONCIUBO
3abe3neuumu 0027150 3a 2aCMPOCMOMOI0, MO OOYLIbHIWUM OyOe oopamu 200)8aAHHS
3a 00NOMO2010 HA302ACMpalbHO20 30HOA. Konu nayienmy, iimosipno, nompione
mpueane wmyyHe eHmepaibHe 200V8aHHA Yepe3 30HO, neped 6CMAHOBIEHHAM
2acmpocmomu  mModce Oymu  mumuacogo (0o 4-6 mudicHig) GCcmMAHOBAEHUU
HA302aCMPAaibHULl 30H0 a60 HA30€IOHAILHULL 30HO.

I nHaensady 3a nayienmamu 3 oucgaciero cnio 3anyyamu MK, axa 30amua
niompumyseamu cmpameeii 1iKy8anHs;, nioxoosawi o nayieuma. JIikysauns oucgazii
Mae oymu cnpamosane HA ONMUMI3AYII0 NPULIOMY 8CEPeOUHY, AKUO KOBMAHHI €
@ynkyionanvro dbesneunum, mo nayicum iz CMA moowce npodoesacysamu nputiom ixci
nepopanvro. OOHAK NAYyieHmMy MONCYMb 3HAO0OUMUCA OesaKi 3MiHu Oiemu abo
mepanesmuyHi 3MiHU Ol REIOMPUMKU DPYHKYIT KOBMAHHSL.

Mooudghixayii xapuysanns ons nayienmis 3i CMA, siki modxcymov npooosaicysamu
NPULIOM IJ#CI NEPOPAIbHO, MONCYMb BKIIOUAMNU

® Pecyntogants uacy e00y8anHs

® [locmypanvhi KopeKkyii (Hanpuxkiao, NPUUHAMmMs OLbUL NPAMO20 NONOIHCEHHSL
npu KOBMAaHHi meepooi ixci)

® Pecynosanns KOHCUCMeHYii ma meKcmypu ixHci

® VhuxauHs abo 3meHwenHs 00'emie meepooi ixnci

o Ouuwenns obracmi pomoziomxu 0isl 3ano0ieants acnipayiuHumM NHeBMOHIAM

Ha cvo200Hi ne icnye naditinux abo aKicHux 0oxkasis, wjo 6 demoHcmpysanu 6yob-
AKI 86NpABU YU 8MPYUAHHS, WO, 008€0eHO, NOKPAWYIOMb De3neKy KOBMAaHH NayicHma
3i CMA.

ITioknouenns 0o HazoeacmpanrbHO20 Ma HA30€I0HATLHO20 30HOI8

3010 Ona 200yeamHsi Cni0 posmiwgysamu Juuie 3d HASABHOCMI OO0CMAMHBLO
00CBI0UeH020 NepCoHANy OJil NPoBeOeHHs OiA2HOCMUKU, NPoyeodypu ma OYIHKU
npasuUIbHo20 po3miwerHs mpyoku 30H0y. Pusuxu ma nepegacu moougixoearoco
nepopanbHO20 Xapuysants ma / abo 200y8auHs uepe3 30H0 MaKolcC Cli0 8paxo8ysamiul
nepeo po3miweHHam mpyoxu 3010y. llpasunvhuii 002150 3a nayicHmamu i3 30HOaAMu
0J151 200VB8AHHS MONCE 3MEHUUMU VCKAAOHEHHL.
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€8ponelicbke Mo8aApPUCMBO NAPEHMEPATbHO20 MA EeHMEePANbHO20 XAPY)EAaAHHS.
PEKOMEHOYE NPONOHY8AMU OOMAUWIHE eHMePATbHe Xapyy8aHHs NAYICHMAM, y SAKUX
ICHYE pU3UK HEOOCMAmMHbO20 XAPYYBaHHs abO0 HeOO0iOaHHs, 1 AKI He MOXMCYMb
3A0080NbHUMU C80I NOMPEOU 8 NONCUBHUX DEUOBUHAX 30 OONOMO2010 HOPMATbHOSO
socusanus ixci. Ilayienmu nosunni mamu @QYHKYIOHANbHUU ULTYHKOBO-KUUUKOBULL
Mpakm, i 6OHU NOBUHHI MAMU MONCIUBICINL OMPUMYBAMU MePanito no3a Mexicamu
HeBioknaoHoi donomoau. llayicnmu ma ocobu, sKi 002180ai0ms 34 HUMU, NOSUHHI
no2ooumucsy i OOMpuUMY8aAmMuUcs OOMAWHbLOI mepanii eHmepanbHO20 XapuyE8aHHs,
Memoio AKOi € NONINUWEeHHs Macy mina, (yHKYIOHANbHO20 CIMAH)y abo AKOCMI HCUMMA.

Yepe3zwikipny eHOOCKONiuHy 2acmpocmomy abo yepe3suKipHy eHOOCKONIUHY
EIOHOCMOMIUHY MPYOKY CNIO 6CIMAHOGII08AMU, KOJIU NOMPIOHO Mpueane eHmepaibhe
Xapuy8aHHs 6 OOMAUIHIX YMOBAX.

Bukopucmannus 3010i6 0151 200y8anHa y nayicumis, AKi 30amui cudimu, 3a36udail
BUKOPUCINOBYEMbCL Ol 000AMKOB020 XAPYYBAHHA, a4 He OAi HNOBHOYIHHO20
Xapuy8aHHsi.

Enumepanvue xapuysanus 6 0omawiHix ymosax e clio npusHaiamu nayicHmanm,
AKI He Marnmv HOPMATbHO (DYHKYIOHYIOU020 KUULEYHUKA, CIMPAXCOarmsb WIYHKOBO -
KUUKOBOIO HENPOXIOHICMIO, KPOBOMeYaAMU ULTYHKOBO-KUUKOBO20 MPAKMY, CUTbHUM
NOPYULEHHAM BCMOKMYBAHHS AO0 Ceplio3HUM OUCOANAHCOM OOMIHY PeUOBUH.

Cnio 3asmauumu, WO BUKOPUCMAHHSA 30HOI8 Ol 200V8AHHS He 0008'13K060
BUKTIIOYAE Nepopanvbhe 200V8aHHA. Y pisHUX KpaiHax pizHamvcs nioxoou ma
VIPAGNIHHA MPYOHOWAMU 3 200V8AHHAM MaA HeOoi0anHAM. Y Oeskux Kpainax
(nanpuxnao, y xpainax Cxionoi €8ponu) ocobu, saxi 30ilCHIOIOMb 002180 MeHUL
HAaNIAWmoBani Ha eHmepabHe Xapuy8aHHs ma 00 [H8A3UBHUX 8MPYUAHb, MAKUX SK
2acmpocmoMmisi ma Ha302acmpaibHull 3040, NOPIBHAHO 3 THUWUMU (HANPUKIao, KpaiHu
Iigniunoi €sponu, Ilieniuna Amepuka), 0e 8uUnaoKu po3MileHHs ULIYHKOBO2O 30HOY
3yCmpiuaromscs 3HA4HO yacmiuie.

Konu T'EPX € acoyitiosanum nobiunum egpexmom, modice Oymu nokazaua
@yHnoonnixkayia 3a Hiccenom ma / abo eronocmoma.

Yacmo piwenHs npo 66e0eHHs 4epe3uKipHoi eHOOCKONIYHOI 2acmpoCcmomMiuHol
mpyoku nog’szane 3 Hemodcaugicmio euxopucmosyeamu HIBJI, koau Oumumy
200yI0Mb Yepe3 HA302ACMPalbHULL 30HO0.

Hoensao 3a xeopumu, AKi GUKOPUCMOBYIOMb 30HO O XAp4y8aHHs abo
2acmpocmomy

Haszoeacmpanvruii 3010

llayienmu 3 HazoeacmpanbHUM 30HOOM MOACYMb HE2AUHO PO3NOYAMU OOMAUHE
enmepanvie xapuysauus. OOnak ciai0 npossusimu obepedcHicms npu nioo3pi Ha
CUHOPOM Nnepe20008y8ants abo peidine-cunopom (anen- refeeding syndrome) ma
00mMpuUMy8amucst 6iON0BIOHUX 8KA3I80K, W00 3anodiemu YCKIAOHEHb.

Pecynapuuii ma pemenvruti 00210 3a 30HOOM MOXdCe OONOMOCMU 3anoOiemu
VCKIAOHEHHSM.

Hozana0 3a 30n0om:

® 3010 Ona 200ysanus cii0 obepedcno npomusamu 30 mi 600u 00 i nicis
200Y8aHHs ab0 KOJNCHI 4 200UHU NPpU NOCMIUHOMY 200)8AHHI
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® [leped KooicHuM 68edeHHAM idici, piounu abo NiKi6 NOMPIOHO MUumu pyKu,
oosieamu (papmyx ma 0OHOPA308i PYKABUUKU

® [leped KoHCHUM 88e0eHHAM idicCl, piOuHU abo JiKi6 Cli0 nepegipsamu NoJI0H#CEHH s
30HOY 07151 200Y8AHHS

Yepeswikipna enoockoniyna eacmpocmomisi (anen. - Percutaneous endoscopic
gastrostomy Recommendations for PEG).

Pexomenoayii wooo doenady 3a cacmpocmomoro:

® [acmpocmomy, wo posmiujeHa 0e3 YCKIAOHEeHb, MON*CHA BUKOPUCTOBY8AMU
0J1s1 200Y8aHHS Uepe3 4 200unu Nicjisi 66e0eHHsl.

e 30epicaiime He3A20€HY PAHy 6 MICYi 88e0eHHs 2aCmMpPOCMOMIYHOI mpyoOKu
YuUCmMo ma cyxoro, 3acmoco8yroyly AcenmuyHUuli 002780 3a paHamu, WOOHs cmexicme
3a pamor.

® [Ipomscom nepuiux MUdNCHI@ MOXNCHA BUKOPUCMOBY8AMU  2i0pozenesi
nokpumms (nog'sa3ku) AK aibmepHamugy KIaCUYHOMY 002150y 34 ACenmuyHuMu
paxamu.

® Ak minbKu cmoma 3a20€mucs, N08 A3KU MOMCHA 3MeHwumu 0o 1 abo 2 pazis
Ha MudicoeHb, a Micye 8X00)y MONCHA OYUCMUMU, BUKOPUCNOBYIOUU MU0 MA 800y
NUMHOI AKOCMI.

Hoenso 3a nayicnmamu i3 30H0amu 015 200V8AHHSA/2ACIPOCHOMOIO.

llayienmu ma onikyHu nosunHi ompumyseamu niOMpUMK) nio 4ac 6CMAHOBICHHS
30H0Y, a NAYIEHMU NOBUHHI OMPUMYBAMU pe2yiapHe cnocmepediceHts. Monimopune
nayienmie noGuHeH 30ILCHI08AMU MeOUYHUL NPAYIBHUK, AKULL MAE 8I0N0BIOHI HABUUKU
ma npouwlo8 HABYAHHA 3 MOHIMOpuH2y XxapuyeawHs. bameku nompebyromuo
CneyianrbHo20 HABYAHHSA, WOO KOPUCMYBAMUCS 30HOOM/2ACMPOCMOMOI0 800Ma, 1 ix
CI0 Hasuumu po3NizHABAmMU ma peazysamu Ha Hecnpusmausi nooii. Ilayienmie
NOBUHEH cnocmepieamu MeOUYHUL NPAYIBHUK KodCcHI 3-6 micayie abo yacmiue, AKWO
3MIHIOEMbCA IXHIU KIHIYHUL CIAH.

s eusnavenHs 6nauUBy Yb020 SMPYUAHHA CII0 OYIHIO8AMU SAKICMb HCUMMSA
nayienma Ha noyamky OOMAUWHbO20 eHMEPANbHO20 XApuy8aHHs mda NOMIM Ha
Dpe2YIAPHIU OCHOBI. YCKIaoHeHb ma NOBMOPHOI 20CHIMANi3ayii MOMCHA YHUKHYMU,
SAKWO Mamu KOMAHOy eHmepanibHo20 Xap4y8aHHs, sIKa CNoOCmepieae nayieHma Ha 0omy
ma oonomozace y 0021401 3a HA302ACMPATbHUM D0 eHMepatbHUM 30HOOM abo
2acmpocmomoio.

Lliompumra MyromuoucyuniiHapHoi KOManou

Iyoice sasicnueo, wob piwienHs NPo 6NPOBAONCEHHS eHMEPAbHO20 200)8aHHS.
Kepysanocb MYIbmMUuOUCYUnIiHapHa Komanoa. Moowcna 36epuymucia 00 maxkux
excnepmie :

e Jloconeod/cneyianicm 3 MO8U MA MOBIECHHS

® Jliemonoe

® HHegponoe
e Cneyianicm 3 pecnipamopHoi mepanii
® [acmpoenmeponoz
°
°

Xipype
Omopunonapuneonoz
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Mynemuoucyunainapna  Komanoa  Modxce — 3abesneyumu  HABYAHHA — MaA
IHhopMYBaHHS NAYIEHMIB MA IXHIM OAMBKAM/ONIKYHAM, SIKI OMPUMYIOMb eHMeEPAIbHe
30H006€ XapuyeanHs nosa nikaprero. Ingpopmayis ma Ha8uaHHsA NOBUHHI GKIIOYAMU:

® Jloens0 3a mpyoKoio

o Cucmemu ma pesiscum nooaui ijxci

® [Ipoyedypu, nog'szamni 3 HaNAUWIMYBAHHAM

® BuxopucmarHs nomn 0 no0adi ixci

® [log'azani pusuku ma 3a2anvbHi  npobremu  (Hadamu  IHCMPYKYilo 3
excniyamauyii)

® [locmitini ma ekcmpeHni Homepu meye@oniea

® [locmaska 001AOHAHHA,  OONOMIJICHUX  Mamepianie 3  8i0NOBIOHUMU
KOHMAKMHUMU OAGHUMU BUPOOHUKA

Ilocmitine ouuwennss ma nNPOMUBAHHA B000I0 MONCYMb 3MEHWUMU PUSUK
3aKynopKu mpyoKu.

CynymHi pusuxu

Puzuku, nog'azani 3 domawnin enmepanvHum xapuysauusam ([[EX)

3azanvHi  ycKIAOHeHHs OOMAWIHBLO2O eHmepalbHo2o  Xxapuysauus (HEX)
BKAIOUAIOMD .

® Mexaniuni: nepeukooa abo 3miujeHus 3010y

® Acnipayia

® [/InynKxoso-kuwKosi: 3anop, baroeoma, diapest, Oinb

® Memaboniuni:  2inepenikemis, eieKMpPONMUYHI  NOPYWeHHs,  Oediyum
MIiKpoenemenmia, pehioine-cunopom

® [Hwi: 83aeMO0is MidiC TIKAPCOKUMU NPEenapamamu ma CyMiliuiio, wo mMooice
3MeHWUmu eqpeKmueHicms npenapamy.

Hoszompusani epexmu

Bnpoeaoowcennss 30m0y 01 200y8amHsA 6NAUBAE HA NCUXIYUHE 300p08°sT mMda
camonouymms nayienmie ma ix cimeti. J0620cmpoKosi HacaioOKu 05 cimell MOJICYymb
BKIIOYAMU COYIANIbHI HACAIOKU Ma mpugocu. [[imu cmapuioco 8iKy MOMCYmv 3axomimu
Xapuyeamucs nepopaivbHO, W0 MOMCe Cmamu CKIAOHUM 3a80auHsaM. llcuxonoziyna
nIOMpuMKa NOMpioHAa wopasy, Koau peKoOMeHOYEMbCA NoYamu 200Y8aHHsL Yepe3 30HO,
ocobnuso 014 nayieumie cmapuio2o 8iky. CUHOPOM nepe20008y8AHHS 4aACMO MOMHCe
oymu nog'szanutl 3 200Y8aHHAM uepe3 30H0, A mpusaje 200Y8aHHS Yepe3 30H0 MOodice
npuzeecmu 00 po31aodié WIYHKOB0-KUUKOBO20 MPAKHLY.

Cynymui pusuxu

Cunopom nepe2o0osysanis abo peidine-cunopom

llayienmu, saxi nepeneciu nepio0 mMpueanoc0 HeEOOIOAHHs, MAlMb PUIUK
pozeumky  pe@idine-cunopomy.  Peghioine-cunopom  cnpuuurenuti  3MIHOIO
Memabonizmy ma eieKmponimuo2o 6aiancy HACIiO0K NOBMOPHO20 88edeH s ma / abo
30LIbULEHHSL KITbKOCMI KANOPIll NiC/IsL nepiody CHONCUBAHHS MANOT KIIbKOCMI KAIOPIll
abo ix siocymrnocmi. Peghioine-cunopom mooice 6ymu HACTIOKOM BHCUBAHHS KALOPIlL
0Y0b-KUM ~ CNOCOOOM:  nepopaibHe  200Y8AHHA,  eHmepalbHe  XAPUYB8AaHHS,
napenmepanbHe XapuyeawHs abo 6HYMPIWHbOBEHHA 2noKo3d. Icnye Oekinvka
¢axmopis, AKi Ci0 8paxo8ysamu npu 3an0YamKy8aHHi ma 30iIbUEHHI CHONCUBAHHS




44

eHepeii y nooel, AKi nepedy8aoms )y 2pyni pusuxy po3eumky pe@ioine-cunopomy,
makux K ¢hizionociuna peaxkyis (Hanpuxiao, 3MiHa piGHsl eleKMpOoJIimie ma cepyesutl
pumm) ma nepeHoCUMICmb NoYamkogo2o 2odysanus. Ha owcanv, yuieepcanbHux
PpeKomMeHOayill Wooo be3neuHo2o 8IOHOBIEHHS Xap4)8aHHS He ICHYE.

Acnexmu donomoeu, siKi ciio paxogysamu npu pepioine-cuHopomi, GKI0UAOMb:
noYamox Xapuy8auHs;, obMmedceHHs piounu / Hampiro / Oinka / enekmponimy;
simamin B; ma nonigimaminu, mMoHimopure ma mpusaiuii 002ns10. binvw oemanvuy
iHpopmayito  cmocosno  pe@idine-cunopomy,  micmums  Koucemcyc — wjooo
PeKoMeHOayil AMepukancbko20 mosapucmed napenmeparbHo20 ma eHmepaibHO20
xapuysanns (ASPEN).

Bukopucmanusa naszocacmpanvrux 30HOI8 Ma HA30€IOHANLHUX 30HOI8 NOBUHHO
oymu npeomemom 062080peHH MYTbMUOUCYUNTTHAPHOT KOMAHOU, WO 8KIIOYAE CIM'T
nayienmie i3 CMA nio yac nputinamms piwieHHs.. Yci piuwenns noBUHHI y32004Cysamu
MeOUYHI nNompebu ma peKomerHoayii 3 no2as10amu ma NOMpedamu KOA*CHO20 NAYicHma
(KyIbmypHi, penicitini, MamepuHcoKi nompeou 200ysamu mowo).

IHwi nowupeni mpyonowi 3 200y8aHHAM

11i0 uac codyeanns nayicumis iz CMA cnio cnocmepieamu 3a 36010 #CEHHAM idICI,
gunaoxkamu acnipayii, 3a0yxu yu kauiio. Koumpaxmypu wenenu ocobaueo akmyanoHi
0Jis1 nayienmis, AKi He 30amHi cUuOimu, i MOICYMb 0OMedNcumu 30amHuicms nayicHma
xapuysamucs nepopaivHo. Y pasi nepeioanms abo HeOoiOaHHs OiEMooe Modice
00NOMO2MU CKOPe2y8amu 200UHU 200Y8AHHSA, A MAKONHC CHOHCUBAHHS KANOPIU, DIOUHU
ma Makpoeiemenmie / Mikpoejiemenmisa.

Himam i3 kommpaxmypamu wenenu modce 3HAOOOUMUCS HANPABIEHHS 00
WENenHO-TUYbOBUX — CHeyianicmie, wob OuiHumu, 4Yu € CEHC 36LIbHeHHS
HUMICHbOWENIeNHO20 CY2N00a.

2.6.3. Xoosui nayicumu

Y nux mnamiedTiB  OUC(YHKINS KOBTaHHS 1 TPYAHOIII 3 TOJYBaHHSIM
criocTepirarotbess  pimko. KoHcympTamist  JIikaps-Ii€TOJ0Ta/OmiHKa  Xap4yyBaHHS
PEKOMEHAYIOThCA Yy pa3i mpooOsieM 3 xapdyBaHHsSM. HaWOLIbIIUM 3aHENOKOEHHSIM
010 Xap4yyBaHHS I XoAs4uX mamieHTiB 3 CMA € pu3uk OXXHUPIHHSA 1 HAAMIPHOT
MAacH Tija, OCKUTBKH I1e MOKEe OOMEKUTH MOOUTHHICTD 1 MIBUIIIATH PU3UK ITOB’ I3aHUX
3 OXKHUPIHHSAM CYITYTHIX 3aXBOPIOBaHb, TAKUX SK METAOOIIYHUN CHUHIPOM, BUCOKHM
apTepiaIbHUM TUCK 1 Tia0eT.

2.6.3.1. Cman xicmok

Busnaetbces, mo SMN Bifirpae neBHy pojb B METa00J113M1 KICTKOBOI TKaHUHU,
B3a€EMOJIIF0YM 3 (HaKTOPOM CTUMYJIALII ocTeokynacTiB [99]. TakuMm 4YMHOM, BHCOKa
3aXBOPIOBAHICTh Ha OCTEONEHIIO 1 epenomu B nanieHTiB 3 CMA Moxe NOsICHIOBaTUCS
HE TUIbKHU M’ 5130BOIO clIa0KicTiO 1 OpakoM (pi3uunux Bopas [76,100,101]. Ilepioguuny
JNIBOXEHEPTeTUUYHY pEHTreHIiBChbKy abcopbOuiomerpito (DEXA) nnsg  KOHTpoio
LIUTBHOCTI KICTKOBOT TKaHWMHU Yy maiieHTiB 31 CMA peKOMEeHAYeThCsl BUKOHYBATH
uopoky. PiBeHp BiTaminy D B KpoBi 1 HOro CHOXHUBaHHSI CJ1J KOHTPOJIIOBATU
[OHalIMEHIIIE IIOPOKY, a IPU HOTro HU3bKOMY piBHI a00 HAasABHOCTI OCTEONEHII CIIijl
3aCTOCOBYBATH BIJIMIOBIIHI 10JJaTKOB1 AOCIIIKEHHS. Y pa3i YaCTUX NEPEIOMIB MOXKHA
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PO3MISTHYTH MOKJIMBICTh 3aCTOCYBaHHs 01ochoHAaTIB.

Komenmap pobouoi zpynu: nposedenns 080eHep2emuyHOi pPeHmeeHI8CbKOiT
abcopbyiomempii ¢ Yxpaini maromo oomedxcery 0ocmynHicms y Oimeti ma wupoxo
BUKOPUCOBYIOMbCL Y 0opocaux. B moil oce wac 3acmocysanus 6Oighocghonamis

8ION0BIOHO 00 3aMEEPOHCEHOI THCMPYKYII HA AIKAPCHKI 3aco0u Moxicauge auue y
nayieumie cmapuie 18 poxis.
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Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary
and acute care; medications, supplements and immunizations; other organ
systems; and ethics

CTucjiui oryasa

Ile npyra yactuHa 1OKyMEHTA, SIKU BHOCUTh OHOBJICHHSI B PEKOMEH Al 11010
CTaHJApTHOTO JIIKYBaHHS CHIHAJIBHOI M’ 5130B01 aTpodii, omyoOstikoBaHi B 2007 p. V wmii
YaCTHUHI OHOBJICHO PEKOMEHJaIlli MO0 MMyJIbMOHOJIOTIYHOTO JIIKYBaHHS Ta
IHTEHCUBHOI Tepallii, a TakoX BKJIOYEHO TEMH, IO 3’SIBUIMCS MPOTATOM OCTaHHIX
JEKUIbKOX POKIB, TaKl K YPa)K€HHS 1HIIMX OPraHiB MPHU THKKUX POpMax CIiHAIbHOI
M’5130B01 aTpodii Ta poJib JTIKapChKUX 3ac001B. TakoX po3riasAatoThCs €TUUHI TUTaHHS
1 BUOIp MajgiaTUBHOIO AOMISIAY y MOPIBHAHHI 3 MiATpUMYBaidbHUM jgorisiaom. Ll
peKOMeHaaIlli CTaroTh JAeAali aKTyaJdbHINMIMMHU 3 OISy Ha OCTaHHI KJIIHIYHI
BUNIPOOYBaHHS 1 MEPCHEKTHUBY TOTO, IO AOCTYIHI Ha PHHKY BHIM JIIKyBaHHS,
IMOBIPHO, 3MIHATh TOKA3HUKU BUYKMBAHOCTI 1 IPUPOJAHUM 1epelir 11i€i XBopoou.

1. Beryn

Ile apyra yacTMHa [OKyMEHTa, METa SKOTO OHOBHTH PEKOMEHJaIlii 1010
CTaHJapTHOrO JiKyBaHHs, omyOmikoBani B 2007 p. [1] [pyra uactuHa MICTUTH
OHOBJICHHS JIESKUX TEM, BKIIFOUCHUX Yy MONEPeIHI MyOIiKalii, TaKuX K pecripaTopHa
Teparis, a TAaK0X TeMH, PO3TJISTHYTI B OPUTIHAJIBHIN MyOIiKallii JIniie KOPOTKO, TaKi K
IHTEHCHUBHA Tepallisl, ypaKeHHS 1HIIUX OPraHiB 1 eTUYHI TuTaHHs. HemonaBH1 KiIiHIYHI
BUIIPOOYBaHHs [2,3], a TAaKOXK CXBaJICHHSI IEPILIOTO JIIKAPCHKOTO 3aC00Y /IS JIIKyBaHHS
CMA VYmpaBiiHHSM 3 KOHTPOJIO SKOCTI MPOAYKTIB XapuyBaHHA Ta JIKapChKUX
3aco0iB CIIA B rpyani 2016 p. 1 €BponelicbKUM areHTCTBOM 3 JIIKAPCHKUX 3aC00IB Y
TpaBHi 2017 p. cramum TmepeayMOBOIO [IJI BKJIIOYCHHS B TyOJIKaIlil0 OTJISIY
JTIKapChKHUX 3aC00IB 3 METOIO MPEJICTABUTH CydaCHY CUTYAIIi0 OO0 Mperaparis, 110
3aCTOCOBYBAJIKCS MPOTATOM OCTAHHBOTO JMECATUIITTS, @ TAaKOX KOPOTKO BUCBITIUTHU
HOBI T€pPaNeBTHYHI M1AX0/IH, 0 3’ ABJISIOTHCS OCTaHHIM YacoM. Lle OHOBJIEHHS TaKoX
BpPaxOBYy€ BIUIMB HOBUX BUJIB JIIKYBaHHS Ha MEPEXiJ y CTABICHHI ciMel 1 JIiKapiB A0
OUTBIII yIIepeKYBAJILHOTO MIAX0IY, OCOOJHMBO IMOJO CIIHAJBHOI M's30BO1 aTpodii
(CMA) tuny 1. Sk 1 y BUDaAKy MepIIoi YacTUHU, ISl YACTHHA OHOBJICHHS MICTHTh
pe3yNbTaTi POOOTH CHEIMIAIbHUX POOOYUX TPYM Y CKJIa/l €KCHEePTIB 3 KOKHOI TEMH,
K1, TICTISL peTeTFHOTO BUBYEHHS MyOJTiKalliif, BAKOPUCTOBYBAIA METO ACIb(IHCHKIX
ceciit juis BU3Ha4YeHHA cdep, Ha AKI MOKHA Oyno O eKCTparoiroBaTh OMyOiKOBaH1
pe3yabTaTH, a TaKOoX 3 SCYyBaHHS, YU MOXYTh EKCIIEPTH JOCATTH KOHCEHCYCY.
JleTanbHUN OMUC METOAWKHU MPEICTABIICHO B TEPINi YacTHWHI, a TaKOX y 3BiTi 3a
HEIIOJIaBHO TIPOBEJICHUM CeMiHapoMm [4].

2. IlyabMoOHOMIOTIYHE JTiIKYBAHHS

JloOpe Bimomo, 110 CITiHabHA M’ s130Ba aTpodisi BIUIMBAE HA TUXAIBHY CHCTEMY;
TaKU¥ BIUIMB 3HAYHOIO MIPOIO 3a1eKUTh BiA TUILy CMA a00, SIKIII0 TOBOPUTH TOYHIIIIE,
B1Jl CTYIICHSI TSKKOCT1 BTpaTH M’ s130BO1 PyHKIIT [5].
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3. Hecuasiui namieHTH

3.1.06cmedncenns

OcHOBHY yBary npv BUKOHaHHI KJIIHIYHOT OLIHKH CJ11 TPUAUTATH P13UKAIBHOMY
obcrexxenHto (TaGmuis 1). CKpUHIHT HECUASYUX TMAIIEHTIB MO0 JAUXAIbHOI
HEJIOCTaTHOCTI Ma€ BKJIIOYATH OOCTEKEHHS 13 3aCTOCYBAHHSIM ITYJIbCOBOI OKCUMETPIT
Ta KanHorpadii (mapuiagbHUNA TUCK AIOKCUAY BYTJICLIO B MOBITPI, 110 BUIUXAETHCS, B
kinui Buauxy (end tidal CO,, EtCO;) abo yepe3imkipHuid napijiaibHUi TUCK AI0KCUAY
Byrueito (transcutaneous CO», TcCO,)) y cTaHi HeCITaHHs), a TAKOXK JOCTIIKSHHS 11
yac CHy a00 MHEBMOrpama 13 pPeecTpalli€lo TIOKCHAY BYIJICIIO, SIKIIO ICHYE HaBITh
HaliMeHIa migo3pa Ha rinoBeHTWALI0. OnyOsaikoBaH1 JaHl Ta JYMKH €KCIEpTIB
MITBEP/KYIOTh HEOOXITHICTh JOCIIKEHHST MoJiicOMHOrpadii s MiATBEPKEHHS
pO37ajJiB JMXaHHS TiJ Yac CHY a00 JuXalbHOI HEIOCTAaTHOCTI Ta mMOTpedu
BUKOPUCTaHHS HEIHBA3UBHOI BEHTUJIALI 3 MO3UTUBHUM TUCKOM (non-invasive positive
pressure ventilation, NIV) [6].

Bizutu B kiiHiKY 111 Hecuasauux naiieHTiB 3 CMA pekoMeHyeThCsl TOYaTKOBO
BUKOHYBATU KOXHI 3 MICSIIL.

Komenmap pooéouoi ecpynu: Ha momenm manucauHs HACMano8u O00CHIONCEHHS]
cHy 6 Ykpaini docmynno Ha Gezoniamuii ocHosi 0nsi dimetl 0o 18 pokie ¢ H/CJI
«Oxmamoumy. Ilposedenns nonicommnoepaghii dopocium Hapasi He O0OCMYNHO 8
0epIHCABHUX 3AKNAOAX OXOPOHU 300P08 51 HA Oe30NAAMHIll OCHOBI, MAKONC 8 YKpaiHi
ooMmedicenuti 00Cmyn 00 BU3HAYEHHS Yepe3wKIPHO NaApYiaibHO20 MUCKY OIOKCUOY
gyeneyro (transcutaneous CO,, TcCO;).

3.2. Tepanesmuune smpyuanms

[IpoTsiromM OCTaHHBOTO JAECATUPIYYS BimOyBayiacs 3MiHa B MIIXO/1 O JIKYBaHHS
MyJIbMOHOJIOTTYHUX mposiBiB CMA: BiJl pPEakTHUBHOTO TIiAXOMY, 3TITHO 3 SKHUM
JIKYBaHHS 3 METOI CHPUSHHS OYHCTKM JUXAIbHUX IUISAXIB Ta TMOKpAIICHHS
BEHTWIAIIl  PO3MOYMHATIOCA TUIBKM 32 HAsSBHOCTI UITKUX IIOKa3aHb, 10
yIEPEKYBAIBHOTO IMAXOAY, IO TOJISITa€ Y BBEJASHHI WX BHJIIB Teparrii Ha OUTBII
paHHIX eramax nepebiry 3axBoptoBanHs [7]. (Puc. 1). Cmig 3amyuatu daxiBusg 3
pecripaTopHOi Tepamii sl PO3MOYMHAHHS Ta MIATPUMKH JOMOMDKHOT OYHCTKHU
TUXAIBHUX MIJISAXIB 1 Teparii 13 3a0e3neueHHs qiara30Hy TUXaIbHUX PYXIB.

3.3.Ouucmka ouxanbHux wisixie

SIk OCHOBHMI BHJ OYMCTKHM OMXAJbHUX IUISAXIB, SKUM HEOOXIIHO 3a0€3IeUYUTH
BCIX HECHJSYMX MAIlI€HTIB, CIIiJ] 3aCTOCOBYBaTH MaHyallbHY (i3i0Tepartiro TpyaHOi
KIIITKH B IOEHAHHI 3 MEXaHIYHOO 1HCY(DIAIIEI0-SKCCYQIISITIEr0 (HATPUKIIA, arlapaTh
Cough Assist® a6o VitalCough®) (Tabmuns 1). 3 ormamy Ha BaXIHBICTh
IHTEHCUBHOTO JIIKyBaHHSI PECHipaTOPHUX 3aXBOPIOBaHB[6,8—12] ciij MpeBEeHTHBHO
BIIPOBAKYBATH METOJIM OUYHUCTKUA JMXAJIBHUX IIJIAXIB Ha OCHOBI KJIIHIYHOI OIIIHKH
e(heKTUBHOCTI KAl a00 MaKCUMAJIbHOT IBUJIKOCT1 BUAUXY MPHU Kalllll (SIKUM HE €
CTaHJAPTHUM JOCIIJIKEHHSIM y HeMOBIIAT) [6]. [lounHaroun 3acTocyBaHHs anaparis,
[0 JOMOMAraiTh Yy BIJKAIUIIOBaHHI, TUCK 1HCYmsAuii Ta eKkccyuisamii ciia
miaABUIyBaTH nmoctynoBo a0 30—40 cm H,O mo3uTuBHOrO ab0 HETaTUBHOTO THUCKY,
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BianosiaHo [10], abo, 3aMICTh 1ILOTO, MIABUIIYBATA MOKA3HUKHU O MaKCUMAJILHOTO
MEPEHOCUMOIO TUCKY.

3HaYHUN PU3MK BUHUKHEHHS MHEBMOTOPAKCY MPU 3aCTOCYBAHHI JOMOMOTH Y
BIJIKAIIJIIOBaHH] BIJICYTHIM, SIKIIO Yy Malll€HTa HEMAa€ ICTOTHOIO MapeHXIMaTO3HOIO
3aXBOPIOBAHHS JIET€Hb 3 OOCTPYKLIEI0 MalUX AUXAJIbHUX LUISAXIB 1 €KCIIPATOPHUM
3aKPUTTSM AUXAJIbHUX IIISAX1B. X04Ya MPU 3aCTOCYBaHHI JOTIOMOTH Y BiIKAIILTIOBaHH1
ICHy€e HUMOBIPHICTh PO3BUTKY aepodarii Ta po3TSATHEHHs IITYHKA, [IeH pU3HUK, pa3oMm 13
MOJAJBIIUM PU3UKOM acmipanii, MOXHa 3MEHIIUTH LUISIXOM BHUBEJCHHS MOBITPS 3
racTpOCTOMIYHOI TPYOKH.

He3Bakaroun Ha ONMuCH KITHIYHUX BUIMAJKIB, Kl PEKOMEHIYIOTh 3aCTOCYBaHHS
MexaHiyHoi iHcymsauii abo NIV ans 3anoGiranas pedopmarnii rpyaHOI CTIHKU
[10,13,14], KOHCEHCYC 11010 TOTO, Y 3aBXKIU TaKa PEKOMEH/allis € 00TPYHTOBAHOIO,
1 SIKUM YUHOM ONTUMAJIbHO ii peali3oByBaTH, OyJIO TOCATHYTO MEHIIOK MIpOIO.
(monmatkoBa Tabaui S1).

[lepopanbHe BIICMOKTYBaHHS 3a JIOMOMOIOK MEXaHIYHOTO acmipaTopa i
KaTeTepa € KPUTHUYHO BAXKIUBOIO CKJIAJOBOIO OUYMUCTKM JUXANBbHUX MUISXIB Y
HECHIAUMX TalieHTiB. Moro ciig BMKOHYBaTH y BCIiX MAlli€HTiB 3 Hee(eKTHBHHM
BIJIKAIILTIOBAHHSIM.

3acTocyBaHHSI BHMCOKOYACTOTHOI OCIWJISIIT TPYAHOI KIITKH (32 JOMOMOTOIO
CIIEIIaJIbHOTO JKWJIETY) HE TIOKpallye BHIUICHHS CEKpeli 3a HasBHOCTI
Hee(hEeKTUBHOTO BIJKAIILTIOBAHHS.

Komenmap pobouoi zpynu: Bionogiono 00 incmpyKyii 8UKOpucmanHsa anapamis
Cough Assist® abo VitalCough® nouamkosuii muck incy@aayii ma exccygaayii mae
oymu 10-15 cm H>O nozumuenozo abo necamusHo2o mucky, 8i0no8ioHo.

3.4. Benmunayis

HeinBasuBHY BEHTUIIALIIO 3 TO3UTUBHUM THCKOM (NIV) ciifi BAKOPHUCTOBYBATH
y BCIX HEMOBIIAT, Kl IEMOHCTPYIOTh cumnTomu [8—10,14,15], a TakoX y HECUITUINX
NaIli€HTIB O BUHUKHEHHSI O3HAK JAUXaJbHOI HEJIOCTATHOCTI, MO0 OyTH «TOTOBUMUY
710 TUXaJIbHOI HEJOCTATHOCTI, 3aM00IrTH/MiHIMI3yBaTH JIe(opMallito rpyaHO1 CTIHKA
Ta TIOJIETTIIUTH JUCITHOE.

[TocTiitHn# MO3UTUBHUM TUCK Yy AUXATBHUX HUIAXaX (continuous positive airway
pressure, CPAP) me cnmig 3acTocoByBaTd njisi JIIKYBaHHS XPOHIYHOT JUXabHOT
HEJIOCTaTHOCTI, TPOTE€ MOXKHA 3 OO0AQYHICTIO TUMYacOBO BHUKOPHUCTOBYBATH IS
MIATPUMKH 00'€MY JIETEHb y CTaHl CMOKOK ((YHKIIIOHATBHOI 3aJUIITKOBOi €MHOCTI,
®3€) y MOIOAmMHMX TAIIE€HTIB, IS SIKHX HEMOXIJIHMBO JOCIITH CHHXPOHI3AIii 3
BeHTWJISITOpoM y peskumi NIV, 1 B SKkuX Hemae BUpakeHOi rimepkamHii. [le Takox
CTOCYEThCSl cnabkux Hecuasumx mnamieHTiB. Cmig BpaxoByBatu, mo CPAP moxe
BUKJIUKATH BTOMY y marieHTiB 3 CMA 1 3aBakatum mepexoay Bil MOCTIHHOTO
3aCTOCYBaHHS.

HamnonernuBo pekomeHayethesi, o0 BUOIp iHTEepdeicy 1 MpUuMipKy BUKOHYBaB
JTOCBITYEHUN MEIpaliBHUK, 3aCTOCOBYIOUH LIOHAWMEHIIIE JIBa 3py4YHHUX 1HTepdeiicu
3 pI3HUMU KOHTAaKTHUMHU TOYKAMU Ha 00JIMYY1 1 TOYaTKOBO BUKOPUCTOBYIOYH HOCOBUIA
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iHTepdeiic. [ns HecuasuMxX Nali€eHTIB AOCTYNHI NEPEKOHJIMBI JlaHI Ha KOPHUCTh
po3nounHanHs NIV 3 BUKOpUCTaHHSIM KJITHIYHOTO TUTPYBAHHS, NIPUAUISIOYN OCHOBHY
yBary BUIIPaBJICHHIO Ta3000MiHY Ta 3MEHIICHHIO pOOOTH JIUXAHHS.

TpaxeocToMHa BEHTUJIALIA MOXE 3aCTOCOBYBATUCH Y ALIEHTIB, /Ui sikux NIV e
HEJI0OCTaTHBOIO 200 HEe(PEKTUBHOIO, a00 SKII0 HEMA€e e(PEeKTUBHOTO 1HTEpPEUCy s
3a0e3nedeHHs] BeHTW LI, BinmoBigHe pillieHHsS Mae npuiMaTtucs 1HAMBIAYaJbHO 3
ypaxyBaHHSIM KIIIHIYHOTO CTaTyCy, IPOrHO3Y 1 AKOCTI1 )KUTTS HA OCHOB1 KOHCYJIbTaIlIl
13 CIM'€10.

Tabaumg 1
PeKOMeHIIaLIﬁ roa0 HyHBMOHOHOTi‘IHOFO O6CT€)K€HH$I, TCPANICBTUIHOT'O
BTPpYYaHHA 1 BCIACHHA.
O0cTeReHH TepaneBTU4HE ACHEKTH TOTJISITY
BTPYYaHHS
Hecuasui dizukaibHe JloromMibkHA OYHCTKA OOCTexXeHHS CJTiJl BAKOHYBAaTH
MMaLicHTH 00CTEXEHHSA IUXAIBHUAX [IIAX1B CIIOYATKY IIOHAHMEHIIIE KOXKHI 3
Ominka rimoBeHTuysnii | Ilepopanbhe MICSIITi, TTOTIM KOXHI 6 MICSI[iB
(mapitiaTbHUH THCK BiJICMOKTYBaHHS JlormoMi>kHa OYHCTKA TUXAIBHUX
JIOKCHTY BYTJICIIIO B diziorepariro/ HUIAXIB 3 OPOHA3aIbHUM

MOBITPI, 110
BUIMXAETLCSA, B KIHII
Buauxy, EtCO,)
HocmimkeHHs
nosicoMHorpadii ado
ITHEBMOTPaMH IS BCiX
CHMIITOMATHYHUX
nmarfi€euTiB, ado s

PpEecIipaTopHy Tepartito
CJIiJT PO3MIOYMHATH
HEraHo

MamnyainbHa dizioTepartis
TPYAHOI KITITKH
Iacydnsrop/ekccydiistop
JUTS BIAKAIIUTFOBAHHS
Jlomomi>kHa BEHTHIIALIIA 3

BiZICMOKTYBaHHsIM, (izioTeparist/
pecripaTopHa Tepartis i J0rmoMora
y BiJIKAIIITFOBaHHI € KPUTUYHO
Ba)XIMBHMH 3aX0JIaMH Y BCIX
HECHJITYHNX TAITI€HTIB 3
Hee(DeKTUBHUM BiJIKAIILTIOBAHHSM
BeHTHIIAIIIO CITi pO3MOYHHATH Y
BCIX CUMIITOMAaTHYHUX ITAI[I€HTIB.

BH3HAYCHHS MOTpeOU nBopiBHEBOIO NIV y Jlesiki ekcriepT peKOMEHIYIOTh
posnounHatu NIV CHUMITOMAaTUYHUX 3aCTOCOBYBATH il /10
Kiriniuna orinka TaIli€HTIB MIATBEPIHKEHOT TUXaTBHOT

ractpoe3odareaibHOT0
pedurokcy

HEIOCTaTHOCTI, 1100 MMOJErIIUTH
JIMCITHOE.

PimenHs mpo e ciix mpuiiMaTi
IHAWBITyaIEHO

NIV ciig po3modrnHATH ITiJ] 9ac
CIIOCTEPEKEHHS 32 MAIIEHTOM Y
KIIIHIYHUX YMOBaX JIJIs
3a0e3MedeHHs aleKBaTHOTO
razoo0MiHy abo B paMKax
nosicoMHoTrpadii.

IaTepdeiicn NIV marots Oyt
3a0e3mneveHi KBai()ikOBaHUM
(hi3MYHUM TEeparneBTOM, SKHii
MMOBWHEH 00patu ABa iHTepdeiicu 3
PI3HUMH KOHTaKTHUMHU TOYKaMH Ha
HIKIpi.

He cnix 3acrocoByBatn
MYKOJIITUKH MTPOTSATOM TPHBAJIOTO
qacy




54

Cupsui dizukanpHe HebynizoBani OOcTeKeHH CIlifi BUKOHYBaTH
MaIieHTH 00CTeXEeHHS OpOHXOANIATATOPHU Yy KOXKHi 6 MicsIiB
Cuipomerpis (SKIIO MAIIEHTIB 3 acTMOI0 200 3 | J[omoMikHA OYMCTKA JUXATBHUAX
MOXJINBO, 3aJIG)KHO BiJl | MO3UTHBHOIO BIINOBIAMI0 | IUISIXiB € KDUTUYHO BaXKJIMBHM
BIKYy Ta MOXJIUBOCTI Ha OPOHXOAUIATATOPH 3aX0JI0M JUIS BCIX MALIEHTIB 3
KOHTAKTY) CrannaprtHa iMyHi3alis, Hee(heKTUBHUM BiJKAIILTIOBAHHSM
[Momicomuorpadis ado naniBizymad mpotsrom 24
ITHEBMOIPAaMH JUIS BCIX MICSI[iB, BAaKIIMHAIlIS Bif BeHTusiro ¢ po3nounHaTi y
MAIi€HTIB, HABITH 3 TpUIY MIOPOKY ITICIIs BCIX CUMIITOMATHYHHX TAI[IEHTIB.
MIHIMAJIBHOIO TII03POI0 | JOCATHEHHS O6-MicsiuHOro | Jlesiki ekcriepTu peKOMeHAy0Th
Ha CUMIITOMH HI4HOI BIKY 3aCTOCOBYBATH ii Iijl 4ac rOCTPOro
TiMOBEHTHIIAIIIT JonomixxHa o4ncTKa pecIipaTOpHOTO 3aXBOPIOBAHH,
Ouinka JIUXAJIBHUAX [UISXIB 11100 MOJIETIYBaTH CEKPELIiLO.
racrpoe3zodareanbHoro | disioreparniro/ NIV ciig po3noyriHaTH B paMKax
pedurokcy pecripaTopHy Tepariito JIOCTTIJIKEHHSI ITi]] 4ac CHy abo
CITijl PO3IIOYMHATH MPOTATOM CIIOCTEPEKEHHSI 32
HeraHo MAIi€EHTOM B KIITHIYHUX YMOBaX
MamnyanbHa Qiziorepartis | i 3a0e31eUeHHs aJeKBaTHOTO
TPYJIHOT KITITKA ra3zoo0MiHy.
Incydnsrop/ekccydusarop | Inrepdeticu NIV marots OyTr
JUTS BiAKAIUTFOBAHHS 3a0e3meueHi KBalih)ikOBaHUM
JonomixkHa BEHTWIALIS 3 | (PI3MUHUM TepareBToM, sIKHi
nBopiBHEBOIO NIV y MOBUHEH 00patu jBa iHTepdericu 3
CHUMITTOMaTHYHHX PI3HMMH KOHTAaKTHHMH TOUYKAMU Ha
TMaIli€HTIB IKIpi.
He cmix 3acTtocoByBaTn
MYKOIIITHKH TPOTSTOM TPUBAIOTO
qacy
Xomsdi Kiiniune ooctexxenns 3 | HeOymizoBani 3a HasBHOCTI CJIa0KOT0
TMaIie€HTH BU3HAYCHHSIM OpOHXOIMIIATATOPH Y BIJIKAIIITIOBAHHS 200 PEIUINBHUX
e eKTHBHOCTI KaIILITIO MAI[IEHTIB 3 MI03POI0 Ha | 1H(EKIIH YU MiI03pH Ha HIYHY
Ta PETENHHOIO OI[IHKOIO | acTMyY TINOBEHTUIISAIIIO CIi/T HEraitHO
HasBHOCTI 03HaK HiYHOI | CraHmapTHa iMyHi3allisd, CKepyBaTH O ITyJIEMOHOJIOTa
TiITOBEeHTUIIALT opivHa BaKITMHAIIIS Bif
TPHUITY 1 THEBMOKOKIB
[ligTpumyBanbHUH
JIOTJISIT 32 TIOTpedn
CrangapTHa iMyHi3aIllis,
OpiYHa BaKIMHAILS Bif
TPHUITY 1 THEBMOKOKIB

Komenmap pooouoi epynu:

OcHo8HI ma OONOMINCHI Kpumepii pecnipamopHoi He0OCmAmHOCMI JiKaAPHI
I'petim-Opmono-Cmpim (Great Ormond Street Hospital Criteria) y Beauxobpumanii
07151 npuuHamms pivienHs npo nouamox NIV:

OcHosui kpumepii:

- 8Upadicena 20Ccmpa pecnipamopra noois, NOGMOPHI 6uUNaoKu iHgeKyill
OUXATIbHUX ULIXI8

- 3a0UUKA/OUCNHOE

- OOKYMEHMAanbHO  NiOMeepodCeHa  XPOHIUHa  abo  2ocmpa  OUXAalbHA

Hedocmamuicms (Modice Oymu niomeepoicerHa noaiCoOMHopaPieo)
Jlooamxkoesi kpumepii:
- [loeanuu nabip 6azu, He36axcaOyu Ha ONMUMI308AHe 200VE8AHHSL
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- deghopmayisi cminku 2pyOHOI KIimuHu

Hasgnicme 1 ma binbue ocHonux kpumepiie 3 abo 6e3 000amkosux Kpumepiis
€ nokazauuam 0nsa nowamxy NIV. Hasasenicme mineku 000amkosux Kpumepiig
Heoocmamms 0aa noyamky NIV. (L Edel et al. A new respiratory scoring system for

evaluation of respiratory outcomes in children with spinal muscular atrophy typel
(SMAI) on SMN enhancing drugs Neuromuscular Disorders 31 (2021) 300-309).

Bionosiono 0o kepienuymea Amepuxancoxoi akademii meouyuru cHy (American
Academy of Sleep Medicine, AASM), miuna cinepkanHisi BCMAHOBNIOEMBCA 3
oonomozorw uepeswkiproi kanuoepagii npu PtcCO> >55 mm pm.cm. ona >25%
3aeanvHo2o yacy cHy npomseom >10 xeunun. 32i0Ho 3 eusHaAyeHHAM AMEPUKAHCHLKOT
Koneeii cneyianicmis y eany3i mopaxaivroi meouyunu (American College of Chest
Physicians, AACP) cymmesorw cinokcicto esadcacmocs tcSpO2 <88% npomsecom
>5 nocni0o8HUX XGUAUH 3aNUCy 4Yacy cHy. [leHHy einepkantilo OiaeHOCMYIOmb y
sunaoxkax, koau PaCQO;, oyinenuii 3a 00nomocoro 0enHoi npobu apmepianibHoi Kpoei y
cmani cnokoio nepesuwyye 45 mm pm.cm. Yepezwkipna kannoepaghis mac Oinbu
BUCOK) MOYHICIMb NOPLEHAHO 3 AHANI30M 24316 KPOSI.

NIV crio posznouunamu nio 4ac KAHIYHO20 CNOCMEPENCEHHS 3a NAYIEHMOM OJis
A0eKs8amHo2o 2a3000Miny abo nio yac oocnioxcenus chy. I1i0 yac suxopucmanHs
npucmpoie  pexomeHoyemscs, wob ooceiduenull cneyianicm niobupas ma
Hanawmogyeas inmepdaelic.

Buwmiprosanns npucmyny kawo (nik  kawnvogoi weuoxocmi/PCF)  cnio
nposooumu AK CMaHoapmue oO6CmediCceHHs HAimb y MAleHbKUX Oimell, SIK MiIbKU €
oocmamms cnisnpays. Ilonicomnoepagito ciio nposooumu KodiCHI Wicmv Micayis.
Pecnipamopna mepanis, nocnioosne ynpaenintsa cekpeyiero ma MexanivHutl NOMI4YHUK
gi0 kauinto (Cough Assist) € 3axo0amu 011 nokpawenHs eenmuaayii. Memoio Hep8ogo-
M 5130601 eeHmunAyii mae Oymu Cce0€udacHe 3a0e3neueHHs HeiHBA3UBHOI HIYHOT
BEHMUNAYIL 1e2eHb 00 NOABU KAIHIYHUX CUMNMOMIG (HAnpukiao, empama anemumy,
NOCUNIeHHS PeCnipamopHux iHghexyill, HiYHa NIMAUBICMb, OUCMPOQis).

o Oocacnenns 3pinoco 6iKy 3azeuuail NpUcymHs Qopma  GeHmunAYii
(neinsasusna abo ineaszuena). emanvuuti 02ns0 cumyayii 3 eHMUNIAYIEID, 8 MOMY
YUCL HIYHOIO.

Kannomempiro, axwo modcaueo, nocunenns kauiito abo naoanwus Cough-Assist
Ci0 nmposooumu nid 4ac KOMCHO20 38epHeHHs. Heobxiono 3adokymenmysamu
KIbKICMb Jlecenesux iH@ekyill i BUKOpUCMAants aHmubaxKmepiaivHux 3acoois.

Onmumizayito napamempie GeHMUIAYIL ab0 NOCUNeHHS @GOopMU BeHMUNAYIL
HeoOXIOHO pemenvbHo O0OMIpKysamu 3 JIKYIOYUM axieyem 3 HEp8o8o-m A3080i
BEHMUNAYIL 1e2eHb I, AKUO HeOOXIOHO, 3 NYIbMOHOI020M I NAYIEHMOM/CIM EI0.

3.5.Jlikapcoxi 3acobu

SAkio € migo3pa Ha acTMy, Mae OyTu 3a0e3leueHa HasiBHICTh HEOYI130BaHUX
OpouxoawiararopiB. He cmig JAOBrocTpoKOBO 3aCTOCOBYBaTHM  HeOYJi30BaHi
MYKOJITUKH, 3% a00 7% rinepTOHIYHUI PO3YMH HATPIIO XJIOPUAY ad0 TopHa3y alibda,
OCKUIbKH JIaH1, siki 0 OOrpyHTOBYBAJIM 3aCTOCYBaHHS IIUX 3ac001B, BiacyTHI. KpiM Toro,
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akio 3% abo 7% po3uMH HATPil0 XJOPUAY BHUKOPUCTOBYETHCA 3a MeEXKaMu
TEPaNeBTUYHOI MOTPeOU, L€ MOXKE 3HU3UTH HOPMaIbHY B'SI3KICTh CEKpeLlli,
30UTBIIYIOUYM TAKUM YHHOM HABAaHTAXKEHHSI CEKpeIIii.

['nikomipoHito OpoMij CIiJl 3aCTOCOBYBAaTH IJsl JIIKYBaHHS TinepcaiiBaiii 3
BEJIMKOIO O0EPEkKHICTIO, 1100 PErytoBaTH 103y ISl JOCSITHEHHS HAJICXKHOTO ePEeKTy
Ta YHUKATH HaIMIPHOTO BUCUXAHHS BUAUICHb, IO MOXKE CIPUATU PO3BUTKY CIU30BUX
npobok. He Oyno eauHOl TyMKHM 1I0A0 1H €Ki OOTYIIHIYHOTO TOKCHHY B CIIHMHI
3aJI031 YM IHIIMX METOJIIB 3MEHIIEHHS BUPOOJIEHHSI pOTOBOrO cekperty. IlamiBizymad
CJI1/1 BBOJIUTH IT1JT 4aC CE30HY PECIIpaTOPHO-CUHIIUTIANBHOTO Bipycy (nani — PCB), o
BU3HAYAETHCS PErioHaNbHOI0 akTUBHICTIO PCB mpotarom nepimux 24 MicsIiB *KUTTH,
a BaKIMHAIIIIO IPOTH TPUITY CH1 TPOBOAUTH IIOPOKY MICIIs JOCATHEHHS 6-MiCSIUHOTO
Biky. CiiJl BHKOHYBaTH OOCTEXEHHS 100 HAsBHOCTI racTtpoe3odareaabHOro
pedIiroKey 1 MPOBOAUTH BiIMIOBIIHE JIIKYBaHHS.

Komenmap po6ouoi zpynu: nma momenm po3poOKu KiiHIYHOI HACMAHOBU
JKapcovKutl 3acio nanigizymad 6 Yxpaiui He 3apeecmposanuil.

4. Cuasa4i namicHTH

4.1.0bcmedncennsn

OcHOBHY yBary npy BUKOHaHH1 KJIIHIYHOT OLIHKY CJI1T IPUIITUTH (PI3UKaTbHOMY
00CTEKEHHIO pa30M 3 KJIIHIYHOKO OIIHKO (YHKINT BiAKanuIrOBaHHA. [ cuasauux i
CTOSTYMX TAIIEHTIB OYJI0 JOCATHYTO KOHCEHCYCY, IO BCI MAIlI€EHTH, 3/1aTHI BUKOHATH
CIIIPOMETPit0, TIOBUHHI BUKOHYBATH ii ITi/T 4aCc KOKHOTO BI3UTY.

OHO3HAYHOT'O0 KOHCEHCYCY 010 TOKa3HUKA MaKCUMAaJIbHOT IIBUIKOCT] BUIUXY
IpH Karuii ado yacy BUKOHAHHS JOCIHKEHHS IM1J1 4ac CHY MPH JOTJISAI1 32 CUATIUMU
nalieHTaMHu JTOCATHYTO He Oyno. TuM He MeHI, moxicomHorpadiro 3 kamHorpadiero
CHIJT 3aBXJM BUKOHYBAaTH Y CHUMITOMATHYHHUX TaIli€HTIB ab0 3a HAasBHOCTI HaBIiTh
HaWMEHIIIOT Ti1I03pH HA HIYHY T1IMOBEHTHIIALIIFO, ITO0 BU3HAYNTH, UM Y MAIIIEHTA € HIYH1
po37aau TuXaHHs abo AuXajbHa HEJIOCTATHICTD 1 YM MOTPIOHO 3aCTOCOBYBATH y HHOT'O
nBopiBHeBY NIV [6].

JIJist cuAsTauX MaIie€HTIB BI3UTH B KIIIHIKY PEKOMEHIYETHCSI BUKOHYBAaTH KOXKHI 6
MICSIIIB.

5. TepaneBTUYHE BTPYYaHHS

5.1.Ouucmka ouxanvHux wisxie

Buxonanss ManyansHOI ¢izioTeparii rpy/THOT KITITKH B TIOETHAHHI 3 MEXaHIYHOIO
iHCcyQusmiero/ekceyusiiero (Hampukiaan, Cough Assist® abo VitalCough®) crmin
BHUKOHYBATH y BCIX MAII€HTIB 3 Hee()CKTUBHUM BiJKAILTIOBaHHIM. Taki 3aX0IH CIIif
yIEpeKYBATBHO 3aCTOCOBYBAaTH y TIAIIEHTIB HAa OCHOBI KJIIHIYHOI OIIIHKH
e(heKTUBHOCTI BiJIKAIIUTFOBAaHHS a00 BUMIPIOBAHHS MaKCUMAaJIbHOT IIBUIKOCTI BUIUXY
npu kanun [6]. IluTaHHsS HamamTyBaHb CXO0XI1 3 TMIAXOAAaMH, OIMMCAHUMHU JIJIS
HECUISYHX ITaI[l€HTIB.
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5.2. Benmunayis

Sk 1 y HeCUASYUX TAII€HTIB, HEIHBA3UBHY BEHTHJISIIIO 3 MO3UTUBHUM THCKOM
(NIV) cnig BUKOHYBaTH y BC1X cUMITOMAaTUYHUX nanieHTiB [8—10,14,15]. Haiikpamumii
MIX17 BU3HAYAETHCS 1HAMBIAYAILHO HAa OCHOBI MOTpPEO MaIfieHTa 1 SKOCT1 KHUTTH.
JlocHiJPKeHHsI M1l 4ac CHY CJIiJI BUKOPUCTOBYBATH [l BU3HAYEHHS TOTO, KOJIU Yy
Maii€eHTa BUHHUKAIOTh HIYHI PO3JIau AUXaHHS a00 auxaibHa HEIOCTATHICTh, IO
BUMAararoTh 3aCTOCyBaHHs J1BOpiBHEBOI NIV 1 TuTpyBanHs HanamtyBansb [6]. (Puc. 1)

TepaneBTUYHe BTPyYaHHA
di3nKanbHe obCcTeeHHS, nereHeBa GyHKLiA,
PecnipaTopHui KAiHIYHWIT anroputm MaKCMMasbHa WBMAKICTb BUAWXY NPU KA,

cuna AuxanbHUX m'asis

KniHiuHe obcTeReHHn

PeHTreHorpadis rpyAHOI KNiTKW, AOCNIAXKEHHA
1 nig, yac cHy. OLiHKa KOBTaNbHOT GYHKLLT

Baux, Buaux, cnabkictb 6ynbbapHMx m’a3is, ckonios,
NaToNoriA rPyAHOI CTIHKM Mpodinaktvka: BakUMHaLis Big rpuny i
NMHEBMOKOKIB, Nanisisaymab

i ey
Mog’A3aHi 3 REM TpyaHowi HeedekTnsHe TEpaneBTMHHe BTPYYaHHs: q?izioTepania, _
3 AMXaHHAM yBi CHi BiKaLLIOBaHHSA npucTpoi ana ,u,onow\_oru Y BiAKaLNIOBAHHI.
OWEN <60% Bi MaKcUManbHa WBUAKICTD Po_arnﬂ_Hth? Momnu_alcrb_aaaocyfaaHHﬂ
NPOrHO308aHON BMAMXY NPV Kawwni raikonipokito 6pomiay, rinepToHIYHOro PO34nHY
<270/x8 HaTpito xnopuay, 6poHxoannaTaTopy 3a
l v HaABHOCTI O3HaK acTMM.
ﬂOB'iBaH-i 3 REM i NREM o \ \ Avcyrkuia KoBTaHHA HeinBa3nsHa BeHTUAALSA,
TPYAHOLLI 3 ANXAHHAM YBI CHI T NoeAHaHHA 3 ONOMOTOI0 y
PIHEN <40% sia BifjKaLL/IOBAHHI, Xap4yyBaHHA
NPOrHo30BaHOI | IHderuis rpyaHoi kaiTkM 3a 10NOMOroio
l T YyepesLKipHOi racTpocTomii

AnxanbHa
HeAOCTaTHICTb Y AeHHUI
Yac

DHKEN <20% Big
NPOrHO30BaHOI

Puc. 1 Pecnipatopuuii KIIIHIYHUN aJTOPUTM.
(REM — mBuakuii pyx ounux s0ayk (rapid eye movements); NREM — He-
REM; ®XEJI — dopcoBaHa )KUTTEBA EMHICTD JICTCHIb )

Sk 1y BUNIAIKy HECUITYNX MAIIEHTIB, TOCTIHHUNA O3UTUBHUN TUCK Y TUXATBHUX
nuisxax (CPAP), 3a pigkuMu BUHSITKaMU, BUKOPUCTOBYBATH HE CIIII.

IToTpeba TpaxeoTOMHOT BEHTHJIALIT BUHUKAE PiJIIIe, HIXK Y HECHITUYNX TAIlI€HTIB,
MpoTe y JHeIKUX CIa0KuX CUASYMX TalieHTiB JBopiBHeBa NIV mMoxe Oyrtu
HEJI0OCTaTHHOIO 200 HEePEKTUBHOIO. SIK 1y BUMAJIKy HECUITUNX TAII€HTIB, 11€ PIICHHS
Mae mpUiiMaThCs 3 ypaxyBaHHSM KIIIHIYHOTO CTAaTyCy 1 Ha OCHOBI KOHCYJbTAlIN 13
CIM'€0 Ta MAIlIEHTOM, SKIIO BiH JOCST BIATIOBITHOTO BiKY.

Komenmap pooouoi zpynu: Cnio 1 pas na pix (abo 3a nompebu) eumipiogamu
Gopcosarny Hcummegy EMHICMb Ne2eHb CUOAYU, A MAKONC NIKOBUL 00 €M 8UOUXY |
KinbKicmb Jlecenesux iHpekyit 6 iumepeani 6-12 wmicayis. Ilonicomnoepagiune
obcmedicenHs Ci0 nposooumu pe2yiapHo (1 pas na pix).

3a O. Mayer et al., Children's Hospital of Philadelphia PICU Clinical Pathway
for Spinal Muscular Atrophy (SMA) Patient Admitted with Acute Respiratory Failure.
Revised: May 2021 (https://www.chop.edu/clinical-pathway/spinal-muscular-atrophy-
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sma-acute-respiratory-failure-clinical-pathway) excmybayis nayienmie 3i CMA
nPOBOOUMbCS 30 MAKUX Y MO8

- Hopmanvua memnepamypa mina

- Ilayienm ne sumaecae 000amkosoco kucHio (SpO2 >92%)

- Penmeen  epyOHOi  KnimuHu noxKazye  GIOCYmHicmb — amenekmasy — abo
iHinempamis

- [Iputiom ceoamuenux npenapamie npunurenuii 24 200uHu Ha3ao

- HeobxioHicmb 8i10CMOKMYBAHHA MOKPOMUHHS 3 OUXANbHUX WAAXI8 OIU3bKA 00
MeHCL HOpMU.

3azeuuati excmybyroms 3 nepexooom Ha HIBJI (6e3 abo 3 minimanvhum O>), 8
peotcumi BiPAP (IPAP 12-20 cm 600. cm., EPAP 3-6 cm 600. cm.); sakwo ywacmoma
CNOHMAHHO20 OUXAHHA HUZLKA, MO PENCUM CHOHMAHHO2O CUHXPOHI308AHO20 OUXAHHS
(Spontaneous / Timed) 3 eapanmosanorw MiHiManbHOi wacmomoro ouxauns (backup
rate) ma opicHmyOmuvcs Ha 0ani okcumempuu sx feedback.

Bionosiono oo Spinal Muscular Atrophy (SMA) with Acute Respiratory Failure
Clinical Pathway PICU 0ii nog sizani 3 excmybayiero.

Ilocnioosnicme | Pekomernoauii | /looamkoei 3axo0u
IIposecmu mpankymarnHuii TcCO>  cnio  euxopucmosgysamu 0
3axoou neped | monimopunz (TcCO,) ona CNPAMYBaAHMHS seHmuaAYii nio yac
ekcmybayiero  |niocomoexu 00 excmybayii KopuzyeanHs napamempie HIB
) RV HIB
Biopazy Excmy6yeamu ons nocmiinoi
nicnsa Ha3anbHOl enmunayii oes

HIT/II:  secmanosnosamu  Muck, OOCHAMHbLO

6UOAIEHHA 0ooamkogoeo Oz, nanpuxnad, HIB 3 . N ..
8UCOKUL, W00 nodbauumu UOUMULL RIOUOM 2PYOHOI
eHoompaxea HANAUMYBAHHAMU.: .
. KAIMKU
JIbHOT
mpyoKu HITAMI: 12-24 cn Hz0 EINITAII: ecmanosumu Ha MIHIMATbHO MOICTUBOMY
EITTIL 3-8 e H>0, pi6Hi O1s noe2uleHHs NACUBHO20 BUOUXY.

BUKOPUCTIOBYIOYU PENHCUM

cnonmanuoeo uacy (C/4) 3i
WEUOKICMIO, AKA 810N08I0A€
yacmomi OUXauHs NAYIEHMa

Mixc HITALI / ENTAII mae 6ymu Oenvma He
menwe 10 cm H>O.

Tlapamempu  inousioyanizoeani 0ns O00CACHEHHS
envma P: wonaimenue 10 aA0eK8amHo20 pO3UUPEHHsT CIIHKU 2PYOHOT KIimKu

Iposecmu oyinky cmany nayienma M@ 66€oetts nosimps, SpO2>

ma nouamu 04U eHHs Nepulol 1iHii 029 o ) -
. nosimpi NpUMIUeHHs, HOPMAIbHUL abo

(OI'K, MI-E, Q2 nio uac 0 Y nOGUMpL npuMiy P

nouamkoguil pieenv pCQO,, noninwena poboma

ouxanus ma nowamkosa 4P nayicnma

8I0CMOKMYBAHHS 30 HEOOXIOHOCMI)

Burxopucmosysamu SpO: 6 sixocmi
pekomenoayii 015 BUKOPUCIAHHS
MI-E ma inwux memodie ouuuyeHHs
cexpemy — gionyuamu, noku F,0; ne
nosepuemuvcs 0o 0,21.

Peosicum: ST  (akwo nayieum He ompumye
niompumysanbte JiKy8aHHs 600MA HA  THULOMY
pedicumi genmuiayii) 31 6CMAHOBIEHON0 UWBUOKICTIIO

Hapamempu HITALL/ENT/I ne cnio 3uuscysamu,
ooku pieenv F,0; nayienma He nogepnemuvcsi 00
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Iocniooenicms | Pekomenoauii looamkosi 3axo0u
0,21.
Inmepdeiic
Buxopucmogysamu nazanvhy macky abo euxioHuil
inmepgeiic
MI-E
Buxopucmosysamu  cminbku  pazie,  CKilbKu
nOMpIOHO 0151 BUBCOCHHSI CeKpemy 3 HUMNCHIX
ouxanbHux wsaxie. Buxopucmosysamu, sikuo SpO:
<92%
Mooicnuso, nompibno npogooumu uacmo, oo
00noMO2mU OYUCMUmu Ciu3 mpaxei ma 3anobiemu
amenekmasy 6i0 OUCMANbHO20 PYX) CeKpemy
Iocmypanvhuii openasic
Poszenanymu neobxionicme nepesedeniusn nayicnma
v nonoowcennss Tpenoenenbypea na 15 xeunum, a
nomim  nosmopuHe  3acmocosyeéanus — MI-E
(Lonomoea siokawintosanmnio) i GiOCMOKMysami,
saxwo OI'K i MI-E ([{onomoea éiokauiniosantio) ne
eghexmusHi.
Tocmpi AHrwo SpO; pizko nadae 0o Yuuxamu/minimizyeamu BUKOPUCTNAHHSL
decamypauii | <92%:Burxonamu MI-E 000amK08020 KUCHIO
SpOz
Oyinumu, wu nompiono nayiecumy  |Jooamrxosuii O, exasye na negionogionicme V/Q
000amxkoge NiKy8aHHs. ma  HeoOXiOHiCmb — NOOANbUIOZO0 — OYULYEHHS
OUXATLHUX ULTAXI6
Axwo nayienm 3naxooumocs y Meocecmpa NOBUHHA 36epHymucs 00
nogimpi npumiwenns, a SpO2 cneyianicma 3 pecnipamopHoi mepanii y pa3zi
sanuuaemocs <92%: 0y0b-sx020 niosuwenns F,0-.
npooosacysamu MI-E
(llonomoea siokawniosannio) Q2 3a
HeoOXIOHOCMI.
AHrwo nayienm nepebysac Ha
KUCHesitl mepanii, npoooeicyeamu
02 MI-E (/lonomoea
BIOKAULTIOBANHIO) 3A HEOOXIOHOCIL.
Peoicum ouuuernns ouxanvHux Mema - niuna niompumka 0o mux nip, noKu
Iicna WLTAXIB, KOIU CeKpeyis OUXANbHUX xeopoba He MmuHe abo 00  OOCACHEHH:
Cmabinizauil y |\ wnsaxie 3nudicyemscs, npayroody 3a  (nonepednvo2o cmamny nayienma.
nogimpi epagixom Q6 abo menuie.
npumiwgenna  |[louunamu npobny HIB (y nosimpi  [/Ina  nauienmie na nocmiinii  eenmunayii:

npUMiLyeHHi)

Bionyuenns oo F0;

0,21 abo 00 RIOMpUMKU NOHYAMKOB020 CHIAHY HA
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Iocniooenicms | Pekomenoauii looamkosi 3axo0u

OCHOBI NEPEeHOCUMOCI, NIOMPUMYIOYU PIGEHb

SpO: >94% i HopmanbHull a6 NOHamKoBuil pieeHs
CO:;

5.3.Jlixapcoxi 3acobu

SIkuio € BUpakeHa Mizo3pa Ha acTMy a0o0 sIBHE KJIIHIYHE MOKPAILEHHS IMICIs
3acTOCyBaHHS, Mae OyTH 3a0e3eyeHa HasiBHICTh HEOYT130BaHUX OPOHXOIUIATaTOPIB.
He cnin 3actocoByBaTH HEOYJ130BaHI MYKOJITHKH MPOTIATOM TPUBAJIOIO 4acy.
[Mlopiyny imMyHI3aIi0 BiJ TPUIy 1 MHEBMOKOKIB CJIJ 3IIMCHIOBATH 3TITHO 31
CTaHJAPTHUMHU TMEIIaTPUUYHUMHU PEKOMEHAIISIMUA JIJIsl TAIIEHTIB 3 XPOHIYHUMU
HENWPOM’ I30BUMU PO3JIaJaMU.

6. Xoasui namieHTH

6.1.06cmedncenns

JlereneBa (yHkItig OutbmocTi xoasiunx marieHTiB 3 CMA Ttuny 3 € B Mexax
HOPMH, 13 HE3HAYHUM TOTIPIICHHSIM MPOTIATOM 4-pidHOTO TEPioay 3a pe3yJbTaTaMu
OJIHOTO JIOCTIKEHHS MPUPOTHOTO Tiepediry xBopobu [5,16]. Tum He MeHI, KITiHIYHE
OOCTe)KEHHS IIMX TMAIlIEHTIB Ma€ BKIIOYATH PETENbHY OIlIHKY e(QEeKTUBHOCTI
BIJIKAIIUTFOBaHHS TIpH 1HQEKIT BEPXHIX IUXAIBHUX IIIAXIB Ta MOMIYK Oyab-IKHUX
CUMIITOMIB amHO€ IMJI Yac CHY a0o0 TIMOBEHTWJIALIl (XpOIiHHS, TPOOYIKEeHHS,
PaHKOBUH T'OJIOBHMI O11b, COHJIMBICTh Yy JeHHUN 4ac). HasBHICTh OyIb-sIKHX 13 1IUX
npoOjeM Mae OyTH OCHOBOKO IS OOCTEXKEHHS Yy IYJBMOHOJIOTA 3 PO3IIISIOM
JOIUTPHOCTI  BUKOHAHHS  JOCHIDKEHHsS  (PYHKII 30BHINIHBOTO  JUXaHHA 1
nosricomHorpadii. Takok BaXJTUBUM € 00CTEKEHHSI Iepe]l OTICPATUBHUM BTPYYaHHSIM.

6.2. Tepanesmuune empy4auHs

Hns xonsuux marieHTiB 31 CMA ynepemkyBalibHI TEpareBTHYHI 3aX0JH HE
nokasadi. [linTpumyBanbHU# AOTIISA Ciif 3a0e3MeuyBaTH 32 HassBHOCTI KOHKPETHHX
npo0seM, BUSBICHHMX MiJ Yac KIIHIYHOTO OOCTexeHHs. IMyHi3allisi BUKOHYETHCS
TaKUM CaMUM YHHOM, SIK JUISL CUASYMX Ial[1€HTIB.

6.3./]02n50 6 ymosax iHmeHCU8Hoi mepanii

[aTencuBHa Tepamis aiTet 1 gopocnux 31 CMA rpyHTY€eThCS Ha CYBOPHX BUMOTaX
70 pecmipaTopHOro 1 OararonpodiTbHOTO OISy, PEKOMEHIOBAHOTO IS
amOynaTopHoro JjikyBaHHs mamieHTiB. Ilamieatn 31 CMA ocoO6mmBO Bpas3nuBi 10
rOCTPOi pecripaTOpHOi AeKOMITCHCAIlil, TTOB’3aH01 3 MO3ATIKAPHIHUMH THOEKITISIMH,
acmipaIri€ro Ta mopymeHHsM BuaieHHs cekpertii [1,17,18]. ITig vac xBopobu gacTo
NOTIpIIyeThCA  BUXiAHA Jaudy3Ha crnaldkicte w’s3iB.  [loB’si3aHe  30UIbIIEHHS
MeTa0O0IIYHUX NOTpeO 3 HEBIIUYBAIbHUMU BTpATaMH PIAMHU BUKJIUKAIOTh NOTPEOy y
JOIATKOBOMY PO3MJIsiAl 3a0€3MEeUeHHsT BIJMOBIIHOIO XapuyBaHHS Ta YHUKHEHHS
JiKyBaJIbHOTO TojioayBaHHs [19-21]. [loTpeba y HeBiIKIAAHIN rocmiTani3aiii Moxe
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BUHUKATH y mnauieHTiB 31 CMA, y SKUX pPO3BUBAIOTHCS 3BHYANHI 3aXBOPIOBAHHS
(HampukIian, BipycHa pecnipaTopHa IH(EKLis, TaCTPOCHTEPUT 31 3HEBOJHEHHSM, a
TAaKOX aleHJULNT, Cepel IHIIMX TOCTPUX MPOLECIB), BHHUKAE HemepeadoadyeHa
norpeda y JIKyBaHHI MEpeJoMy KICTOK, MPUHOMY TOJIOTIB y K1HOK 31 CMA, a Takox
IJIAaHOBI X1PYyprivHi mpoleaypu (Hampukiial, BCTAHOBICHHS TaCTPOCTOMIYHOT TPYOKH,
OCTEOTOMIsI CTE€THAa 1 BCTAHOBJIEHHS XpPeOTOBOIO 1HCTPYMEHTApilo, pa3oM 3 IHIIMMU
MPEBEHTUBHUMHU CTPATETISIMHU, MIATPUMYBAJbHUMHU TEPANEBTUYHUMH 3ax0JaMu abo
CUMIITOMAaTUYHUM JiKyBaHHsIM). CIiJl peTebHO OOMIpKYBaTH PILICHHS MPO MicIe
rocmiTanizailii namieHTa narl€HTa — B IEPBUHHOMY CIIEI1aJ1130BaHOMY JIIKYBaJIbHOMY
3aKja7i 3 HEWpOM’S30BUX pO3JaJiiB ab0 B IHIIOMY 3aKjajl — a TaKOX II0J0
IUIAHOBOCTI YW TI03aIlJIaHOBOCTI rocmitam3amii (tabmuns 2). HaBeneHi Hmxue
MIPKYBaHHS CTOCYIOThCSI MEPEBAXKHO HECUIAYUX 1 CUIASAYUX MALIEHTIB, IPOTE JIEAKI
aCIEKTH TaKOX MOXYTh CTOCYBaTHCSl CJIA0OKMX XOJSYMX TMALI€HTIB JUTAYOrO 1
nopociioro Biky 31 CMA tumy 3, y SIKUX 4acTO CIOCTEPIraeThCsl IEBHE MOPYLIECHHS
auxanbHO1 (QyHKIIT 200 mpobsieMu 3 XapyyBaHHSM, 1 SKI HapakKeH1 Ha MiJBUIICHUN
PHU3HUK 11 4ac TOCTPOro 3aXBOPIOBaHHS (70/1aTKOBA Tabiuist S2).

6.4.06cmedicenns i 002150 Y paszi 20CMpo2o 3axX80PHEAHHS 8 OOMAUHIX YMOBAX

Crnig po3poOuTH 1HAMBIAYaNi30BaH1 IUIAHW YIEPEeIKYBAJIbHOTO JOTISALY, SIKi
MarTh BKJIFOYAaTH BUMIPIOBAaHHS OCHOBHUX MOKA3HUKIB XXUTTENSUILHOCTI (HapUKIa,
KUCHEBA JecaTyparlis 1 Taxikapiis) 1 XapaKTEPUCTUKY CUMIITOMIB, a TaKOXX BKa31BKU
1010 TOCHJIEHHS 3aXO0/1iB 13 AOTJISIY 3 KOHKPETHUMH PEKOMEHIAIIISIMU 1010 OYUCTKU
IUXaTbHUX [UISXIB, BEHTHJIALII, XapuyyBaHHs, BIJHOBJICHHS BTpPAaTU pIIUHH,
3aCTOCYBaHHS aHTHOAKTEpiaJlbHUX 3acO0IB Ta TEpeliKy KOHTaKTHHX oci0 y pasi
BUHUKHEHHS HEBIIKIAAHUX cuTyarii (Taomus 2).

[HauBITyai30BaH1 IPOTOKOJIU CJiJi CTBOPIOBATH HA OCHOBI MICIIEBHX PECYPCiB,
MOCJIYT HEBIAKIJIAIHOI MEIUYHOT JOIIOMOTH Ta MOJKJIMBOCTEH JIIKYBAJIBHUX 3aKjIaiiB
3abes3rneuyBatd Jgorsia JiTed 1 gopociux 31 CMA Ta iHIIMMH HEHPOM SI30BUMH
pO3JaiaMHu.

3a MoOXauBOCTI CIM'T ciig 3a0e3nmeduTd  JOMAIIHIMH TEXHOJIOTISIMHA IS
MOHITOPUHTY (YHKIII AWXaHHS Ta HAJaHHS BIAMOBIIHOI JOIMOMOTH, TaKoi SK
MIITPUMYBaJIbHE BUAUICHHS CEKpelliid, nBopiBHeBa NIV To1mio 3 MeToro 3amoOiraHHs
rocmitajizaiii Ta OnmTHMIi3allii CTaTyCcy A0 3BEpPHEHHs B JIIKyBaJIbHHUM 3akiaa. Take
oOnagHaHHsS, SKIIO BOHO JOCTYITHE, Ma€ BUKOPHCTOBYBATHCS CIM'€I0 Il Yac
TPAHCTIOPTYBAHHS MAIIEHTA.

B pamkax mpodinakTHYHOTO HOTIISIYy OOTOBOPEHHS 3 CIM’SIMH MOMJITHBOCTEH
XPOHIYHOTO Ta TOCTPOTO PECIIPATOPHOTO JOTJISIAY CITiJ] BAKOHYBATH Ha paHHIX eTanax
nepediry 3aXBOPIOBAaHHS; CHUTBHO 13 CIM'€I0 CITiJ] MIATOTYBAaTH MUCHMOBI IHCTPYKITIi
0JI0 peaHIMaIlliHUX 3axO0JiB JJI1 MEANpPAIBHUKIB, SKi OyIyTh 3amydeHi 0
TPaHCIIOPTYBAHHS TallieHTa a00 HaJTaHHS HOMY JIOTIOMOTH Y BiJIIIJICHHI IHTCHCHUBHO1
teparnii. CX0XUM YUHOM, y CiM'T Mae OyTH CHHCOK MEAMYHUX MOTpPed 1 Mmepesik
MEIMYHUX MPalIBHUKIB, SIKI CHEIIaTI3YIOThCA Y HEHPOM SI30BUX po3jiafax, y TOMY
yucii (axiBiliB 3 MyJIbMOHOJOT11/pecnipoiorii.

Kpwutepii nis 3BepHeHHS Y BIAALICHHS HEBIIKIAIHOT IOTIOMOTH MAKOTh BKIIFOYATH
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CTYMIHb TSDKKOCTI TOCTPUX KJIIHIYHUX MPOSBIB 1 CUMITOMIB Yy BIJHOLIEHHI 10
MOXJIMBOCTEH Ta OOMEXEHb JOMAlIHIX TEXHOJOrid JAormsiay Ta ocid, sKi

3a0€3MeuyI0Th JIOMAIIIHIN JOTJIs/I.

Tabnuus 2

3aBiaHHs 1HTEHCHBHOI Teparlii, cTpaTerii TepaneBTUYHOIO BTPYYaHHS Ta
peKoOMeHaIli NI0J10 AOIJISIAY: AOTJISIL Y JOMAIIHIX YMOBAaX 1 TpPaHCIIOPTYBAHHS

JomarHi yMmoBH

Crix po3pobuTy iHAMBIAyai30BaH1
IUTaHH YIIEPEIKYBAIBHOTO OIS Y,
1[0 MAIOTh BKJIFOYATH TaKl ACIIEKTH:

6.1.1. ouncTKa OUXaJIbHUX LIJIAXIB,

3 MeTOI0 3amo0iraHHs rocmiTajizalii Ta
OIITHMi3alii CTaTyCy /10 3BEpPHEHHSI B JTIKyBaJIbHUN
3aKIIa]] CIIi/1 3a0€3MeUnTH MiITPUMYBallbHE
BUJIUICHHS CeKpelliii, ABopiBHeBY NIV Ta

6.1.2. BEeHTHIIALIA, HOCTAYaHHS KMCHIO

6.1.3. xapuyBaHHS, Cuin 3a3maserias iHQopMyBaTH MiCLIEBI CITyKOH
6.1.4. BIIHOBIICHHS BTPATH PIIMHH, HEBIJIKJIaTHOI JIOIIOMOTH TPO 1HAWBITyalbH1
6.1.5. 3acTocyBaHHs NOTpe6H natieHTa.

aHTHOAKTepiaTbHHUX 3aC00iB,
6.1.6. KOHTaKTHI 0coOM y pasi
BUHHUKHEHHS HEBIIKIATHAX
CUTYaIlii

3aranpHe 00CTEKEHHS Ta OIliHKa
O3HaK 1 CHMIITOMIB

He3zanesxno Bix mokasaHHs Ul TOCIITaI3aIii
HaWBHUIIIMM MPIOPUTETOM Ma€ OyTH pecripaTopHe
00CTeXEHHS 1 pecripaTopHa MiATPUMKA

KpwuTepii/moporosi 3HaueHHS IS
3BEpHEHHSI Y BIIUIUICHHS
HEBIAKIIAIHOL JOIIOMOIrA

Kpurepii MaroTh BKIIFOYATH CTYIiHb TSIKKOCTI
KIIIHIYHHUX O3HAK 1 CHMIITOMIB Y BIJIHOIIICHHI JI0
MOJKJIMBOCTEH 0Ci0, 10 3a0e3Meuyr0Th JOMAITHIH
JIOTJISA/I, @ TAKOK OOMEKEHDb JOMAIIHIX TEXHOJIOTIH
(morsimy 1 MOHITOPUHTY)

[HpopmMaris 1st ciryxou
HEBIAKIIAHOI JOIIOMOIH 1
ME/IIpaIliBHUKIB, SKi 320€311€YYI0Th

V cimeii MatoTh OyTH B HAIBHOCT1 CTUCIUH OTJISIT
MEJIUYHUX TIOTPeO, TIepeITiK 3aKIaliB ISPBUHHOI
MEIUYHOI JOTIOMOTH, TPOTOKOIH MEAUIHOTO
JIOTIISITY, & TAKOXK TUCHMOBI THCTPYKIIIT II0J10

IHTEHCHBHY Tepariio ny, a |
peaHIMaLiiHUX 3aXOMiB.
Tpa.HCHOPTyBaHH’I Micuesi cyx0u ormepaTuBHOTO Ciyx0a HEBiIKIaIHOI TOTOMOTH Ma€e OyTH
B MiCIeBi CIYKON | pearypanms YKOMILIEKTOBaHA TIPAI[iBHUKAMH,
OIePaTUBHOTO KBaJTi(DIKOBAHUMH LTS HAIaHHS IHTEHCUBHOI
pearyBaHHs Teparii 3 MATPUMKH CepIeBOi isSUTBHOCTI 3a

PO3IIMPEHUM MTPOTOKOIOM Ha JOTIKAPHIHOMY
eTarri abo pIBHOIIIHHKX 3aXO0JIiB, SIKI TAKOX 3/1aTHI
3a0e31eYnTH HEIHBA3UBHY 1 TPAHCTpaxeallbHy
BEHTHJIALIIIO JTs OCi0 13 3aXBOPIOBaHHIM THITY | 1
1I.

Crioci6 TpaHCIIOPTYBaHHS

Crioci0 TpaHCIIOPTYBaHHSI BiJl JIOMY IO 3aKJIaTy
IHTEHCHBHOI TepaIlii BU3HAYA€ThCS 1HIUBITyaJIbHO

Hanpasnenns 3 npuiiManbHOTO
BIJUIIEHHSA

PimenHst mpo 3BepHEHHS B HAWOJIMIKINHT 3aKITa]T
CJIIJT MPUHMATH Ha OCHOBI CTYTICHSI TSXKKOCTI
3aXBOPIOBaHHS, BIJICTaHi J10
BHCOKOCTICIIIaJII30BaHOTO 3aKJ1a ]y, HAsIBHOCT1
TPAHCIIOPTHOT OpHUTajy JUTS TIepPEeBE3CHHS JIITCH,
MipKYBaHb IIOJI0 JOBKULIS Ta 3aBIaHb MEIUIHOTO
JOTTISIY.

JlikyBanbHUit 3aK1a]]

MHireit i mononux sroneit 31 CMA Tumry 1 a6o 11
CITiJ] TOCITITATI3YBATH Y BUCOKOCIICI[iaIi30BaHA N
3aKJIaJI, He3aJEXKHO BiJl TOTO, YH IS TOCITITATi3aIlist
€ IJTAHOBOIO 200 HEBIAKIIAIHOIO.
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ITix yac TpaHCHOPTYBaHHS CIM'T CiIijL
BUKOPHUCTOBYBATH JIOMAIIIHE 00JIaHAHHS
(manpuknan, NIV, npuctpiit i gonomoru y
BiJIKAIINTIOBaHH1, MaCKU-1HTepdeiicH,
acripauiHuii anapat, OKCUMETp, TaCTPOCTOMIUH1
ajanTepu).

[epconansHe Menn4He 001aIHAHHS
i1 9ac TPaHCIOPTYBAaHHS

(NIV — HeinBa3uBHA BEHTWJIALIS (JBOPIBHEBUI MO3UTUBHUM THCK y AUXATBHUX MIJISIXaX, HE MOCTIMHUI
MO3UTHBHUHN THCK y TuXainbHuX nuisixax); CMA — cniHanbHa M'si30Ba aTpodist).

6.5. Mipxysanusa wooo mpancnopmysauts 6i0 00My 00 JUKY8AIbHO20 3aK1A0Y
ma obcmedicenus y 8i00iNeHHI He8IOKIAOHOI 00nomMocu

Posrisiparour MOKIIMBICTB rocmiTanizallii, ¢l BpaXOBYBAaTH TUI JIIKYBaJIbHOT'O
3aKIaay abo piBEHb MEIMYHOTO JOTJISAY, CTYITIHB TSKKOCTI 3aXBOPIOBAHHS, a TAKOXK
3aBJaHHS MEAMYHOTO OISy, B TOMY YHCIl moTpeda peamizauii MPOTOKOIIB
pecnipatopHoi Tepamii, XapuyBaHHs 1 BIAHOBJIEHHS BTpatu pinuHu. Hecuasuux i
CUJSIYUX TIALIEHTIB CJIJI HAMPABISATH y BUCOKOCHEIIai30BaH1 3aKIaJu 13 JOCBIAOM
nikyBanHss CMA. PimienHs mpo 3BepHEHHSI B HAWOIMKUUEN 3aKiaj CIiJl MpuiMaTu Ha
OCHOBI 3aBJIaHb MEJIMYHOTO JOTJISY, BIICTAH1 JO BUCOKOCTIEI[Ia130BaHOTO 3aKIaly,
HAsSIBHOCT1 TPAHCIIOPTHO1 OpUTaau JIJIs TIEPEBE3CHHS ITEH Ta 1HIIMX ACIEKTIB, TAKUX
SIK MIpKyBaHHS I10J10 JIOBKLJLJIA.

KputnuHo BaXJTWMBHM Mij 4ac 1HTEHCHUBHOI Tepallii € 3allydeHHs Opuraau, Iio
CHEIaNI3YEThCS Y HEHPOM ' SI30BUX po3Jaaax.

Cnyx6a HEBIIKIAIHOI JOMOMOTH Ma€ OyTH YKOMIUIEKTOBAaHA CIHEIiadiCTaMH,
KBaTi(hiKOBAaHUMHM JIsI 3a0€3MeUeHHs BEHTUIIALIT Ta MIATPUMKH CEPIIEBOI 1 JUXAIbHOT
TISTTBHOCTI Ha HAMOUIBINT aICKBATHOMY PIBHI.

Cnoci®0 TpaHCHOpPTYBaHHS BiJg JOMY JO 3akKjaay I1HTEHCUBHOI Teparii
BU3HAYAETLCSA I1HAWUBIAYAbHO 13 3allydeHHSM OpHraaud, IO CHEIiadi3yeTbes Y
HEWpPOM SI30BUX pO3aax.

6.6. MipkysaHntsa w000 MoAHcIUBOCMEL MEOUUHO20 YEHMPY/TIKYBAIbHO20 3AKAAOY

HaiiBumnum npioputeToM Mae OyTH pecripaTopHe OOCTEKEHHS 1 pecIipaTopHa
minTpuMka [22-25] (tabmuis 3). Meauuuuid IO Mae BKIIIOYATH yIIepeKyBallbH1
3aX0/lMd, B TOMY YHCII ONTHUMI3AIli0 PECHIpaTOpPHOi MIATPUMKH 3a JOMOMOTOIO
JIBOPIBHEBOTO MO3UTUBHOTO TUCKY B MuXalbHUX nuisixax (tooto NIV, a e CPAP) i3
PE3EPBHOIO YaCTOTOIO MUXATBHUX PYXiB (110 3a0€3MeuyeThCsl MUISIXOM HEeIHBa3WBHHUX
METOJIB, TpaxeocToMii abo eHjoTpaxeanbHOi TPYOKH) Ta MIATPUMYBAJIbHUM
BHUJIUICHHSIM CEKpeIliil Iepe] MOCTa4aHHAM KHUCHIO Ha OCHOB1 €MITIpUYHHX MTOKa3aHb.

[locTauaHHs KHWCHIO HE CIiJ 37IHCHIOBATH HA OCHOBI €MIIPUYHHUX TOKA3aHb,
k1o He 3abe3neueHo NIV abo Hemae MOHITOPHHTY ra3000MiHY JIOKCHTY BYTJICITIO.
[TocTayaHHsS KUCHIO HE CJIi/I MPUTIMHATH, & CKOPOUYBATH 10 MIHIMAITLHOTO TTOKA3HUKA
nepen eKcTyOalliero, a TakoXK HE 3aCTOCOBYBATH 3aMICTh BEHTWJIALIT 3 MO3UTUBHUM
THUCKOM.

Jlns gomomoru B peanizaiii MpOTOKOJY IHTEHCHUBHOI Tepamii CIiJ 3aiy4yaTd
OaratonpoduibHy Opuraay (haxiBili 3 HEMPOM SI30BUX 1 pecHipaTOPHUX PO3JIAJIB), 13
3aJIy4EHHSM JIIKaps, K IPaBUiI0, HEBPOJIOTra ad0 JUTAYOTO HEBPOJIOTa, SKOMY BIJOMO
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po nepedir 3aXBOPIOBAHHS Ta MOTEHUIMHI pobaemu [26,27]. Caig TakoX 3a1y4aTH
cim'to [28,29].

Tabnuus 3
3aBiaHHs 1HTEHCHBHOI Teparii, cTpaTerii TepaneBTUYHOIO BTPYYaHHS Ta
eKoMeHaIlli oo gorisny: JIiKkyBanbHUMN 3aKkiaj; ceaallis/aHecTesis.

JlikyBanbHUA
3aKyan

3aBAaHHS MEITUYHOTO
JIOTIISI Y

3aBaaHHs MEIUYHOrO JOTIISAAY, B TOMY YMCII HEOOX1IHICTh
acmipanii, JOBIPEHICTh Ha NPUHHATTS MEAWYHUX pIlICHb
(Ipu TOCSITHEHH1 BiJMOBIHOTO BiKY), MOKa3aHHS Ta POJb
TPAaXeoCTOMIYHUX TPYOOK Ta iHIIMX BHIIB BTPYYaHHS CIij
BU3HAYATH J0 HACTaHHs MOTpeOu B IHTEHCUBHIH Teparii.

S0 boro He 3po0JIeHO, CITiJl 3TyYUTH KOHCYIbTAHTIB IS
KOOpPAMHAIIIT 00rOBOpEHB 3 OpUTaiol0 IHTEHCUBHOI Teparlii Ta
cim'ero. ITocTauaHHS KUCHIO HE CITiJ 31HCHIOBATH HA OCHOBI
EMIIIPUYHMX MTOKa3aHb, SIKIIO He 3a0e3rmeyeHo 1BopiBHeBOT NIV,

IIporoxonu
pecmipaTOpHOTO JIOTIISIITY

Ciin peanizoByBaTH paHHI Ta IHTCHCHBHI IPOTOKOIIN
pecrmipaToprHoro gorisity. OCHOBHY yBary CiiJl IPHIUIATH
yIepeaKyBaIbHUM 3aX0aM, HeIHBA3HBHOMY
HiATPUMYBAIEHOMY BUKOPHUCTAHHIO TIO3UTUBHOTO TUCKY Ta
HiATPUMYBATBHOMY BUAIJICHHIO CEKPELiil, mepI Hixk
3aCTOCOBYBATH ITOCTAYaHHS KHCHIO HA OCHOBI EMITIPHYHIX
TIOKa3aHb.

[liaxTpumyBanbHe
BUJIUICHHS CEKpeIIiit

[ligTprMyBanbpHE BUIUICHHS CEKpenii Mae OyTH MPiopUTETOM
IT1]] YaC TOCTPUX PECIIPATOPHUX 3aXBOPIOBAHb.

PecniiparopHa miarpumka
y BUUIUICHHI
HEBIAKIIAIHOL JOIIOMOIrA

HeinBasuBHY pecripaTopHy MiATPUMKY CITiJl BIPOBAKYBATH Ha
paHHIX eTamnax.

Pornb KOHCYIIBTAHTIB

[pamiBHUKH BiJUTIJICHHS HEBIIKIITHOI JIOTIOMOTH MaKOTh
3BEPHYTHUCS J10 KOHCYJIBTAHTIB (HampuKia, haxisiiis 3
HEHpOoM’I30BHX 200 PECIipaTOPHHUX PO3JIAIIB) 11O MATPUMKY B
peautizailii MpOTOKOJIiB IHTEHCUBHOI TEpalITii.

EnnorpaxeanpHa
THTYOAIIS

[Toporosi 3HaYCHHSI [T €HI0TPaxeabHOI IHTYOAITiT CIIij
BHU3HAYUTH BiJpasy MpH MOCTYIUICHH] narienTa. Ciix B3SITH 10
yYBaru MOYJIMBICTh TIOPYIICHHS TPOX1THOCTI AMXATBHUX MUIAXIB
Ha OCHOBI KOHTPAKTYP HUXKHbBOI IIEJIeITH, OOMEKCHOI
PYXJIMBOCTI IIH1, TO3MIIIMHAX OOMEXKEHb Ta 1HIMX (PaKTOPIB.

Kpwurepii ekcryodartii

SIk110 Ha peHTreHorpami HassBHE YIIUTbHEHHS JICTeHi, TIepe/
EKCTYOAIII€r0 CIT1JT BUKOHATH TIOBTOPHE po3mupeHHs. [Ticis
excTyOarii ciin 3actocoByBatd NIV sk mepexinHui
JIOTTIOMDKHUH 3axifl. [TocTayaHHS KHCHIO CITiJi CKOPOUYBATH JI0
MIHIMQJIBHOTO TTIOKa3HHMKA Iepe]] eKCTyOaIli€r0, a TAKOXK He
3aCTOCOBYBATH 3aMiCTh BEHTHJISIIIT 3 TIO3UTHBHUM THCKOM.

Cepnanis ta
aHecTesis

O11iHKa JI0 3aCTOCYBaHHS
cenauii/anecresil

Cenartiro Ta aHeCTE3110 CIIIJI HA/IaBaTH Yy
BHCOKOCTICIIIa]TI30BaHOMY JTIKYBaJIbHOMY 3aKJIaJli, 0013HaHOMY
mo10 JikyBaHHs namieHTiB 31 CMA. Tlepen cenarieto abo
3arajbHOI0 aHECTE3IEF0 CIIiI TPOBECTH KOHCYJIbTAITIT 3
(haxiBIsIMH 3 pecIipaTOpHOI Teparlii, KOHCYJIbTAHTAMH Ta
aHecresionorom, oo0izHanuM o0 CMA. Citiji 00rOBOpHTH
MOYKJIMBOCTI 1HBa3MBHOI Ta HEIHBA3UBHOI MiATPUMKH
JIUXAIBHUX IIIAXIB.

OO0cTexxeHHs TIepet
aHeCTe31€r0

[1ix gac iHTEpKYpEHTHOTO 3aXBOPIOBaHHA y HamieHTiB 31 CMA
YCIX THITIB CIiJ PO3IILAATH HU3bKUX TIOPIT IS BIACTPOYCHHS
CIICKTHBHOI/HEEKCTPEHOI cenalii/anectesii.

Jlo oOcTexkeHb Mmepe/l aHECTE31€10 MOYKHA BKITFOUUTH
KapIioJoriYHe 00CTEIKEHHS, TIOJIICOMHOTPAMH Ta OL[IHKY
xapuayBaHHs1. Pecripatopry nmiarpuMky (a came NIV i nonomory
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y BIJIKAIIUTIOBAHHI) MOKHA BIIPOBAIXKYBATU A0 celalii Ta
aHecTesii Ui onTUMi3alii JOMpoLe ypHOro CTaHy 1 3 METOI0
JeceHcuOuTizamii.

Cenauis/anecresist Cnig po3rITHYTH MOKIJIUBICTh MOHITOPHHTY. MOHITOPHHT Ma€
BKJIFOUATH KamHOrpadito.

Hornsapn micns cenanii Ta | [HTeHCHBHI 3aX0/1H i3 BUALIEHHS CeKpellii (jomomora y
aHecTesii BiJIKAIIUTIOBAaHHI IpH 1HTyOawii Ta ekcTyOarii) MaroTh OyTH
HEB1I'€MHOIO YaCTHHOIO JOTJISITy Micis anectesii. CiiJl yHUKaTH
HaJMIPHOTO ITOCTa4YaHHsI KUCHIO 3aMiCTh MO3UTHUBHOIO TUCKY Ta
excTyOamii 1o NIV.

3HeO0ICHHS VY paMKax cTaHIapTHOTO MiCISIPOIEeyPHOTO JOTJISITY CITij
PO3IIISIHYTH 3aCTOCYBaHHS aHAJBI€THUKIB HA OCHOBI omiaTiB. [{is
Bcix TMNiB CMA MOXHa pO3IIISTHYTH MOXIIUBICTh 3aCTOCYBaHHS
MICIIEBOTO 3HEOOIEHHS.

(NIV — HeinBa3uBHA BEHTHIIALIS (JBOPIBHEBHUI MO3UTUBHUM THCK y AUXAIBHUX MIJISIXaX, HE MOCTIMHUI
MO3UTHUBHUHN THCK y JuXajdbHUX nuisixax); CMA — chiHaibHa M'si30Ba aTpodist).

Sk 3a3HadYeHO B PO3AUNI TPO JIIKyBaJIbHE XapyyBaHHS, I Yac TOCTPOTO
3aXBOPIOBAHHSI CJIiJl YHUKATH TepeOyBaHHs 0e3 rojyBaHHsI, 1100 3amobiratu TakKum
NOPYIICHHSIM, $SIK METa0OJIYHUI anujao3, Tifnep- 1 TINOrJiKeMis Ta MOPYLIECHHS
Merabonizmy xkupHuUx kKuciaor [20,21,30-32]. JlocTaTHe CHOXUBAHHSA PITAHUA 1
3a0€3MeUeHHsI eJIEKTPOIITHOTO 0ajJaHCy € 000B’ A3KOBUMHU.

[Tpu mepopanbHOMY royBaHH1 C1a0KOi AUTHHM M1 Yac XBOPOOU CIIiJl BKUBATU
3axoau OE3MeKu IS 3aro0iraHHs pU3uKy acmiparii.

Kpurepii BCTaHOBIIEHHSI MOPOrOBUX 3HAYEHb I €HIOTpaxeajbHOl 1HTyOAaIli
CIII BU3HAYUTH 3 ypaxyBaHHSIM JEKUIbKOX (aKTOpiB, y TOMY YHCII OOMEXeHOT
PYXJIMBOCTI M1 1 HUXKHBOI IIEJIeNH, TO3UIIMHIX 00MeXeHb Ta ToOakaHb MaIfieHTa i
cim'i.

Crnin BU3HAUMTH KpHUTEpil ekcTybarii Ta geTtani mporeaypu (AuB. JTOJATKOBY
Ta6mumro S3).

[TepexkoHIMBI JT0Ka3u Ha MIATPUMKY €MITIPUYHOTO 3aCTOCYBaHHS aHTHOIOTHKIB
a00 BITHOBJICHHS 00'eMy IUPKYJIFOI0UOT KPOB1 (OKPIM JIIKYBAaHHSI CETICUCY B 3arajbHii
MOMYJIAILIT) M Yac TOCTPOTO 3aXBOPIOBaHHs ab00 MpW BUKOHAHHI aHAII31B HA BIpyCH
YW IHITAX JIAaTHOCTUYHHUX 3aXOJIB BiACYyTHI. Po3rismarouu 1l mMUTaHHS, MEIUIHOMY
MIEPCOHANY CJII B3SITH JO0 yBaru MOKA3HWKH TAIli€HTA MPHU MOCTYIUICHHI, HAsBHICTh
MOCTIMHUX TPHUCTPOIB Ta ICTOPiI0 HEMIOJABHIX XIPYpPriuHMX BTpPy4YaHb, a TaKOX
ICTOPIIO MEePIOAUIHOTO 3aCTOCYBAHHS aHTHO10THKIB.

BrnockoHanuTi iHINI acmeKTH JOTOMOTH, TaKi SIK JOIISA 3a INKiporo abo
KOHTPOJIb PU3HUKY MEPEIOMY KiCTOK, MOXKHA MIJISIXOM IOETHAHHS (iI3UIHOT Teparii Ta
eproTepariii, ICUXOCOIIAIBHOI MATPUMKH, TIOCTYT JIOTOME A, TaTIaTUBHOL TOMTOMOTH
Ta KOHCYJbTAIlIN 3 €HIOKPHUHOJIOTOM.

6.7.Bunucka 3 nikysanvHo2o 3akiady

[InanyBaHHS BUMHUCKHU CIIiJ PO3MOYATH HEBOB31 MICHS MOCTYIUICHHS MAIllEHTA 3
METOI0 BHU3HAYUTH 3aBJAaHHS 3 MAIllEHTOM 1 CIM'€l0, MEPCOHAIIOM CTalllOHApy Ta
JiKapsIMU TIEPBUHHOI MeIUYHOi Aomomoru. [lpu mianyBaHHI CHifl pO3TJSIHYTH Taki
MATaHHS, SIK TIOPOTrOB1 3HAYEHHS [JIs BUIHCKHU, MOTpeda BIOCKOHAJIEHHS
aMOyJIaTOPHUX MOCHYT, JOTJISAl B paMKaX MOJAIbIIOT0 CIIOCTEPEKEHHS Ta MOKa3aHHS
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JUIsL HEBIIKJIAHOI MOBTOpHOI rocmiTtanizauii. [loporose 3HaueHHs AJig BUNKMCKU Ha
OCHOBI CTaHy MaIl€HTa 3aJIe)KaTHUME BiJl BIEBHEHOCTI 1 HAaBUYOK WIEHIB CIM’i Ta
MEIPAaliBHUKIB, sIK1 3a0€31e4yt0Th aMOyIaTOPHUI AOTJISIA.

6.8./[lonpoyedypne obcmeoicennss [33], anecmesis/ceoayin  [34,35] ma
3HeOOoNeHHs

J1o o6cTexeHb nepes aHeCTEe31€10 MOKHA BKIIFOUUTH MOJTICOMHOTPAMHU Ta OL[IHKY
xapuyBaHHs. Kapmionoriune oOCTeXEHHST HE PEKOMEHIYEThCSA, 3a BUHSITKOM
HAsBHOCTI 3arpo3u AucyHKLII cepls y crapmux ocid abo 3axBOproBaHb, HE
noB’si3aHux 31 CMA. Cnig B3SITM A0 yBaru MOXJIMBICTH MOPYLIEHHS MPOXIJHOCTI
JTUXaJbHUX IIIAXIB HA OCHOBI KOHTPAKTYP HWKHBOT IIEJICTTH, 0OMEKEHOT pyXJIUBOCTI
i, MO3UIIKHUX OOMexeHb Ta 1HmuX daktopiB. [lim yac I1HTEPKYpPEHTHOIO
3aXBOpPIOBaHHA y maiieHTiB 31 CMA ycix TUNIB Cil PO3TIIAIaTH HU3bKUM MOPIT JIst
BIJICTPOUYEHHSI €JIEKTUBHOI/HEEKCTPEHO1 ceparllii/aHecTe3ii. Y paMkKax CTaHAapTHOTO
HICSATPOIIEAYPHOTO JOTJISATY CIIiI PO3TJISTHYTH 3aCTOCYBAHHS aHAJIBI€TUKIB HA OCHOBI
ormiaTiB 3 ypaxyBaHHSIM He0OXimHOCTI 3a0e3neunTH BianoBiaHy NIV Ta momomory y
BIJKAIJTIOBaHHI.

Jlst Beix TuniB CMA MOKHA pO3IISIHYTH MOKJIMBICTh 3aCTOCYBAaHHSI MICIIEBOTO
3HEOOJICHHS, 1[0 MOXXE JO03BOJIUTH 3aCTOCYBaHHS MEHIIOrO0 OOCSTy CHUCTEMHHX
3HE0O0TIOBATTLHUX 3aC0O01B 13 MOJAJBIITNM BIUTMBOM Ha aKTUBHICTh TUXAIBHOTO HEHTPY
1 TEepUCTaNbTUKY  KHUIIEYHUKA. Po3risgaroud  MOXIMUBICTH — BCTAHOBJICHHS
enilypaibHOro Karerepa Ha (POHI HASIBHOTO CKOJIO3Y CIiJi 00OB’SI3KOBO B3ATH JI0
yBaru NpakTU4YH1 MipKyBaHHs. J{0 3aX0/11B MOHITOPHHTY TIiJ] 4ac MPOIETyPHOI cenarii
Ta aHEeCTe31i CJIII BKIIFOYUTH KarmHOTpadiro K T0JATOK 10 OKCUMETPii, OCKUTBKH CIIi]T
YHUKATH alTHOMHOT UM T1ITOMMHOMHOT OKCUT€HAIT11.

Inosayitini 3acobu emionamozenemuurnoi mepanii CMA

JlomaTkoBi pekoMeHAallli, M0 He PO3MIAIACS TiJ Yac Aenb(pIChKUX CECii,
BKJIFOYAIOTh 3aCTOCYBaHHS HOBITHIX TGHOHANPABJICHUX BHJIB Teparii Ta 1HIIMX
BTpyuaHb jns JgikyBaHHa CMA. Hanpuknan, 3acTtocyBaHHS —OaraTOKpaTHHX
IHTpaTeKAIBHUX BU/IIB MEIMKAMEHTO3HOI Teparii, TAaKUX SK HEIIOJJaBHO 3aTBEPIKCHI1
AHTUCMUCIIOBI OJIITOHYKJICOTHIH, BUMAraTuMe PETeIbHOTO TIaHyBaHHS O€3MeYHOTO
MEIMYHOTO JIOTJISAY, BIAMOBIIHOIO CTadli PO3BUTKY, Y TOMY YHCII MPOLETYPHY
cefarliro, IHTEpPBEHIINHY peHTreHorpadio Ta MOTEHIIHHI OPTONEANYHI MIpKyBaHHSI.
Teparis BipyCHUMHU BEKTOpaMH Ta IHIIMMH 3aco0amu, M0 MOAHQIKYIOTH mepedir
XBOpOOHM 1 CHMIITOMIB, TaKOX MOXXE€ BHMAaratv IiCTOTHOI MIATPUMKHA B paMKax
IHTEHCUBHOI Tepamii. YCBIIOMJIEHHS TOro, IO TPUPOJHUNA TEepedir IHOTo
3aXBOPIOBAHHS Ta WOTO BiOMUX (PeHOTHUITIB Oyae 3MIHEHO, MAa€ MIIIMTOBXHYTH BC1X
MEJIPAIiBHUKIB (sKi 3a0€3MedyroTh IHTCHCUBHY TEpaIilo, XPOHIYHUN JOTJISI,
rocrmirajizaimito abo JOTJsy 3a MICIeM MPOKUBAHHS) J0 ydacTi B iH(HOpPMOBaHOMY
00roBOpEeHH1 Ta MPUCTOCYBAHHI MEXAaHI3M1B IHTEHCUBHOI Teparii.

7. MeaukaMeHTO3He JIIKyBaHHS, Xap40Bi J00aBKH Ta LICIJICHHS
Jlo HEaBHBOIO Yacy KOAHE MEIMKAMEHTO3HE JIKYBaHHS HE JIOBEJIO 3/IaTHOCTI
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BILJIMBATU Ha nepedir 3axBoproBaHHs CMA. KokpaHiBCbKHi Orisij, omyOaiKOBaHUH Yy
2012 poui, MOBIAOMHUB MNP0 IIICTh PaHAOMI30BAaHUX ILJ1ALE00-KOHTPOIbOBAHUX
nocnipkeHb  JikyBaHHS CMA 3 BUKOpUCTaHHSM KpeaTuHy, (eHUI0yTuparty,
rabaneHTuHy, THPEOTPOIIH-PUIII3UHT-TOPMOHY, TAPOKCUCEYOBUHU Ta KOMOIHOBAHO1
Teparii BajbnpoaToM 1 anetui-L-kapuitudom [36,37]. JKomHe 3 UX JOCTIIKEHb HE
BUSIBUJIO CTATUCTHUYHO 3HAYYIIOTO BIUIMBY Ha MOKA3HUKH PE3yNbTATIB B YUACHUKIB 13
CMA Tunis 2 1 3. IHmi MOBIIOMJISUIM MPO BUKOPUCTAHHS I1HIIMX MOKJIUBUX
TEPANeBTUYHUX MIAXO1B, TAKUX AK albOyTepos1, OeTa-aApeHepriuHuid aroHicT, SIKUM
nokaszaB 0aratoo0ilsdoul (PyHKI[IOHABbHI MMOKPAIIEHHS Y BIAKPUTUX JOCITIIKEHHAX
[38,39].

He3Baxkaroum Ha BIICYTHICTH JIOKa3iB Yy paHJIOMI30BaHHMX IIanebo-
KOHTPOJIbOBAaHUX JIOCTIPKEHHSX, JESKI 3 IHUX MpernapariB, 0COOIUBO aibOyTepoll,
4acTO BHUKOPUCTOBYIOTHCS B JIEAKUX KpaiHaX y KIIHIYHIA MpakTULl B CHUIAYUX 1
aMOyJIaTOPHUX TMAII€HTIB.

AHTHO10TUKY 200 JIIKK/T00aBKH J1s 310POB’ S KICTOK, Taki sIK BiTaMiH D, KaibIii
1 6icdocdonar, abo miku B ractpoe3odareaibHOro pedIroKcy, Oy peKOMeHI0BaH1
3a BUHATKOM BiTaMiHy D, sSIKUH P1IKO BUKOPUCTOBYBABCS 3 MPOPUIAKTUYHOIO METOIO 1
B OCHOBHOMY BHUKOPHCTOBYBaBCSl 3a NoTpeOu/nmedinuty. BoHM 0OroBOproloThCs B
pO31iiaxX, MPUCBSIYEHUX 3I0POB’I0 KICTOK 1 Xap4yBaHHIO.

HarmonernuBo pekoMeHIYIOThCS IMOPIYHI IMyHI3allii BiJ TpUMy 1 MHEBMOKOKIB,
PO 110 HAETHCS B pO3/1JIi 3 MyJIBMOHOJIOTTYHOTO JiKyBaHHs. Ha MOMEHT 3aBepIiiieHHs
KOHCEHCYCHOI'0 TPOLECY ISl KOJHOTO 3 MpernapaTiB, 110 BUBYAIOTHCA B KITHIYHHUX
BUINIPOOYBaHHAX, HE OYJI0 3aBEPIIICHO PEECTPAIIITHOTO TIPOIIECY, 1 KOJICH 3 HUX HE OyB
JOCTYyITHUM Ha puHKY. [IpenapaTt HyciHepceH, aHTUCMUCIIOBUN OJIITOHYKICOTH, IS
SKOT'0 3aBEPIICHO KJIIHIYHI BUTIpoOyBaHHs (a3u 3 3a yuacti naiieHTiB 31 CMA tuny 1
12 [3,40,41], venomaBHO OyB 3aTBEP/KCHHM SK YTPABIIHHAM 3 KOHTPOJIIO SIKOCTI
NPOAYKTIB XapuyBaHHs Ta Jikapchkux 3aco0iB CIHIA, Ttak 1 €BpomneicbkuMm
areHTCTBOM 3 JiKapchkux 3aco0iB y €C mis nikyBanHs CMA BCiX THUIIIB, 1 AOCTYITHUHN
HAa pPUHKY B JEKUIBKOX KpaiHax. Xoua mepin KIIHIYHI pe3yJbTaTH, Ipo SKi
MOBIIOMJISIIOTh TAIIEHTH 1 POJAWHU, € HAJI3BUYAMHO MO3UTHUBHUMHU, 3 OTJIAIY Ha
HEOOXITHICTh 1HTPATEKATHHOTO BBEJCHHS HYCIHEPCEHY BHUMAra€ThCcsi HAsBHICTD
BIZIMOBITHOT IHPPACTPYKTYPH B JTIKYBATBHUX 3aKJIa/1aX, sika HE0OXiaHA JIJIs HAIIHHOTO
BBEJICHHS Ta TMOCTIPOIEAypHOro MoHiTOpuHTY. KpiMm TOro, uepe3 BapTicTh
JIKapCchbKOro 3aco0y 3roja Ha JOBMOCTPOKOBE MOKPUTTS 3 OOKY CTpaxOBUX KOMIaHIH
3aJIUIIAETHCS HETIEBHOIO.

Jlnst mpemapary OJIECOKCHM, HEHPOMPOTEKTOPHOTO 3acoly, Oyno 3aBepiieHo
BurpoOyBanHs (as3u 3 3a yuacti namieHTiB 31 CMA tuny 2 1 3, mpoTe OCHOBHA KiHIIEBa
TOYKAa JOCSATHYTa He Oyna. BTOpuHHI KIHIIEBI TOYKM Ta pe3yiabTaTH aHaTi3iB
JyTIMBOCTI BKa3yIOTh Ha TE, IO OJIECOKCUM MOXKE IMITPUMYBATH MOTOPHY () YHKIIiO
y mariedTiB 31 CMA [42]. ¥V xniHIYHUX BUIPOOYBAaHHSAX TaK0X BUBYAIOTHCS IHIII
MIJIXOAH, TaKl IK HU3bKOMOJIEKYJISIPHI 3aCO0H 17151 MiABUIIIEHHS piBHS O11Kka SMN abo
3amina reHa SMNI 3 BUKOPHCTaHHAM BIPYCHOTO BEKTOpa, JEMOHCTPYIOUU
OoOHaMIMIINBI TTONEepeH1 pe3yiabTaTtu [43], TOMY IMOBIPHO, 11O MPOTSITOM HACTYIHUX
JEKUIbKOX POKIB ClIeHapiit Oyje MIBUIKO 3MIHIOBATHCS.
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Komenmap pooouoi epynu: B ceimi 6xce 3apeccmpogano 3 emionamozenemuyni
3acoou ona nixysannus CMA — nycinepcen, pucouniam, oHacemHozen abanapsogex. B
Ykpaini 3apeecmposano 2 nikapceki 3acobu 0 emionamoceHemuyno20 NiKy8aHHs
CMA pucounnam ma wuycinepcen. Egexmuenicme ma 6esnexka yux npenapamis
008e0eHa V MIJHCHAPOOHUX 0azamoyeHmposux 00CNiOxceHHsAX. Bonu 3abezneuyromo
3HAYHEe NOKPAWeHHS BUNCUBAHOCMI, OUXANbHOI ma pyxoeoi ¢ymkyii ma saxocmi
aocummst. Jlikapcokuti 3aci6 onecokcum Ha MOMEHmM pO3POOKU KIIHIYHOI HACMAHOBU 8
Ykpaini ne 3apeecmposanuii. Mixcnapoona HenameHmosaHa HA364 JNIKAPCLKO2O
3aco0y anbbymepos — carbOymamoa.

Pucounnam. lleii npenapam € moougpikamopom cnaaicuHey nonepeoHurd
mampuunoi PHK (npe-wPHK) cena euscusanns momonetipounis 2 (SMN2), pucouniam
kopueye cnaaticune SMN2, 3smino0uu 6aniauc 3 UKIIOUEHHS eK30H) 7 HA 8KIIOYEHHS
exzony 7 6 mpanckpunm MPHK, y pesynemami uozco 36ineuryemuvcsa 6upobieHHs
@ynkyionanvno2o ma cmabinorozo dinka SMN. Takum wurnom, pucouniam moougikye
nepebic CMA 3a60sxu niosuwjenHo ma ympumanuio QyHKYIOHAIbHO20 PIHA OLIKA
SMN. Ilpenapam npuiimacmoscs nepopaivbHo.

Hycinepcen ¢ anmucmucnosum oniconykieomuoom (ACO), saxuii 30invuiye
YaCcmKy mpancKpunmis mampuunoi pubounykieinogoi kuciomu (MPHK) 3 exnrouennam
eK30Ha 7 2eHa eudcusanocmi momonelponis 2 (SMN2), 36’a3youuce 3 iHMpOHHUM
catineHcepom cnaaticuney (intronic splice silencing site — ISS-NI). pozmawosanum &
IHmpouni 7 nonepeOHuxa mampudnoi pubounyxieinosoi kuciomu (npe-mPHK) cena
SMN2. 38’asyiouuce 3 num, ACO eumicHse akmopu cniaiicuney, sKi 8 HOpMI
npucHiuyoms tio2o. Bumicnennsa yux gpakmopis npuzeooums 00 30epedxiceHHs eK30Ha
7 6 MPHK SMN2, a omoice, nicisa cunmesy mPHK SMN2 mooice giobysamucs it
mpauncaayia 6 oinoxk SMN 3 nosnow 0osxcunoio nauyroea. Hycinepcen 6sooumscs
IHMpPAmeKanvbHo (3a npoyeoyporo aoMOANbHOI NYHKYIL) ma 6 IHCmpYKyii Micmumo
nonepeodcentss Wooo BUKOPUCMAHHA Y HeMO8Iam ma NayieHmie 13 CKOJI030M,
NayieHmie 3 NOPYUIeHHAM @OYHKYII HUPOK, MPOMOOYUMONEHI€l0 ma NopyueHHIM
320pMAaHHsL KPOSI.

IIpenapam onacemnozen abenapgigek Ha MOMeHM pPO3POOKU HACMAHOBU 8
Ykpaini ne 3apeccmposano. Onacemnozen abenapgieex - ye 2eHomepanesmuyHuli
npenapam, HNpU3HAYeHUuti O B88e0eHHs (OYHKYIOHAIbHOI KONIi 2eHa BUINCUBAHHSL
momopuux netiponie 1 (SMN1) y mpancoykosani kuimunu OJisi YCYHEHH MOHO2EHHOT
nepuonpuyuny  CRiHAnbHOI  M'a3060i ampoghii.  Ouikyemwvbcs, wo  3a80aKU
8NPOBAOIHCEHHIO 8 MOMOPHI HEUPOHU ANbMEPHAMUBHO20 Oxcepend eKkcnpecii Oinka
SMN, npenapam 3abe3neuums  BUNCUBAHHA [ KOpeKmHe  (QYHKYIOHYBAHMHSL
MPAHCOYKOBAHUX MOMOPHUX HelipoHis. OnacemHoceH abenapgisek s6as€ o000
PEKOMOIHAHMHUL A0eHOACOYIOBAHUIL BIPYC, WO He PEeNnaiKyemsbCs, I 6UKOPUCMOBYE
Kancuo aoderoacoyiosano2o eipycy cepomuny 9 (AAV9) ona docmasku cmabinbHo2o,
NOBHICMIO (OYHKYIOHAILHO20 mpanceeHa a100cbko2o SMN. Bemanoeneno, wjo kancuo
AAVY 30amuuti nponukamu uyepe3z cemamoeryedaniuHuil o6ap'ep i mpancoykysamu
momophi  Hetpouu. len SMNI, wo micmumvbcia 6 onacemHoceH abenapsigekxy,
NpUsHaAueHutl O mo2o, oo nepcucmysamu 8 A0pi MpPAaHcOYKOBAHUX KIITMUH Y UeHA01
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enicomanvroi J[HK, ouikyemscs, wo 6iH 6yde cmabinbHo eKcnpecysamucs npomseom
MpuUBaIo2o yacy 6 NoCmMMImomuyHux xiimunax. Pioxicui eunaoku inmezpayii
sipycHoco eexmopa 6 J[HK noounu modcausi npu 6UKOpUCMAHHI peKOMOIHAHMHO20
AAV. 30amuicmo eipycy AAVY suxiuxamu 3axeoprosannsn y atoounu nHesiooma. llpu
3acmocy8aHHi OHACEMHO2EHY AOenapsieeKy MOXNCYMb BUHUKAMU BANCKI 20CmpI
VPAdHCEHHA NEUIHKU.

Bapmo 3a3nauumu, wo emionamoecenemuuna mepania mae 6ymu poznouyama
SAKOMO2a paHiuie niclis CManosieHHs diacno3y. Piuenus wooo nikapcbko2o 3acooy
ma cnocooy 1o2o 66e0eHHs MAE NPUUMAMUCL CReyianicmamu pephepenmHo2o YyeHmpy
3a HANPAMKOM CYMICHO 3 NAYIEHMOM MaA 1020 NPeOCMAa8HUKAMU.

Bionosiono 0o European consensus statement on gene therapy for spinal
muscular atrophy 8i0 2024 POKY
(https://www.sciencedirect.com/science/article/pii/S1090379824000874) yepes
BIOCYMHICMb NepPeKOHIUBUX ONnyOIIKOBAHUX O00KA3i8 nepesacu KOMOIHayii 080X
Memoois NiKY8aHHS, WO MOOUDIKYIOMb 3aX80PHOBAHHS (HANPUKIAOD, 2eHHOI mepanii ma
HyciHepceHy, abo eeHHOI mepanii ma pucouniamy), Kombinoearna mepanis Ha OaHUL
MOMEHM He PEeKOMeHOYEMbCSA Mma NOMpPeOy€e NOOAIbULO20 BUBUEHHSI.

IIpome, na OymKy yKpaincbKux cneyianicmie 3 Hep8o8o-M s1308UX 3AX80PI0GAHL 3
NOCUNAHHAM HA NPAKMUYHUL 00C8I0 BUKOPUCMAHHS X80POOOMOOUDIKy0OU0i mepanii,
Yy nayienmis 3 008e0eH00 HeeheKMUBHICMIO 2eHHOI mepanii ma npozcpecys8aHHAM
3AX80PIOBAHHS BCENHC BAPMO PO3NAHYMU KOMOIHAYII0 080X Memoodi8 JiKY8AHHS.
Oyinky egexmusHocmi 6apmo NpoBOOUMuU KOJCHI 6 Mmicayie ma piuleHHs
NPULLMAEMBCS. KOHCEHCYCHO NPe0CMA8HUKAMU peqhepeHMHUX YeHMPI8 He PaHiule HidC
yepes 9 micayis 8i0 NPoBedeHH sl 2eHHOI mepani.

YV  paszi eiocymnocmi eghexmusHocmi, BUHUKHEHHI He2amueHux peaxyill,
HenepeHocumMocmi abo npomunoKkasié 00 3acmocy8aHts NiKapcbko2o 3acoby, 6apmo
DO3STAHYMU MONCIUBICMb 3MIHU mepanii (mobmo, HyciHepceH HA pucouniam aoo
HABNAKU,).

Moowce 6ymu posenanyma Opiodcine-mepanis: HanNpukiad, KOPOMKOMpUeane
BUKOPUCMAHHS PUCOUNTAMY Nepeod 3aCMOCYBAHHAM 2eHHOI mepanii.

8. YpaxkeHHs iHIIMX cHCTeM OpPraHiB

CMA € roToBHUM YHHOM 3aXBOPIOBAHHSM MOTOPHUX HEHPOHIB, aie AehiluTHUN
oimok SMN  MOBCIOAHO  EKCHpPECYEThCS B yCIX  KIITHHAX  MPOTITOM
BHYTPINTHBOYTPOOHOTO Ta MMOCTHATAIBHOTO PO3BUTKY [44—46]. TakuM 4YMHOM, TPUBA€E
JUCKYCIis IIO/I0 TOTO, HACKUIHKY 1HIIN TKAHWHU MOXKYTh OyTH ypakKeH1 y MaIli€HTIB 31
CMA. Kinpka TBapuHHUX MOJENEH 1 JesKi 3BITH MPO BUIAIKK a00 HEBETWKI cepii
BUIAJKIB TOBIJOMJISIIOTH TPO 3allydeHHs IHIIMX CHCTEM OpraHiB, TaKuX SK
nepudepudHAN HEPB, MO30K, M’ SI3H, CEpIIE, Cy/IMHHA CUCTEMA Ta MIAILTYHKOBA 3271032
(ormsan muB. [47-50]). ¥V ToM yac SK 3aydeHHS IHIIUX TKAHWH MOYKE MaTH HACIIIKH
JUIsL TEpareBTUYHUX MIAXOA1B, JUIIIe MEHIIICTh naiieHTiB 31 CMA neMoHCTpy€e YiTKi
KJIIHIYH1 TIPOSIBU 3JIyYEHHS 1HIINX OPraHiB.

[ToBimomIssiocss PO TE€MOJMHAMIYHO PEJIEBAHTHI CEPIEBl BaJld y JyXKE TKKO
ypaxkeHux HemoBiAT 31 CMA tuny 1. Ocrtanni ormsiau jitepatypu  [50,51]


https://www.sciencedirect.com/science/article/pii/S1090379824000874

70

11eHTU(IKyBaId HU3KY BHIIQJIKIB BPOJKEHUX BaJ CepIsl, TaKUX SK Jedextu
MDKIIEpeicepIHOT a00 MUDKILTYHOUYKOBOI MEPEropojku. Y BCIX LHUX MAIIEHTIB
CIOCTEpIraBCcsl Ba)KKUH HEOHATAJIbHUM MOYATOK, TaKOX MNo3HaueHuil sk tum 0, 3
pecCIipaTOpHUM JUCTPECOM MPU HAPOIHKEHHI. YC1 BOHM MaJId JIUIIE OJHY KOIIiIO
SMN2 [51]. ¥V posrotpuBanux mnamieHTiB 31 CMA 1 tumy, sKi OTpUMYBajiu
BEHTWIALIHHY MATpUMKY, 15 13 63 maiieHTiB (24%) Manu TSKKY CUMOTOMATHYHY
OpaauKap/ito, MO0 CBIIYUTH PO MOKIIMBY CYNYTHIO BEreTaTUBHY AUChYHKIIIIO [52].

VYpakeHHs ceplisi, HaBIaKK, 3ycTpivaeThest HabaraTo piauie npu CMA 2 13 tumis.
€ nesdki MoBIIOMIJIEHHS Mo aHoMalii cepueBoro putMmy npu CMA 3 tumy [53,54].
HemonaBHi qocnimkenss, npoBeaeHi juist TUiB 2 1 3 SMA, npunycTuiy, 1o HemMae
HEOOX1THOCT1 B PETYJISIPHOMY Kap/10JIOrYHOMY OOCTEKEHH1 y MalleHTIB TUMIB 2 1 3,
OCKUIbKHU JTy’K€ MaJIOMMOBIPHO, IO Y IIUX MAaIIEHTIB pO3BUHYThCS sBHI KiiHI4H1, EKT
a0o0 exokapjiorpadiuHi o3HaKH Kapaiomionarii [33,55]. Sk moBimomIIsiiocs B po3 il
Opo JOrjs 3a xapuyBaHHsAM, y nauieHTiB 31 CMA mnoBinomissiocs Mmpo OKpemi
BUTIAJKU JUCHYHKIIT MIIUTYHKOBOI 327103, BKJIIOYAIOYH /11a0€T 1 3MiHU MeTaboI13My
rimoko3u [56]. Tinepnentunemis BusiBieHa y xBopux Ha CMA 1, 2 1 3 tunis [57].
MirtoxonapianbHa TUcPYHKI[IS Oya onucaHa y HalleHTIB 1 KIIITUHHUX JiHIA HEUPOHIB
monuuu [21,58,59].

Excneptu niinmiy 3roaM ImIOAO0 TOTO, IO crenupidyHe CIOCTepe)KEHHS 3a
YpaXKEHHSIM IHIIMX OpraHiB MOBUHHO, SIK IMPABUJIO, IPYHTYBAaTUCA Ha KIIHIYHHX
CUMIITOMAx 1, OT)KE, HE € HEOOXIJHUM I OUIBIIOCTI HaIi€HTIB. MOXIMBUMH
BUHSATKAMU € BUKIIFOUECHHS BaJl CEPIIS Y BAKKO ypakeHUX HeMOBIAT 31 CMA 1 tumy ta
MOHITOPUHT MeTaboJi3My Troko3u Tpu Bceix Tumax CMA. Hesaxkaroun Ha
iMMoOLTI3aIlit0 O6arathox mamieHTiB 13 CMA, mpodirakTHyHa aHTHKOATYJAIis HeE
BBAKAETHCS HEOOX1THOIO 32 BIJICYTHOCTI 10JIaTKOBUX (haKTOPIB PU3HKY.

OcKUTbKH IHTpaTEKaIbHE BBEJICHHS HYCIHEPCEHY TOJJOBHUM YHHOM CIPSIMOBAHE
Ha MoTOHeWpoHu [40], BUHHKIO 3aHEMOKOEHHS, IO 1HI TKAaHWHH, HE TOB’s3aHi 3
IIEHTPAJTbHOIO HEPBOBOIO CHCTEMOIO, MOKYTh 3T0JIOM MPOJEMOHCTPYBATH CUMIITOMHU
a60 o3Haku quchyHkuii uepes aedinut 6uika SMN. PyxoBa HeTOCTaTHICTh MOXKe OyTH
NOM'SIKIIICHAa TPHU TIOSB1 IHIIMX CHUMIITOMIB. PEKOMEHIyeThCS crocTepiratd 3a
MaIi€HTaMU, K1 JTIKYIOThCS HYCIHEPCEHOM, 1010 OTEHIIHHUX CUCTEMHUX MPOOIIEM.

9. ETuuHi MipKyBaHHSI

3acTocyBaHHS MaliaTUBHOI JIOMOMOTH pa3oM 13 CYMYTHIMA €THUYHUMHU
npobiemamu OyJio B IIEHTP1 yBard MDXHAPOIHOT MIKAUCIUIUTIHAPHOT TPYITH, 0 SKOi
BXOJWIIM KJIIHIITUCTH, JOCTITHUKH Ol0C€TUKH, OAThbKHM Ta MPEICTAaBHUKH TAIlI€HTIB, a
TaKOX Te1aTPUYHI CIIEeIiaTiCTH 3 MAIIaTHBHOI JJOTIOMOTH.

[Tomepenus Bepcis pekoMeHAAIli# o0 CTaHAAPTIB Horany [ 1] miakpecioBaia
BIJICYTHICTh KOHCEHCYCY Ta CYMEPEYHOCTI MO0 MaTIaTHBHUX MPOTHIHTEPBEHITINHUX
MiAX0MiB. 3a BIICYTHOCTI Tepamii psja CIMEH CcnpuiMali 1HTEPBEHIIMHMN MiAXis,
0COOJIMBO TPAXEOCTOMIIO, SIK KOH(IIIKT MIXK SIKICTIO JKUTTSI Ta TPUBAIICTIO KUTTH,
MPOJOBXKEHHSI CTpakJAaHb, a HE TIOJETIIEHHS TAraps xBopoou [26,52,60,61].
Ilonepenniii KomiTEeT IAIIOB KOHCEHCYCY IIOAO TOrO, IO, HE3Ba)XKalOUh Ha
BIICYTHICTb ~MOpAJbHOIO IMIIEPATHUBY OyIb-1KOi Tepamii, ICHye TIJIMOOKa
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BIIMOBINAJIBHICT, 32 TMPEACTABICHHS BaplaHTIB JOTJSAY Vy CIHpaBEIJIUBHM 1
30amaHCOBaHUM CMOCIO, HaJal0ouu TOYHY 1H(OpMAIII0 Npo Te, 0 BUOIp ManiaTUBHOT
YY1 IHTEPBEHIIIHOI MATPUMYI0YO]I Tepalii He € BUKIIOYHUM O1HapHUM BHOOPOM.

OHOBJIEHHS OTJISAY JIITEPAaTypu HaIalo Majo JOJATKOBHX BaroMHuXx JIOKa3iB 1
BIJICYTHICTh KOHCEHCYCY 1100 CTaHAAPTIB MaJiaTUBHOI IOMOMOTH P 3aCTOCYBaHHI1
1o CMA [62-65]. Takum uyuHOM, poboya TIpyna Bce 1€ HE 3MOrja JOCIITU
KOHCEHCYCY II0JI0 MaJiaTUBHOI JIOMOMOTH 1 MOTJIa JIMIIIE BHU3HATH ICTOTHI €THYHI
MUTAHHS, SIKI TOBUHHI CYIPOBO/)KYBATH PIIICHHS [IPO HAJaHHS TONOMOT'H B KOHTEKCTI
CMA, Tenep Tako y CBITJI1 HAMHOBIIIKX TePANEBTUYHUX MiXoaiB. [ pyna Bu3Haumna
3 kI040Bi cdepu s MaitObyTHROTO aHamizy; 1) Konuemniiis naniaTuBHO1T JOTIOMOTH Y
3actocyBaHH1 10 CMA, 2) BejeHHs namieHTIB 1 NPUHHATTS pillieHb, 3) YTpaBiaiHHA
OUIKYBaHHSIMHU.

HesBakaroun Ha Te, 10 KOHIICTIiS MaTiaTUBHOT JIOMTOMOTH OyJjia BU3HAYCHA Ta
nepeTiyMaueHa OaraTo pasziB, ICHye MoTpeba po3msiaaTH 1€ SK MOCTIMHUMN
pedekcuBHMI mpoliec, 0COOJIMBO Y 3aCTOCYBaHHI /10 TAKMX KOHTEKCTIB, Sk CMA, siKi
He € ctatuuHuMU [66]. CMA 3a BciMa CTYNEHSMHU TSKKOCT1 HE BIJNOBIA€ MOJEII
CTaHy 3 HEBIIMHHHUM IHTpaBiBaIbHUM mepedirom [67,68]. HemomaBHs TOCTYMHICTH
HOBUX METOJIB JIIKYBaHHS CTBOpHWJIA Baromi IIJCTaBH CIOJIBAaTUCS Ha 3MIHU B
NPOTHO31, ajie JIesKi MUTAHHS MOTPEOYIOTh MOJAIBIIOIO PO3’SICHEHHS, IMEPII HiX
MOKHa OyJie MOCSATTH NEpexXoay M0 CTaHAapTy mnajiaTuBHOI nomomoru npu CMA
[40,41], BKITIOUatOYX HEOOXITHICTD PO3TJISIHYTH 3HAYSHHS NaTIaTUBHOI IOMIOMOTH JIJIst
cnutbHOoTH CMA. HesBakatoun Ha OCTaHHI TEHJICHINNI, SKI MiIKPECTIOTH POJIb
NaxiaTUBHOI JOMOMOTH Y 30CEpPEHKEHH1 Ha TMOKPAIEHHI SKOCTI KHUTTS, 3 TOYKOIO
BXOJly «BrOp1» B TPAEKTOPIi 3aXBOPIOBAHHS, BCE 1€ ICHYE 3B’S30K MalTiaTHBHOT
JIOTIOMOTH 3 JIOTJISI/IOM HAMPUKIHII XXUTTSA. TomMy icHye oTpeda miATpUMYBaTH 3MiHY
KyJIbTYypH, SKa PO3IVISLAAE IMATIaTUBHY JOMOMOTY SIK POJb TMOPSI 13 JIIKYBaHHSIM
XPOHIYHUX BUCHAXJIMBUX CTaHIB, sIKI MAIOTh JJOBMOTPHUBAIHMH MPOTHO3. TaKM YHMHOM,
KJIFOUOBOIO TIPOOJIEMOI0 € BIAMOBA BiJ JUXOTOMIYHOI MOJIENI, sSKa IMPOTHCTABIISE
najgiaTUBHY  JIOMIOMOTY  aKTUBHOMY  JIIKYyBaHHKO  Ha  KOPHUCTh  MOJEI
KOMIUIEMEHTapHOCTI. ETHYHI BUKIWMKH, OE3CYMHIBHO, 3ajuINaTbCcs W Hamami, IS
BUPIIICHHS SKUX MOTPIOHI AK KIIHIYHI JTOKa3u, TaK 1 po3yMHe cymkeHHs. ONHIe0 3
TakuX MpoOiieM € mpobiiemMa yIpaBIiHHS TATAPEM JIKYBaHHS, KOJIU «TE€PANEeBTUYHE
CHIBBIIHOIIEHHS» MDK MOOIYHMMHU edeKTaMu Ta T[epeBaraMu Mae OyTu
30anmancoBanuM. Ilo-mpyre, 1me ympaBiiHHA (azaMu TEPEexXony MDK TOYKaAMU
TPAaEKTOPIi 3aXBOPIOBAHHSI, KOJIM MPOTPEeCcyroda XBopoba CUTHAII3YE PO Mepexia Ha
KOPHUCTh MATIaTUBHOT JOTIOMOTH Ta NPUITMHEHHS JIKYBaHHS, SIKE MPOJIOBKYE JKUTTS
[69]. 3aBnaHHs ypaBIiHHS OYIKyBAaHHSMHU B IIbOMY MIHJIUBOMY KOHTEKCT1, OCOOJIMBO
KOJM OYIKyBaHHS 3aThMapeHi OaraTbma CyMNEepewIMBUMU ITYMKAaMH, J0JaTKOBO
YCKJIQTHIOE 3aBJaHHS BCTAHOBJIICHHS CTaHAApTy Meau4yHoi momomoru. HeobOximHo
TaKOX BPaxOBYBAaTH OOMEXKEHHS PECypCiB 1 KyJIbTypHI BIIMIHHOCTI, OCOOJIUBO TOMY,
0 PI3HUM JOCTYIN J0 PECYpCiB y BChOMY CBITI O3Ha4aTHMeE, IO HEPIBHICTH €
HEMUHYYOIO.

BuHuKaOTh TakoX HOBI NHWTAaHHSA 100 BHOOpPY TaMIaTUBHOI JIOMOMOTH
naiieHtraMm, siki OepyThb ydacTh y KiIiHIYHUX pgociimkeHHsx [70]. HemonaBHe
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OMUTYBaHHSA cCepell JIKapiB-JOCIIIHUKIB, CIEMIANICTIB 3 KIIHIYHOI OI[IHKH Ta
KOOPJMHATOPIB JOCIIIKEHHS 3 PI3HUX KpaiH MIATBEPAWIO KOHUEMNIII0 TOro, IO B
bOMY KOHTEKCTI HEOOXITHUM € 3a3Jajerilb BHU3HAYEHUN CTYIMiHb HIATPUMKHU
XapyyBaHHS Ta BEHTUIISLLI.

10.BucHoBkn

CninanbHa M’si30Ba  aTpo(iss MPOSBISAETHCA PIZBHOMAHITHUMU (DEHOTUIIAMU
PYXOBUX TMOpYIIEHb 1 TMOB’A3aHUX CYIYTHIX 3axBopioBaHb. EdekTuBHe Ta
pe3yiabTaTuBHE JiKyBaHHsA mamieHTiB 31 CMA Bumarae KoopAMHAIi KUIBKOX
KJIIHIYHUX CHELIalICTIB AJi1 BUPIMICHHS SIK MOTOYHUX, TaK 1 O4iKyBaHUX mpoOiem. L1
OHOBJIEHI MIPKYBaHHS WLIOJI0 CTAHJAPTIB AOMISAY Oynau po3poOiieHi, mo0 Hajaatu
MOTOYHY EKCIEPTHY JAYMKY MI0J0 HEOOXIigHOTO JOINISIAy Ta, JIe Ie JOPEYHO,
ONTUMAJIGHOTO JIiKyBaHHA. [lepernmsmaroum pe3yabTaTd, MH OYJId 3JIMBOBaHI
PO30DKHICTIO MK JiiTepaTyporo Ta aHaiizom Delphi. He3pakarouu Ha Te, mo Oyno
JOCSITHYTO 0araTo ycmixiB y 0araTb0X acneKTax JIIKyBaHHS, 1 BOHU MaJIM BEJIUYC3HUM
BIUIUB HA BI)KMBAHHS, TMOYATOK 1 TSDKKICTh YCKJIATHEHb, JIITEpAaTypHI JaHi Oynu
MizepHUMU. Jlyke HebaraTo MTOCHiHKeHb Halau TIEBHUM PiBEHB J0Ka31B, 3aCHOBaAHUH
HAa HAJEKHOMY PiBHI, 1 OUIBIIICT JOKYMEHTIB MOBIJOMJSUIM TMIPO KJIIHIYHI
CIIOCTEpEKCHHS Ta HeBeluKi cepii. HaBnaku, He3BaXkaroum Ha HECTavy PEKOMEHIAITIH,
3aCHOBAaHMX Ha JIOKa3aX, JJisi KOXKHOI TeMHU ICHYBaB BEJIMKHII KOHCEHCYC E€KCIIEepTIB
moi0 6arathoX KoMmoHEHTIB JiikyBaHHS CMA. Jlns 6aratboxX acmekTiB, TaKUX SK
3amnpoBaHKeHHS] PaHHbOI Xipyprii xpeOTa Ta MIATPUMKU KalUIbOBOTO araparty,
OUTBIIICTH, @ YACTO ¥ YC1 €KCIIepTH, OYyJIM MepeKOHaH1 y BIUTMBI IMX PEKOMEHAAIlI Ha
3MIHY TPUPOJHOTO Tepediry. Y IuX BHUIIAJKaX BBaXKAJIOCA, IO XO4Ya BEIUKI
paHIOMI30BaH1 TOCTIKEHHS OyJIi O KpaluMu IS OUTBIIT CHCTEMaTUYHOI OIIIHKH X
e()EeKTUBHOCTI, BIUIMB Ha TMPUPOJHHMM mepedir Ao 1 micias iX BOpOBaKEHHS OyB
JOCTATHIM, 11100 PEKOMEHAYBATH iX BKIIIOUECHHS B 3BUUYAlHy MpakTuKy. He3Baxkatoun
Ha Te, 10 OpaK JOKYMEHTIB, IO 0a3ylOThCs Ha J0Ka3aX, YCKJIQJAHIOE OTPUMAaHHS
TOYHOI OIIIHKM PiBHS €()EKTUBHOCTI OKPEMHX aCHEKTiB JIIKyBaHHS, OJHO3HAYHI Ta
HEIO/IaBHI1 MOKPAIICHHS BM)KMBAHOCTI MPH THUI 1 Ta MOYATKy MPOTPECyBaHHS BCiX
tuniB CMA miATBEpIKYIOTh BITUB CIIUTBHOTO BIPOBAHKCHHS ITUX BTPYYaHb.

KiHmeBoro MeToro IUX peKOMEHJAIl € MOCTIHE MparHeHHS JO0 MOKpaIeHHS
SKOCTI1 JKUTTS Ta 3MEHIIICHHS TATaps 3aXBOPIOBaHb IS IMX Malli€HTiB. Xo4a 6araro 3
[IUX MIpKYBaHb 00YMOBJICHI TEXHOJIOT1SIMH, YC1 BOHH MOYMHAIOTHCS 3 (OKYCYBaHHS Ha
KIIHIYHUX CUMIITOMAaXx 1 O3HAaKax MallieHTa Ta MOB’S3aHUX 3 HUMH (DaKTOpax pU3HUKY.
Pexomennaiii Tenep 0a3yr0ThCsl HA TOTOYHOMY (PYHKITIOHATHPHOMY CTATyCl MAIli€HTA:
HE CUOUTH, CUAUTE 1 XoauTh. HeoOXigHO moBa)kaT aBTOHOMIIO IMMAII€HTIB 1 OATHKIB, a
TaKOXK €TUYHI aCIeKTH. TakuM YUHOM, Il peKOMEH/IaIii CJIi] 3aCTOCOBYBATH 3 YBarom
70 1THAUBIIYadbHUX IMPOOJEM 1 CKIAIHOIIIB TAIliEHTa, a HE SK CYyBOPY IOKTPHHY.
[HaMBITyanbHI JOKA30Bl MUTAHHS, SKI CIIiJT PO3MVITHYTH, BKJIIOYAIOTh BIK TAIli€HTA,
3arajibHuil MEANYHHUM cTaTyc 1 00CAT MIITPUMYIOUOi Teparmii, HasBHICTb MiCIIEBOTO
KJITHIYHOTO JJOCB1Y, 0OCST HaJlaHHS MEIUYHOT JOITOMOT'H Ta HOBI BapilaHTH JIIKYBaHHS.
3 MOSIBOIO MEPUIOr0 CXBAJIEHOIO IMpenapary Juis JiKyBaHHS mnauieHTiB 31 CMA
0COOJIMBO BaXXJIMBO MOEAHATH ONTUMAJILHUI JOTJIA 13 JIKYBaHHSIM, SIKE JOKOPIHHO
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3MIHIOE TpUpOAHUN mnepedir xBopoOu. Ili 3ycwins BUSBWIM TUTaHHS, SKi
3aIMIIAlOThCA B OaratboXx cdepax NATpUMYroudoi Tepamii mamieHTiB 31 CMA, 1
CIIOHYKAaTUMYTh MaiOyTH1 nociimkeHHs. [loTpiOHI TakoX MOJaibIIl JOCTIIKEHHS
IIOJI0 IHIIMX ACHEKTiB, TAKUX SIK MCUXIATPUYHE Ta €MOLiiHe 310poB’s, ab0 IHIIKX
aCIEKTIB, MOB’SI3aHUX 3 ONTUMI3ALIEI0 MOBCIKACHHOrO (pyHKIIOHYBaHHS. OCKUIBKU
nepeBakHa OUIBIIICTh ACMEKTIB AOTJISAY MOB’A3aHa 3 HaWBaXXYMMH (PEHOTUIIAMU, K1
MOYMHAIOTECS y TENIaTPUYHOMY BILl, TaKOX HEOOXiJHAa mojanblia polOoTa s
BUPIIIICHHS TPO0JIeM, OB’ I3aHUX 13 CTAPUIMM HACEJICHHSM, BKJIIOYAIOUU MIJJIITKIB 1
nopociux. Takox moTpiOHa mojasbina podoTa Jjisl BUSHAYCHHSI HOBUX MOJIENIECH JJIsI
HOIATPUMKH CIM'SIM 1 JIIKapsiM Ui MOKpaUIeHHS MICHEBOI MEAMYHOI JOMOMOTH Ta
3MEHIIEHHS KUIBKOCTI BI3UTIB 1 TOCHITali3aliil 0 LEHTPIB TPETUHHOI MEAMYHOI
JOTIOMOTH.
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