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Criaa MyJabTHAUCHMILIIHAPHOI Po004Y0l IPyNH 3 ONPANIOBAHHA KJIIHIYHOI

HACTAHOBHM
Hy6pos Cepriit
OnexcanapoBu4

CaMOHEHKO
Haranis
B’s4eciaBiBHaA

binseB  Annapiit
BikTopoBuu

benka Karepuna
OpiiBHa

I'opoBenko
Haranis
['puropisua

I'ypxiit  Onena
IropiBHa

JlanoHBKO
Okcana
BanepiiBna

Cinuyk Haranis
IBaniBHA

Cemepsik Opect
MuxanaoBuu

neplni 3acTYTHUK MiHICTpa 0XOpPOHHU 310pOB’ sl YKpaiHu, rojioBa
poOouoi rpyny;

3aBigyBauka lleHTpy opdaHHMX 3aXBOpIOBaHb Ta T'€HHOI Teparii
HanionanbHoi auts4oi cnenianizoBanoi gikapHi «OXMATIANUT»
MiHicTepcTBa OXOPOHU 370pOB’S YKpaiHW, 3aCTyNHHUK TOJOBH
po00YOi rpynu 3 KIIHIYHUX TUTaHb,

3aBiAyBau Kadeapu JUTSYOi XIpyprii, aHecTe310J10r1i, opToneaii Ta
TpaBmaToJiorii HallioHaJIbHOTO YHIBEpCUTETY OXOPOHHU 3/10POB’S
VYkpainu imeni [1LJI. lllynuka;

JOIEHT Kadeapu Xipyprii, aHeCTe310JI0T11 Ta IHTEHCUBHOT Teparii
[HCTUTYTY MICASAUIUIOMHOT OCBITH HallioHanbHOro MEIU4YHOrO
yHiBepcutety iMeHi O.O. boromonb1is;

3aBimyBad Kadeapu MeIWyHOi Ta JIabopaTOpPHOI TEHETHKH
HamioHasibHOr0O yHIBEpPCUTETY OXOPOHHU 37I0POB’ST YKpaiHW iMeH1
I1LJI. ynuka, [Ipe3unent BeeykpaiHchkoi acorrialtii creriasicTiB
3 MEUYHOI Ta 1a00paTOpHOT TeHETHKH;

NPOBIAHUN HAyYKOBHM CIIBpOOITHUK «JlaGopaTopis craakoBoi
HEPBOBO-M’S30BO1 ITATOJIOT1] Ta TEXHIYHUX 3aC0O01B 11 KOMIIEHCAIII1»
JepkaBHOI ycTaHOBH «lHCTUTYT HeBposorii, mcuxiaTpii Ta
Hapkosorii HamionansHOT akaeMii MeuIHUX HayK YKpainu» (3a
3T0/1010);

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

norieHT Kadenpu mnemiatpii Ne 2 BiHHHIIBKOTO HaIliOHAJIBHOTO
MeauIHOTO yHiBepcuTeTy iMeHi M.1. [Tuporosa;

kepiBHUK  LleHTpy  HEpBOBO-M’S30BHX  3aXBOPIOBaHb  Ta
3aXBOPIOBaHb NEepU(PEpUIHOT HEPBOBOI CHUCTEMU KOMYHAIHLHOTO
HEKoMeplliiiHoro mianpueMcTBa JIbBIBCHKOI 00JacHOi paau
«JIbpBIBChKaA 0OJTacHA KIIIHIYHA JIIKApHSD (3@ 3r0J1010);



Martromenko
Biramiit
MuxkomnarioBuu

Hazap Oxkcana
BacuniBna

OnpX0BUY
Haranis
BikTopiBHa

Octpononenp
Haranis
AnppiiBHa

[Tanpopa
Mapuna
IropiBHa

Tenera Tetrsaua
IBaniBHA

[MMaTuw1o0
AnHnpii
BanepitioBuu

[Ixnspcbka
Tersana
OnexcanapiBHa

npe3uaeHT biaroniiinoro ¢Gouay «JliTy 31 cniHAJIBHOIO M’ S30BOIO
atpodieroy» (3a 3roj1010);

3aBigyBay KadeIpu IUTAY0I HEBPOJIOTIi Ta MEIUKO-COLIAIbHOT
peabumitanii HamioHaapHOro YHIBEpPCUTETY OXOPOHHU 3I0pOB’S
VYkpainu imeni [LJI. lllynuka;

3aBiAyBauka jJabopaTopi€ero MeanuHoi reHeTuku CrienianizoBaHoro
MEMKO-TE€HETUYHOTO HEHTPY HamionansHO1 TUTSIOT
cnenianizoBanoi JikapHi «OXMAT/IUT» MinictepcTBa 0XOpOHH
310pOB’sl YKpaiHu;

TOJIOBHUM  CIEUIANICT BIAAUTY PO3BUTKY MEAHYHUX MOCIYT
JlenapraMeHTy MEAMYHUX MOCAyr MiHICTEpCTBA OXOPOHH
310pOB’sl YKpaiHu;

nikap-nieqiatp LlenTpy opdanHux 3aXBOpIOBaHbL Ta TEHHOI Teparii
HamionanbHoi autsyoi cremianizoBanoi gikapai «OXMATIUT»
MiHicTepcTBa OXOPOHHU 310POB’ s YKpaiHH;

bi3uaHUI TeparneBT KOMYHaJIbHOT'O HEKOMEPIIIHOTO
mignpueMcTBa  XapkKiBChkoi  oOmacHoi  paaum  «OOnacHMiA
crienianizoBaHnuii OyauHOK TUTUHH «[ mokpaty (3a 3rojioro);

3aBigyBay JlabopaTopii CraIkoBOi HEPBOBO-M SI30BO1 MATOJIOT1 Ta
TEXHIYHUX 3ac001B il KoOMIeHcallii qepkaBHOI yCTaHOBU «IHCTUTYT
HeBpostorii, mcuxiaTtpii Ta Hapkosorii HarionambHOi akagemii
MEIUYHUX HAyK YKpaiHu» (3a 3roAo10);

nikap-HeBposor lleHTpy opdaHHUX 3aXBOpIOBaHb Ta TEHHOI
tepamii  HamioHanpHOi  auTsA4oi  cmerianizoBaHOi  JIKapHi
«OXMATIUT» MinictepcTBa 0XOpOHHU 310POB’ S YKpaiHH.

MeToauuHuii cynposia Ta ingopmauniiiHe 3a0e3ne4eHHs

['ynenko
Okcana
IBaniBHa

[HIunkina
Onena
OnekcanapiBHa

HAaYaJIbHUK ~ BAAUTY  CTaHAapTH3allii MEIWYHOI  JOTIOMOTH
Jlep>kaBHOTO TiANpUEMCTBA «JlepKaBHUN EKCIIEPTHUN IIEHTP
MiHicTepcTBa OXOpPOHH 370pOB’S YKpaiHW», 3aCTYIMHHUK TOJIOBU
po00YOi TpyIH 3 METOAOJOTIYHOTO CYTIPOBOY;

3aCTyITHUK HayaJbHUKA BIAAUTY CTaHAApTH3aIli MEIUYHOI

nonomoru Jlep;kaBHoOro minpueMcTBa «JlepkaBHUM eKCIEPTHHUI

ueHTp MiHicTepcTBa OXOPOHU 3[I0POB’Sl Y KpaiHu».



EnextponHny Bepcilo JOKYMEHTa MOKHa 3aBaHTaXuTu 3 PeecTpy Menuko-
TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHAAPTU3AIlll MEIUYHOT JJOMIOMOTH, 1110 PO3MIIICHUM
Ha caiTi epxaBHOrO EKCIIEPTHOIO LIEHTPY MO3 Ykpainu
(https://www.dec.qgov.ua/mtd/home/).

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

Mimenko Tamapa  3aBigyBauka kKadenpu HEBpOJIOTii, ICUXI1ATPii, HAPKOJIOTIT Ta
CepriiBHa MEIUYHOT TICUXOJIOT1i XapKiBCHKOTO HaIlIOHAIBHOTO
yHiBepcutety iMmeHi B.H. Kapasina, 1.men.H., nmpodecop;
Moiceenko Paica  mpopekTop 3 HaBYaIBHOI, JIIKYBaJIbHOT pOOOTH Ta JTISJIBHOCTI
OnekcanapiBHa YHIBEpCUTETChKHUX KIITHIK HallioHaIpHOTO YHIBEPCUTETY
oxoponu 3710poB'st Ykpainu imeni [1.JI. [llynuka, n.mMen.H.,

npodecop

Ileperasin kiainiuHOi HacTaHOBHM 3amiaHoBaHo 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

HITTH
6MWT
AFO
HFMSE

gPCR
KAFO
MFM
MLPA
NGS
NIV

NREM
REM
RULM

TLSO
TREAT-
NMD
SMN1
SMN2

B1J1€0(D)JIFOOPOCKOMIYHE TOCTIIKEHHS KOBTAHHS
ractpoe3odareanbHa pedIroKkCHa XBopobda

JIOMAIITHE EHTEPAIbHE XapuyBaHHS

enekTpomiorpadis

1HIEKC Macu Til1a

KOHLEHTpAIlisl KpeaTUHKIHA3U

KJIIHIYHA HACTaHOBA

HEPBOBO-M’S130B1 PO3JIaIN

ITOBHOTEHOMHE CEKBCHYBaHHS

TTOBHOCK30MHE CEKBCHYBaHHS

poboua rpyrmna

pecnipaTOpHO-CUHIIMTIAIbHUM BIpyC

CTaHJaPT JIIKYBaHHS

criHajbHa M’s130Ba aTpodis

(GyHKITIOHAJIBHA 3aJTMIIKOBA EMHOCTD

(dopcoBaHa KUTTEBA EMHICTH JICTEHb

¢13uuHa Teparmis

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

IIBUJIKICTB TTPOBITHOCTI HEpBa

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

Pozmupena mikana QyHKI[IOHaTbHOT MOTOPUKH 3a ['aMmmepcMiToM
(Hammersmith Function Motor Scale Expanded)

KUJIbKICHA MOJIIMepa3Ha JaHIFOTOBa PeaKilis

opTe3 KOJIIHO-TOMUIKOBOCTOTHUM

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

HEIHBa3MBHA BEHTHJIALIIS 3 TIO3UTHBHUM THCKOM (non-invasive
positive pressure ventilation)

HE MBUIKUNN pyX odHHX s01yK (NOon-rapid eye movements)
MIBUAKUN PyX OuHUX s01yK (rapid eye movements)
NEPETISTHYTHIA MOYJTb JUISI OLIHKU PYyXiB BEPXHIX KIHIIBOK
(Revised Upper Limb Module)
TOpaKaJIbHO-TIOMO0-CaKpaIbHANA OPTE3

(treat NeuroMuscular Disease) riio6anpHa Mepexa eKCIEepTiB y
HEPBOBO-M’S30B1 3aXBOPIOBAHHS

I'€H BUKUBAHHS MOTOHEHPOHIB 1

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

Kniniuna nacmanosa (oani - KH) «Cninanvna m’szoea ampoghisy (0ani - CMA)
po3pobnena 6ionosioHo 00 Memoouku po3pobKu ma 6NPOBAONCEHHS CMAHOAPMI8
MEOUYHOT OONOMO2U HA 3Acadax 00KA3080i Meouyunu, 3ameepoxceroi nakazom MO3
Ykpainu 6io 28.09.2012 p. Ne 751 «llpo cmeopenus ma 6npo8ad’ceHHs MeoOuKo-
MEXHON02IUHUX OOKYMeHmie 3i cmanoapmu3ayii MeouyHoi O0OnoMo2u 8 cucmemi
Miunicmepcmea oxoponu 300pos’ss Ykpainuy, 3apeecmposanum 6 Minicmepcmai
tocmuyii Ykpainu 29.11.2012 p. 3a Ne 2001/22313 (3i 3minamu).

Cninanbna m’s306a ampo@)isi - ye 6adcKke Hep8O8O-M A308€ 3AXE80PIOGAHHS,
CnpuduHeHe Oepexmom 2eHa MOMOpHO20 HeupoHa eudcusanua 1 (SMNI).
3axsoprosanicmo cmanosums npudauzno 1 na 11 000 scusonapodscenux. Y 2007 poyi
Mixcnapoona kongepenyia 31 cmanoapmie nikyeanns CMA  onyb6aikyeana
KOHCEeHCYCHY  3aA8y  wooo cmanoapmy  naikyeanua CMA, wo  wupoko
BUKOPUCTNOBYEMbCA J 8CLOMY CBIM.

HHana KH € aoanmosanorw 0nsi cucmemu 0XOpoHU 300p08’s YKpainu eepcicro
ookymenmise 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 6ynu obpani pobouoro epynoio sax npuxiad HAUKPawoi NPAKMuKU HAOAHHS
Meouynoi oonomozu nayicumam 3i CMA i pymmyomecsi Ha OaHUX 0O0KA30801
MeOUYUHU U000 eheKmusHocmi ma Oe3neku MeOudHUx 3axo0ié ma OpeaizayiuHux
npunyunis ii HaoauwHs. Buxopucmarni Odicepena 6ynu obpami Ha 0CHOBI 00 €KMUBHUX
Kpumepiig OYiHKU 3 BUKOPUCMAHHAM MIHCHAPOOHO20 IHCMPYMEHMY — ONUMY8AIbHUKA
3 excnepmu3su ma oyinku nacmanos AGREE I1.

V yacmumni 1 npeocmaeneni memoou, euxopucmawui O0asi OOCACHEHHS YUX
pexomeHnoayit, a maxodc iHgopmayis wooo OiacHocmuxu, peadbinimayii,
OpMONeouyHo20 JIKY8AHHSA ma JIKYBAHHA XpeOma, YNpaeniHHA XapuyB8aHHAM,
KOBMAHHAM | WIYHKOBO-KUWUKOBUM MpPakmom. JIiKy8aHHs Je2eHb, HeBiOKIAOHA
0onomoaa, YpajiceHHs IHWUX Opeanie, emudHi NUMAHHI, TIKAPCobKi 3acoou ma 6niue
Hogux memooie nikyeanns CMA ob6eoeopwiomsca 6 uacmuni 2. Taxoorc
PO032110a0MbCs NUMAHHA eMUKU ma eubip naiiamueHoi, niOMpumMyouoi mepanii.

Aoanmayis KH nepeobauae enecenHs 00 He3MIHHO20 MEKCM) OPUCIHANbHOL
HACMAaHo8U KOMEHmMAapie pooo4oi epynu, y AKUX BI00OPANCEHO MONCIUBICb
BUKOHAHHA MUX 4u iHwux nonoxcenv KH 6 peanvnux ymosax cucmemu 0XopoHu
300po8’s Vkpainu, O0ocmynHicmv MeOUYHUX B6MPYYAHb, HAAGHICMb peccmpayii 8
Ykpaini nikapcoxux 3acobis, wo 3asnaueni 6 KH ma gionosionicme HopmamusHii 6a3i
w000 op2awnizayii HA0AHHA MeOUYHOI OONOMO2U.

Jlana KH — ye pexomenoayitinuii OOKyMeHm 3 HAUKpaujoi MeoOuuyHoi npakmuxu,
He NOBUHHA PO3YIHIOBAMUCS AK CMAHOAPM MeOUYHO20 JNIKYB8AHHA. JlompumanHs
nonodcenv KH ne capanmye ycniunozo niky8amHs y KOHKPEMHOMY 6URAOKY, il He
MOJICHA po32nsi0amu 1K NOCIOHUK, W0 BKAOYAE YCI HEOOXIOHI Memoou OiacHOCMUKU
ma JnikysawHs abo euxaouac inwi. Hacmanosu ne 6iOMiHAIOMb [HOUBIOYANbHOL
8i0N0BI0AIbHOCMI CREYIANICNIB 3 OXOPOHU 300P08 ' 34 NPUUHAMMA HAIEHCHUX PIUUEHb



8i0N08IOHO 00 06CcMABUH ma cmaHy Koukpemuozo nayicuma. Cneyianicm 3 0XOpoHu
300p08°s8 MaKodHc BIONOBIOAE 3a NePesipKy Npasusl ma Noa0NHCeHb, 3ACMOCOBAHUX 00
JIKApCobKux 3aco0ie ma MeOudHux eupooie, YUHHUX HA MOMEHM NPUSHAYEHHS MAaAKUX
MEOUYHUX MEXHONO2ILL.

Ocmamoune piuieHHsi CIoco8HO 8UOOPY KOHKPEmHOI KMIHIYHOI npoyedypu abo
naamy JAiKy8amHsA NOGUHEH Npuumamu JaiKap 3 YPaxy8auHAM KIIHIYHO20 CMAHY
nayieuma, Moxcaueocmel 05l NPOBEOEHHs OiacHOCMUKU mda  JUKY8AHHA Y
KOHKDEeMHOM) 3aKAA0i 0XOPOHU 300P08 Al.
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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 JlepekToM y reHi BuxuBaHHa MoToHeWpoHiB 1 (SMN1). 3axBoproBaHicTh
Ha CMA ctanoBuTh npu6iu3no 1 Bunagok Ha 11 000 xuBonapomxenux. ¥ 2007 porti
MuixHapogHa KoHQepeHIis 31 craHpapTHy JjikyBaHHa CMA  onyOnikyBana
KOHCEHCYCHUI BHCHOBOK WHIOJO CTaHAAapTy JikyBaHHd CMA, mo BIATOAI LIKPOKO
3aCTOCOBYETHCS 110 BCbOMY CBITOBI. ¥ 111 IyOJIiKallii MU 1I0/IaEMO OHOBJIEHHS Y IBOX
YacTMHAX 100 TE€M, OXOIUIEHHUX y MOMEpPEe/HIX peKoMeHAalisax. Y vacTuHi 1 mu
NOPEJICTABIIEMO METOJIM PO3POOKM LMX peKOMeHaaliid Ta iHdopmamio 0a0
J1arHOCTYBaHHs, peadiiTallii, OpTONneIuyHoi Teparnii 1 1oy Ha XpeOToM, a TaKoXK
JIKYBaJbHOTO XapuyBaHHs, 3a0e3MeyueHHs KOBTaHHS Ta JOIJIALY 3a ILTyHKOBO-
KUAIIKOBUM TPAKTOM. Y YaCTHHI 2 PO3IIIAIAI0ThCS KOHTPOJIb 3a (QYHKIIEIO TUXaHHS,
IHTEHCUBHA Teparisi, ypaKeHHs 1HIINX OpraHiB, €TUYHI MUTaHHs, JIKapChKi 3aco0u Ta
BIUIMB HOBUX BUIB JiKyBaHHs Ha 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

CminaneHi M’s30B1 atpodii (CMA) O0XOIUIIOITh TpyMy HEPBOBO-M S30BUX
pO37aiB, 0 XapaKTePU3YIOThCS JIeTeHepalicro alb(pa-MOTOHEHPOHIB Y CIIUHHOMY
MO3Ky 3 TIPOTpECHBHOIO arpodiero M’s3iB, chaOKicTio Ta mapamidem [1].
Hatinommpenima ¢popma CMA BukIMKaHa 1€ EeKTOM reHy BIKMBAHHS MOTOHEHPOHIB
1 (SMN1), mokamizoBaroro B 5q11.2-013.3 [2]. [lo mi€i hopMu HANEKUTH IMHAPOKHIA
CHEKTp (EHOTHUITIB, MO KIACH(IKYIOThCS B KIIHIYHI TPYNH 3a BIKOM Je0IOTY
3aXBOPIOBAHHS Ta MAaKCUMAaJbHOI JOCATHYTOI MOTOpPHOI (YHKIII: IyXe cradki
HEMOBJIIATA, He3JaTHI CUAITH Oe3 miATpuMKH (ThIl 1), HEXOASYl MAIliEeHTH, 37aTHI
CUJITH CaMOCTIMHO (THM 2), a TAaKOX XOJs4l MAIli€EHTH 3 Te0I0TOM 3aXBOPIOBAHHS B
auTssyoMy (Tl 3) 1 Jopociaomy Bill (Tuil 4).

Y 2004 pori MikHapogHa KOH(EPEHIlis CTBOpUJIA €KCIEPTHHH KOMITET, 0
ckimamy skoro yBidnumm QaxiBii 3 BuBueHHS CMA, 3 METOW MiATOTOBKHU
KOHCCHCYCHOTO BHMCHOBKY 11070 cTaHmapTy JikyBanHs CMA [3]. i BUBYCHHs
pPI3HUX AaCMHEKTIB JIarHOCTUKKA W JIKyBaHHs, TOJOBHUM YMHOM peaOumitaiii Ta
OpPTONEIUYHOTO OISy, 3a0e3neueHHs PYHKIIT AUXaHHs, OpTraHi3allii XxapuyBaHHs Ta
MajJlaTUBHOTO AOTJsy Oyiau CTBOpEHI pi3Hi pobouil rpynu. KoxHy rpyny ouositoBaiu
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0 J1Ba KEPIBHUKH, SIKI KOOPJMHYBaJIU POOOTY IHIIMX 3aMpOLIEHUX eKcrepTiB. [l
BUBYCHHS KOHCEHCYCHOI €KCIEPTHOI MYMKH Ta BH3HAYCHHS TEM IIMOJO0 SKHX HE
BIAJIOCS JOCSITTA KOHCEHCYCY, Ta SKi BHMArarmTh IMOJAJIBIIOTO TOCIIKEHHS,
BUKOpHCTOBYBayiacs Aenbdiiicbka metoauka (Delphi technique) [4].

3BIT 32 KOHCEHCYCHUM BHUCHOBKOM 1110710 cTanapty JikyBaHHs (CJI) CMA Oyro
onyomikoano B 2007 p. [3]. Biaromi pexoMeHpaamii MIMPOKO 3aCTOCOBYIOTHCS
JKapsSIMH y BCbOMY CBITi, OyJIM MepekIajeHi IHIMMMH MOBAaMH Ta TIOMYJSIPH3YIOThCS
rpynaMH 3aXHCTy MPaB MAIE€HTIB 1 MDKHAPOAHUMH OpraHizaimisiMu y cepi HepBOBO-
M’s130BUX 3axBoptoBaHb, TakuMu sik TREAT-NMD. HemoaasHo, 3 0osSIBOXO KITHIYHUX
BunpooyBanb CMA [5-8], pekomeHa11ii Tak0 BUKOPHUCTOBYBAIHCS B TPOTOKOJIAX SIK
€TaJIOH JJI1 00EPE’KHOCTI M1/l Yac y4acTi B KIIHIYHOMY BUIIPOOYBaHHI.

[IpoTsiroM OCTaHHBOTO JACCATUPIYYS 3’ SIBISAETHCS AeAani OUIbIIEe CBIIUYEHb 100
MOKpAIleHHs mepediry 3axBoproBaHHs 3a BciMa tumamu CMA [9-11]. Hasite npu
HalTsx41l popmi CMA, tuny 1, cioctepiranocs NiABUIIEHHS PIBHS BUXKUBAHOCTI SIK
pe3yabTaT OUIbII TPOAKTUBHOIO IMIAXOAY TMICHS BIPOBAKCHHS HEIHBa3WBHOT
BEHTWISIII Ta CHTEPAJbHOTO Xap4yyBaHHsS, 10 OyJIM  3amporoHOBaHi Y
nepiiopkepenax CJI [12,13]. IMoBipHO, 10 Take MOKPAIICHHS € pPe3yIbTaToM
peamizaiii pekoMeHIaIliid, HaBEJICHUX Yy KOHCEHCYCHOMY BHCHOBKY, a TaKOX
BJIOCKOHAJICHHSI MEJIHMYHOTO JOTJISTY, IO HE 3aBXKIM BiJTIOOPaKa€ThCsl B MOTOYHUX
myOJTiKaIlisX.

VY 1boMy AOKYMEHTI MU MOBIIOMJISIEMO MPO OHOBJICHHSI KOHCEHCYCHOI 3asBH 3
OTJISITy Ha HEOOX1HICTh BKJIFOYMTH HEI[OAaBHO OIYOIIKOBaH1 1aH1 Ta OUTBII 3araibHi
JOCSITHEHHST B TeMaX, PO3INIAHYTHMX B OpHUTiHANBHIM Bepcii. Takoxk J0/1aHO HOBI
aCIeKTH, TaKl sIK Ti, 1110 CTOCYIOTHCS HEBIJIKJIAIHOT IOTTIOMOTH, JTIKapChKUX 3ac001B 200
3aJIy4eHHs 1HIINX OPTaHiB.

IToTpe6a B OHOBIICHH] TaKOK OyJia BUKJIIMKAHA TIOSIBOIO KJIIHIYHUX BUIIPOOYBaHb
[14]. CxBanenns nepmioro npenapaty i jgikyBanHs CMA B rpynHi 2016 poky Ta
0araTooOII0Yl TIepIi pe3yJbTaTH IHIMUX KITHIYHUX BHUNPOOYBaHb 3MIHWIU TOUYKY
30py JIIKapiB 1 ciMeH, K1 Ternep OUIbII TOTOBI OyTH MPOAKTUBHUMHU B JIIKYBaHHI IIHOTO
po3naay, 0ocobJMBO mpu 1 THIII.

2. MetonoJoris

Jlo 1IbOrO OHOBJICHHSI BKJIIOUEHO JIeB’siTh TeM: 1. JliarHocTwka i reHeTuka 2.
dizioTeparris 1 peadimitaiis 3. OproneanvHe JTiKyBaHHS, CIOCTEPEKEHHS 32 POCTOM 1
cTaHoM KicTok 4. XapuyBanus 5. [IyneMoHoOT1YHE JTiKyBaHHA 6. [HTeHCHBHA Teparis
B YMOBax cTarioHapy 7. YpaxeHHs iHmux opraniB 8. Jlikapcbki 3acobu 9. Etuuni
MMUATAHHS 1 HAJTIaTUBHUN JOTJISAL.

Jl1st poOOTH HaJT KOKHOIO TEMOIO 0yJ10 BU3HAYEHO JIBOX KEPIBHUKIB, Y OLTBIIOCTI
BUTAKIB 10 oHOMY 3 €Bporu Ta 31 CIIIA, ki o9omtoBany BiAnoBiAHY 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 3anpouryBanucs (axiBili 3 yciX KOHTUHEHTIB, K1 MaJIu
myOJiiKalii Ha BiMOBIAHY Temy a00 BOJOAUIM 3HAYHUM JOCBiAOM y Mill cdepi Ta
BXOJIWJIM JIO CKJIaAy HAI[IOHAJIbHUX YU MDKHAPOJIHUX POOOUYHX TPYII.
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[lomyk miTepaTypd [AO3BOJIMB BHUSBUTH BCl JOTHYHI CTarTi, 0o Oyiu
KJ1acu(IKOBaHI 3aJIEKHO BiJl iXHBOI Y3TOJDKEHOCTI 3 MONEPEAHIMH PEKOMEHAALISIMU
[3], a Takok TOTO, UM MPEIICTABISUIMCS B HUX HOB1 200 BiJIMIHHI PE3YJIbTATH.

Koxxna pob6oua rpyna (PI') mpoBena 2 momepensi tenegoHHI KOHPepeHIii Ta
oHaliMeHiIie 2 cecii 3a enb(iiicbKOo METOJMKOI Ha OCHOBI IHTEPHET-TEXHOJIOT 1.
VY mepuiit cecii 3a Aenb(iCHKOI0 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 Opajiid y4acTb KEpPIBHMKM BCiX poOOYMX TpyII,
aHaNI3yBalIKCs Ta 0OrOBOPIOBANIMCS PE3YJIbTATH MEPEriialy HayKOBUX MyOiKauii Ta
nepmux JBOX ceciid. Jmsg aHamizy pe3ysbTaTiB BHKOPUCTOBYBAIKMCS HAaCTaHOBU
AMEpUKaHCBhKOT MealaTpU4HOi akajeMii mojo kiacudikaiii peKoMeHAaId s
KJIIHIYHOT pakTHKH [15].

VY koxHIM poOouiil rpymi Bcl TeMU OyJI0 MiJICYMOBAHO 32 TAKUMHU KPUTEPISIMU:
a) IOCSATHYTO 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, [0 BUMarajd TJIMOIIOr0 BU3HAYCHHS, PO SKi HArOJIOIIYBAJIOCS
i yac ceminapy. JeranpHa iHOpMaIlisl PO BUKOPUCTAHY METOIOJIOT1H0 HEIIOIaBHO
oIyOJTikoBaHa y 3BiTi ceMinapy [16].

Pesynpratt Oynmm  po3dineHl Ha MIAPO3JAUTM HAa OCHOBI  Kiacuikariii,
BUKOPUCTaHIN y BUXITHOMY KOHCEHCYCHOMY BHUCHOBKY. BpaxoByrouu Toil daxt, 1mio
NaIie€HTd 3 TUMOM 3, SKI BTpPATHIM 3JAaTHICTh IEpPeCcyBaTHCS, MOIUIIIOTH OaraTto
CIUIBHUX aCIEKTIB 3 MAaIliEHTaMU 3 THUIIOM 2, MPEICTABHUKH IIUX JABOX I'PYIT CITUIHHO
MTO3HAYAIOTHCS K «CHUIAU1 MAIlIEHTHY, TOI SK MAIEHTH 3 TUTIOM 3, SIKi HE BTPATHIIH
3IaTHOCT1 TIEPECyBATHCS, TTO3HAYAIOTHCS K «X0s41 naiieHTn». [lamientu 3 tumnom 1
[I03HAYAIOTHCS SIK «HECHUJIY] AIlIEHTHA.

2.1 Jliaecnocmuxa CMA

Hiarnoctuunuii mporec 111 CMA He 3MIHMBCS 3 Yacy OpUTIHAIBHOL
KOHCCHCYCHOI 3asBU [3], aje crama JOCTyNMHOIO OUThII TOYHA iH(OpPMAIS PO
TCHETHYHE MTOXOHKCHHS.

B mimomy, 3a BiICyTHOCTI mOMepeAHIX BHUMAAKIB B POJWHI, MPOIEC
JIarHOCTYBaHHS CIIUPAETHCS HA KIIHIYHI o3Haku. [lepBuHHE 00CTEKEHHS HEMOBIIST
BUSBIIIE TaKi KIIHIYHI O3HAKW, SK TIMOTOHIS, MPOTPECMBHA CHMETpUYHA 1
MIPOKCUMAaTbHA CIA0KICTh, 10 OUTBIIIOI0 MIpOIO Bpaskae HOTH, HIXK pyKH, 0€3 ypaKeHHS
M’s31B 0OJIMYYsI, TIPOTE YacTo 31 cladkicTio OynbOapHUX M s3iB. CroCTepira€Thes
TaKOXK CJIAOKICTh MDKpEOSepHUX M SA31B 13 BITHOCHUM 30epekKeHHSIM (DYHKITIT
nmiadparmMm, MO TOSCHIOE THUIIOBY <JI3BOHOMOAIOHY» GopMy TpyaHOT KIITKH 1
napajokcaibHUi TUTN AuxaHHsA. [lo4aTok y HACTYNMHOMY BIKOBOMY MEpIOAl MiCIs
TPYAHOTO BIKY MOJIOHUM YHHOM XapaKTEPHU3YETHCS TIMOTOHIEIO 1 MPOKCUMAILHOIO
C1a0KICTIO, aJie 3 MEHIIl BUPA)KEHUMU OyJIb0apHUMHU U pecripaTOPHUMU O3HAKAMM.

VY npubmnzno 96% narientiB CMA cipu4uHSIETHCS TOMO3UTOTHOIO BiICYTHICTIO
7-ro 1 8-ro ex30HiB y reni SMN1, a0o, B 1esIKUX BHIIaAKaX, TUIbKHA 7-TO €K30HY [2,17—
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20]. BimpImicTh MamieHTIB ycHaaKoBYIOTh neieriro rena SMN1 Big cBoiX 0aTbKiB; y
JiTepaTypl onucaHi CBiIueHHs Mpo de-novo nenenii B oAHOMY 3 ABOX anenei y 2%
naiieHTiB [21]. ¥ 3-4% namieHTiB MOXKyTh OyTH BUsBJICHI iHII MyTanii rena SMN1,
sSIK mpaBuIIo, 13 aeneriero SMN1 Ha inmomy aneni [22].

Pe3ynpraT momymnsuiiHUX AOCHIAKEHb CBiAYaTh MPO Bapialii YaCTOTHOCTI
HocliB aenemniit SMN1 - HaliBuIIIa YaCTOTHICTH HOCIIB JI€NEIli CIIOCTEPITa€ThCS CEPe]
IpeICTaBHUKIB MOHroJjioinHoi pacu (2,4%) [23]. Jlokyc SMN 1 Hamexuth 10
T€HOMHOI'O PETioHYy 3 1HBEPTOBAHOKO JYIUIIKAIIEI0 HA JIOACHKIM XpoOMOCOMI 5, sika
MicTuTh reH-napanor, SMN2. ¥V Bcix namientiB 3 CMA ren SMN2 HeymikomkeHuil.
[Ipore kubkicTh komiid reHa SMN2 y 3aranbHii monysnsiii nepedyBae B Jiana3oHi Bij

0 1o 4 Ha xpomocoMi 5. ¥V nayienmis 3i CMA 3a62cou npucymus wonatimerute I konis
2ena SMN2.

Komenmap pooouoi epynu:

Hativacmiwuii dianazon 1-4 konii, npome Kinvkicms Koniti moodce Oymu u
Oinbutoro, 0o 8. 'V orcusonapoosicenux nayienmie 3 5q¢ CMA ne 3ycmpivacmocs 0 konit
eena SMIN2. Taxi embpionu nesxcummeszoamui. Bxpaii msasckuii nepebie 3ax60pro8antsi
3 HAPOOJICeHHs, nompeba y OUXaibHill NIOMpUMYi, KOPOMKa uNCUaHicms — ye npo ()
mun CMA, a ne npo 0 konitu SMN2. IIpu 0 muni CMA 2en SMN2 npucymniu y 1 konii.

Jlowcepena:

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/PMC4785180/

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):7S9-7S14. doi: 10.1016/S0929-
693X(20)30270-0. PMID: 33357600.

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

B ocnoBi niarnoctyBanHs CMA 1nexaTh MOJEKYJSApHI T€HETUYHI aHATI3U.
Iemernynnii anamiz Ha SMN1/SMN2 € wan3BuyaiiHO HALIMHUM 1 HAJNEXKUTH 10

- NigrBepaxeHa CMA 3a
0 koni# nokKanisauiero y 5q

MLPA 1 konia CeKBeHyBaHHA SMIN1 myTauia
60 .
KniHiuna Tect Ha a EAVHOKPOBHICTbL
nigo3pa aeneuito qPCR >2 konii 6e3 myTauii
Ha CMA SMN1

MpOrHocTUYHE 3HAUYEHHA CTYNEeHA TAXKOCTI
CMA

. IHwi Buam CMA a6o
DOonyckaetbca 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). Tunosi

BUIIAKHA HE BUMararoTh BUKOHAHHS O10IIC1T M’ SI31B.
Man. 1 JliarHOCTHYHMIA anroOpuTM AJs cHiHanbHOI M’s30B0o1 arpodii (CMA: cniHampHa M’s30Ba

arpodis; SMN1: ren BuxuBaHHs MOTOHEeHpoHIB 1; SMN2: reH BikuBaHHs MOTOHEHpOHIB 2; HMP:

r Ocopy [ Confirmed 5q SMA X

MLPA SMN1 » 1lcopy —>{SMN1sequencing|—p{ mMutation
Clinical SMN1 :(I;R L , nsanguinity A | i psp————
suspect | __,| deletion |2 >2 copies
of SMA testing
SMN2 =P Predictive value of SMA severity d
| Allows immediate Other §MA or
"| inclusion in therapies NMD disorders
EMG, NCV, CK

!

Neurogenic pattern

v

NMD gene panel
or WES/WGS

HEpPBOBO-M5130B1 po3naan; EMI': enexrpomiorpadis; ILITH: mBuakicts nposimHocti HepBa; KK:

KoHIeHTpamis kpeatuHkiHaszu;,; [IEC: mnoBHoek3omHe cekBenyBaHHs; I[I['C: moBHOTEHOMHE

CEKBCHYBaHHS).
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Maan. 2 MikaucuuMIutiHapHud miaxia.

ITymsMoHOMOTIYHE
JIKyBaHHS

Heiipom’s130Bi
aCIeKTH /
peabimiTariist

IaTeHCHBHA
Teparmis

Koopaunarop

Opronenuine N y / VpaxeHHs iHImIX
JKyBaHHS A v opraHiB

) XapuyBaHHus, cTan
IUTYHKOBO-
KHUIIKOBOTO

TPaKTY i KiCTOK

JlikapchbKki 3acobu

Ak nmpaBwiio, y aitei i3 TunoM 1 12 Takox Hemae moTpedbu BukonyBatu EMI; 1e
00CTEKEHHS MOYKE JIOTIOMOT'TH TIPH JIIarHOCTYBaHH1 OUTBII XpOHIYHUX (DOPM, TIPH STKUX
dbeHoTun 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 JEKUTbKA BUHATKIB 13 cyTTEBO (B 10
pa3iB) MiABUIICHOI KOHIIEHTPAIIE€I0, TOMY IIeil TecT He OO0OB’S3KOBO BUKIIOYAE
miarHos [24].

«3010THM CTaHAAPTOMY» TeHETHUHUX aHami3iB Ha CMA € KUIbKICHUH aHaTI3 K
SMN1, Tak 1 SMNZ2 i3 BUKOpUCTaHHSIM MYJIbTHIUIEKCHOT Jlira3Hoi amrutidikamii JJTHK-
3oHAiB (MLPA), ximbkicHOi momiMmepasHoi maHioroBoi peakuii (qPCR) a6o
cexBeHyBaHHs HacTymHOTro okoaiHHS (NGS) [23,25-27]. 'omo3uroTHi aesertii SMN1
TaKOX MOXYTh OyTu BusiBlieHI 3a momoMoror0 PCR i3 HacTymHuUM pecTpUKIIHHUM
aHamizoM. lle# mMeTom € MIBHAMIMM 1 JCMICBIIMM Ta YacTO JOCTYIHUM y 0ararbox
71a00paTopisfx, MPOTe BiH HE J03BOJISE BUZHAYUTH KUIbKICTh Komiii SMN1 a6o SMN2.
Bongnowac, indopmaris mpo komi SMN1 € BakIMBOIO IS BH3HAYCHHS
TETEPO3UTOTHHUX JIEJIeIid, Toai SK Bimomocti mpo komii SMN2 € ictorHEMEU 1S
BU3HAYCHHSI TIPOTHO3Y W TEPAMEBTUYHHUX TT1IXO/IIB.

BincytHicTs 000X moBHuX Komiit SMN1 cTaHOBUTH OCHOBY JIJIsl TIaTHOCTYBAaHHS
CMA. fxmo HasiBHa numie | moBHA Koris, 1 KMHIYHUN QeHotun cymicHuit 3 CMA,
CIiJT BUKOHATH CekBeHyBaHHs iHmoro rena SMNI1, mo0 3HaiiTh iHINI TpUXOBaHi
myTarii. Skmo HasBHI 00unBi moBHI komii SMNI1, miarHo3 CMA € Ham3BUYaitHO
MaJIOMMOBIPHHUM, TIPOTE, SKIIO CIIOCTEPITa€ThCs SBHO BUPAKESHUN TUMOBUHN (DEHOTHUIT



16

a00 KpOBHa CIOPIHEHICTh, CIiJ BUKOHATH cekBeHyBaHHs reHa SMNI1. Sxmro
pe3yiabTaTh CEKBEHYBaHHs CBimuaTh npo Heymkokenuit reH SMN1 3a HasiBHOCTI
dbenotuny, xapakrepHoro st CMA, BkItouHO 3 Heiiporennowo EMI, ciif po3risaHyTtu
HAsIBHICTH 1HIIMX 3aXBOPIOBAHb MOTOHEHPOHIB.

Byno nmocsarHyTo KOHCEHCYCy, IO HaBITh 13 ypaxyBaHHSM TOTO, IO KUIbKICTb
komiii SMN2 He € cyTTeBoro nis niarnoctyBanHs CMA, 1iell MoKka3HUK CIIiJl BU3HAYATH
B ME)Xax CTaHJAPTHOI MPOIEyPH, OCKUIBKHU BiH € BAKJIMBUM YMHHUKOM, 1110 BIINBAE
Ha CTyHiHb TsOKKOCTI henotunny CMA [26,28-30] ([lomatkosa Tabmuist S1).

binbmricts mamienTiB 31 CMA tuny 1 marots aBi komii SMN2, namientu 31 CMA
tuny 2 1 tuny 3a (1e610T 10 JoCsITHeHHs 3-p1yHoro Biky) — Tpu konii SMN2, narienTu
31 CMA tuny 3b (1e010T micias JOCATHEHHS 3-piuHOTO BiKY) — doTupu Komii SMN2,
TOJI SIK TAIllEHTH 3 THUIMOM 4 - Bi 4oTHphoX J0 mectd komiii [26,30]. Xoua
CIIOCTEPITaeThCsl Mil[HA KOPEJISIis MK KUTbKICTIO Komiii SMN2 1 cTyneHeM TSKKOCT1
3aXBOPIOBAHHS, ICHYIOTh TaKOK BUHSTKH, TOMY B OKPEMHUX BHITIKaX KITbKICTh KON
SMN2 moxe He mependayatu CTyneHs TSKKOCTI (penorumy. Lle oOMexxeHHs ciin
3raJyBaTH IIPH MOBIAOMIIEHHI PO KUTBKICTH KOIii 400 MpY KOHCYJIHTYBAaHHI NAI[IEHTIB
YM TXHIX POAMH.

[Ile onHa mpuuMHa BHU3HAYATH KUIbKICTH Komii SMNZ monsirae B Tomy, 110
CHOT'OJIHI 1Ie¥ MMOKa3HUK BUKOPUCTOBYETHCS K KpUTEPiil HA0OpY MAIIEHTIB Yy KI1HIUHI
BUTIpOOyBaHHs [7,8].

Hassuicts SMN1 3 oHO9acHOO TOMO3UTOTHOIO BificyTHICTIO SMN2 - renoTu,
BUSIBIICHUN y TPUOJIN3HO 3-5% KOHTPOJIBHUX OCI0 - HE Ma€ OUYEBHUIHOTO 3HAYEHHS JJIs
denorumy [2,20]. HasBHICTH IIIOHAMMEHIIIE OJHOTO MOBHICTIO (DYHKIIIOHAJIEHOTO TeHY
SMNL1, 1o € TumoBoro cutyartietro s HocliB CMA, € 10CTaTHROIO JIJISl 3aXUCTY BiJl
CMA.

Od4eBuAHO, IO TEHETUYHE KOHCYJIbTYBAaHHS € BAXJIMBHUM IIiJl 4ac MOCTAaHOBKHU
JiarHo3y, Tak caMo SIK IICUXOJI0OT14HA MiATPUMKA POJIMH, 0COOJIMBO MIPH MOBIIOMJICHH1
npo aiario3 CMA Tturmy 1.

Komenmap pobouoi cpynu:

B Vkpaini nabopamoprna odiaenocmuxa CMA 30itichioembcs 3 BUKOPUCMAHHAM
KLIbKICHOI nonimepasHoi nanyio2oeoi peakyii (qPCR) ma/abo ananizy Kinbkocmi Konitl
SMNI i SMN2 i3 suxopucmaunsam MmyrvmuniekcHoi naieaznoi amniigixayii JJTHK-
30m10i6 (MLPA). Taxoowc docmynne nposedents cekgenysanus cena SMNI y eunaokax
He2amuHo20 pe3)ibmam)y NonepeoHb020 MeCmYB8aHHA I HASABHOCMI BUPAINCEH020
munogoco genomuny CMA. 3 17 ocoemus 2022 poxy 6 Vkpaini enposadicero
macosutl HeoHamanvHuul CckpuHine Ha 5q eapiaum CMA y nieniuHux i 3axiOHux
pezionax Yxpainu, a 3 24 keimua 2023 poxy — no eciu Yxpaini. Heonamanvnuu
CKPUHIHZ 30IUCHIOEMbCA 3 BUKOPUCTMAHHAM KIIbKICHOI NONIMEpasHol NaHy020801
peaxyii (qPCR). YV pa3zi euseneHHs no3umuHo2o pe3yrbmanty NiOmeepONCeHH s
0iacHO3y NPOBOOUMbC  WLIAXOM auanizy Kitekocmi xoniu SMNI i SMN2 i3
suxopucmanuim MLPA. Tlopsaook nposedenus maco8020 HeOHAMANIbHO20 CKPUHIHSY
Ha CMA 3ameepooicenuti naxazom MO3 Vkpainu 6io0 01.10.2021 poxy Ne 2142.
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Pioxicni eapianmu CMA, axi o6ymosneni mouxkosumu mymayiamu 6 2eni SMN1, 6 x00i
MACco8020 HEOHAMAILHO20 CKPUHIH2Y He BUABNAIOMbCSL.

2.2.Koumpons nepebicy: MincOUCYunIiHapHui nioxio

MUDKIUCUMIUTIHAPHUN TMIIXIJ € KIIOYOBUM €JIEMEHTOM KOHTPOJI0 Nepediry
3axBoproBanHsg y marientieB 3 CMA [1,3]. CMA — 1ne KOMIUICKCHUH po3jaj, Mo
nependayae pi3HI acleKTy AOMISIAY Ta 3aJy4eHHs pi3HMX (haxiBLiB, TOMY KOXEH 3
ACIeKTIB CIIIJI pO3TJIsiIaTh HE 130JbOBAHO, a B paMKax MDKIUCHUILUIIHAPHOTO MiXO1Y
(Mas. 2). Y MUHYJIOMY pPOJWHAM JOBOIWIOCS KOOPJIWHYBATH BCi OOCTEKCHHS Ta
BI3UTH, TIPOTE 3apa3 PEKOMEHAYEThCS, MO0 YCI 111 aCTIEKTH KOOPJIMHYBAB OJIMH JIiKap,
SK TPaBUJIO, HEBPOJOT ab0 JWTSYNMN HEBPOJIOT, SKOMY BIAOMO Mpo IMepeodir
3aXBOPIOBaHHS Ta TMOTEHIIMHI mpobsemu. lle M03BOMUTH crocTepiratd  3a
PI3HOMAHITHUMH acCIlleKTaMH, 10, SK BIiJOMO, € YaCTHHOI IPOrPECYBAHHS
3aXBOPIOBAHHS, a TAKOX, 32 MOYKJIMBOCTI, HaJaBaTH MPO( UTAKTUIHHH JTOTJISI.

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

3AXBOPIOBAHHS, Ha 2021-2026 DOKUY NPONUCAHO 00OMPUMAHHSL
MYTbMUOUCYUNTTHAPHO20 NIOXO0Y OJIs1 HAOAHHS MeOUUHOI OONOMO2U NAYIEHMAM, K]
cmpasicoaromeo Ha  pIOKICHI (opghanni) 3AX80PIOBAHHSL. Cmeopenns

MYObmMuUOUCYUuaninapuoi Komawou nepeobauerno Ilonodcennam npo  mepesncy
pegepenmuux  yewmpie 3 numaHb  PIOKICHUX  (OpghaHHux)  3axeopro8ams,
3ameepodicenozo Hakazom MO3 Vkpainu 6io 07.09.2022 poxy Ne 1620 «IIpo mepedicy
pedhepenmuux  yeHmpié 3 NUMAHb  PIOKICHUX  (OpaHHUX)  3aX60pPI08AHDY,
3apeecmposanoco 6 Minicmepcmsi rocmuyii Ykpainu 26 eepecns 2022 poky 3a
MNe 1119/38455 ma [lopsiokom nHadanus meouunoi 00nomo2u MyabmuOUCYUNIIHAPHOKO
KOMAHOOW0 peghepeHmHo20 yeHmpy 3 RUMansb piOKICHUX (Op@anHux) 3axeoprosamb,
3ameepodcenoco Haxkazom MO3  Vkpainu 6i0 30.03.2023 poxy Ne 597 «llpo
3ameepodicents Ilopadky HaoaHHas MeouuHoi 00nomo2u MYIbMUOUCYURTIHAPHOO
KOMAHOOI0 pehepeHmH020 YeHmpy 3 numansb pioKICHUX (Op@aHHUX) 3aX80PIOBAHDBY,
3apeecmposano2o 6 Minicmepcmsi wcmuyii Vipainu 14 keimua 2023 poxy 3a

MNe 624/39680.

2.3.Hepsoso-ms1306e obcmedicenHs ma 00CmedicenHsi ONOPHO-PYX08020 anapamy

Kniniuna ominka CMA BkIIIOYa€ BUKOHAHHA (PI3MKAIBLHOTO OOCTEXKEHHS 13
0COOJIMBOIO YBaror Ha ONMOPHO-PYXOBHI1 anapar 1 MoB’s3aH1 (PyHKI[IOHATIbHI PO3JIA/IH.
Bubip obcrexxensr BimoOpakaTHMe acTEKTH, IO € OUTBII JOPSYHUMH JUIS KOXKHOTO
cTyneHs TspkkocTi (Jlogatkosa tadmmrs S2).

Jlo HUX i BKIIOYHTH Pi3HI 3aCO0M OIIIHKK CHJIM Ta Jiala3oHy pyXiB cyrio0a,
BIJIMTOBIHI IIIKAJIK 3 OL[IHKK MOTOpHOI (hyHKIIiT [31-35], a TakoK TeCTH Ha IIBUAKICTH
JUISl MOHITOPUHTY THX acCleKTiB (PYHKIIOHAIBHOIO CTaTyCy, LIO0 BiI0OpaxaroTh
MOBCAKIACHHY AisuibHICTD (Tabmurs 1).

KBanigikoBaHuM o1iHrOBaYaM CJ1iJl BAKOHYBATH 111 00CTEKEHHS KOXKH1 6 MICSIIIB
SK CTaHJAPTHY TMPOIEAYPY, 3a BHHSATKOM OCOOJMBHUX OOCTaBMH, IO BHMAararoTh
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THIIIOTO MOAANBIIIOTO CIIOCTEPEIKECHHS.

PerynsipHuit MOHITOPUHT IIUX ACTIEKTIB JO3BOJUTH BIICTE)KYBATH MOKJIMBI 3MIHU
3 mepebiroM yacy, BU3HAuaTh cdepu, IO BUMAraTUMyTh BTPYYaHHS, a TaKOX
BIJIOBI/II Ha BTpy4YaHHs. BHUKOpPUCTaHHS HHUX OOCTEKEHb TaKOX JO3BOJIUTH
MOPIBHIOBATH OKpEMi pe3yibTaTH 3 TPAEKTOPIIMH NPOrPECYBAaHHS, MNpPO SKi
MOBIIOMIISIETHCS Y HEIIOAABHIX JociimpkeHHsx [36,37].

Komenmap pobouoi epynu: /lani oyinioeanHs 6x00sms 00 KomMnemeHyii iikapisa
@izuunoi ma peabinimayiinoi MeOuyuHu.

2.4.Peabinimayis

[IpoakTuBHUU minxiy peaduTiTalil, Yy TOMY YHCIl peryispHi cecii (i3uyHOi
tepamnii (PT), MOkKe BIUIMHYTH HA TPAEKTOPIi MpOrpecyBaHHs. Y JOCHIIKEHHSIX 32
y4acTi CUASYUX 1 XOASYMX MAIIEHTIB (PYHKIIIOHATBbHI 3MIHU IPOTATOM 12 MICSIIIB IS
BCi€l Koroptu Oyiau MiHIMaabHUMH, @ HE3HaUYHA KUIBKICTh CTATUCTUYHUX BUKHUIIB 3
OUTBII ICTOTHOIO BTPaTOl (PYHKIIOHAIBHUX BHUMIB MJISUIBHOCTI YacTo Oyna
npe/cTaBieHa MalieHTaMu 31 30UIBIICHHSM KOHTPAKTyp Cyrio0iB, panTOBUM
HOTIPIICHHSAM CKOJIi03y a00 HaaMIpHMM 30inblieHHSIM Macu Tina [36]. B iHmmx
nmyOIiKalisiX TOB1IOMIISIIOCS PO KOPUCTH 3aCTOCYBAHHS KOPCETIB, OPTE31B 1 PI3UUHUX
BrpaB [38—45] ([lomatkoBa Tabauis S3).

2.4.1. Hecuosui nayicnmu

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

(byHKITIOHATBHUX

MOJKJIMBOCTEM,

MIHIMI3aI{is

TOJICPAHTHOCTI JI0 PI3HUX MMOJIOKEHB (Tadmuis 1).
Tabmumsa 1
Peabimitaris: 00CTEKEHHS i TeparieBTUYHE BTPYYAHHS

NOpyIIeHb  Ta

OITUMI3aIlsd

OOcTexeHHs TepamneBTHYHE BTpydaHHS ACTeKTH 0TIy

Hecupmsai | Ioctypansuuit Tosuyionyeanns i opme3yeanms JIis mocsTHEeHHS

MaIie€HTH | KOHTPOJIb IllomeHHE BUKOPHUCTAHHS CHCTEM U | €(DEKTUBHOCTI OPTE3HU CIi
Ckomio3 CUJIIHHS, 3aCO0IB MATPUMKH BUKOPHCTOBYBATH TPOTATOM
BuBux creruaa ITOCTABH Ta MO3UIIOHYBaHHS, niepioay Bix 60 XBUIIMH 10
31aTHICTD TOpaKaJbHUX 1 IMUHHUX OPTE3iB IS 101 HOYI.

riepe0yBaTu B
HOJI0KEHH] CHUITYN
Hedopmarris
TPYIHOI KITITKH

MTPUMKH TOJOBH.

CraTu4Hi TOpakaibHI OPTE3N MAIOTh
OyTH obnagHaHi BOYJOBaHIMU
MPUCTOCYBAHHSIMH TSI
pecIipaToOpHOi MATPUMKH, B TOMY
YUCITi BUPi3aMU ISl )KUBOTA.

Tpusamicts cecii st
3a0e3redeHHs e)eKTUBHOTO
PO3TATYBaHHS Ta JTiara3oHy
PYXIB 3aJI€XKUTH BiJl TOTPEO
OKpEMOTo IaIi€HTa, CTaHy
Cyriio0iB Ta 3aBllaHb
peaOimiTarii.

KonTpakrypu (obcsr
pyXiB, TOHIOMETPis)

Posmszyseanns

[loneHHe BUKOPUCTAHHS OPTE3iB AJIst
BEPXHIX 1 HWKHIX KIHI[IBOK, OpTE3iB
JUISL PO3TATYBAHHS Ta MiATPUMKH
(yHKLIOHATIBHOT aKTUBHOCTI Ta
30UIBIICHHS aMILTITYJH PYXiB.
CraTuyni opTe3u: s
NO3MLIOHYBAaHHS 1 PO3TATYBaHHS
PEKOMEH1y€ThCsSl BUKOPUCTOBYBATH

MiHimallbHa 4acToTa ceciid i3
pO3TATYBaHHS Ta PO3MIUPEHHS
Jliana3oHy pyXiB CTAHOBUTH 3—
5 pa3iB Ha TUXKJIEHb

st nocsirHeHHs
e(eKTUBHOCTI MiHIMaJIbHA
4acTOTa OpTe3yBaHHS
CTaHOBHUTH 5 pa3iB Ha THKJICHb
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iMOOLTI3aTOPH KOJTIHA 1 IIIMHA 151
pyk. st po3taryBaHHS i
TIO3UITIOHyBaHHS MOXYTh
BUKOPHUCTOBYBATHUCS OPTE3U
TFOMIJIKOBOCTOITHOTO cyriioda (AFO)
1 KOJIIHO-T'OM IJTKOBOCTOITHI OPTE3U
(KAFO). [lns no3uiiionyBaHHs
BUKOPHUCTOBYIOTHCSI TOPAKaJIbHO-
moM00-cakpaibHi opresu (TLSO)
CTosiHHS 3 M ATPUMKOIO

CnaOkicTb M’s31B
(aHTHrpaBiTaIiiiHi
pyx)

[xanu
(byHKIIOHATBHOT
ouinku (CHOP
INTEND)

Po3BUTOK MOTOpUKH
(HINE)

Iliompumxa @yukyionarproi
axmueHoCmi i MOOITbHICID
BukopucTaHHs CUCTEM JIJIst CHJIIHHS 1
MOOLITBHOCTI

MoOinpHi omopu A pyK Juist
crpusiHHS (DYHKIIIOHATBHIN
AKTUBHOCTI BEPXHBOT KiHI[IBKH.

PexoMeHnnyroThest irpaiku 3
BHMHKAYaMH, JIETKi
Opsi3KaJIbLIst, 00JIaTHAHHS JIs
BaHH, aJalTOBaHI JIDKKA,
JIOTIOMDKHI 3ac00U J1Ist
BEPXHBOI KIHIIIBKH, a TAKOX
MMIOMHHKH.

3aco0u KOHTPOJIIO
HABKOJIMIITHLOI'O CEPEIOBUIIIA,
IIPUCTPOI CTEKEHHS 3a pyXaMHU
oueii, HeoOX1IH1 1)1
BUKOPUCTaHHS KOMITIOTEPIB 1
3a0e3revueHHs] KOMYHIKalIlil.
JInTsai BI3KH 3 BiIKMIHOIO
CIIUHKOIO Ta MOKJIMBICTIO
BCTAHOBJICHHS B
TOPU30HTAIBHE ITOJIOKCHHS;
CIICKTPHUYHI BI3KA MAIOTh OYTH
o0aHaH1 (QYHKIIIE
BIJIKMJIAHHSI/HAXUITY CITHHKH,
aJlanTOBaHi CHCTEMH JIS
CUIIHHSA

Cumaui
MaieHTH

IToctypanbHuit
KOHTPOJTb
Hedopmarrii cromm i
TPYIHOI KITITKH
CKkoJ1103 1 KOCHH Ta3
BuBnx crerna

Tosuyionyeanns i opme3yeanms
JL1st MATPUMKH TTOCTaBH 1
(hyHKITiOHATTFHOI aKTUBHOCTI
PEKOMEHIyEThCSI BUKOPHCTOBYBATH
TOpaKaIbHI OPTE3H.

3 MipKyBaHb O€3MeKH 1 mpu
TPAHCIIOPTYBaHHI IS MATPUMKH
TOJIOBH YacTO BUKOPHCTOBYIOTHCS
IIWIHI OpTe3u.

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

KonTpakrypu (obcsr
pyXiB, TOHIOMETPis)

Posmszyeanns

Jua migrpumkn (GyHKITIOHATBHOT
aKTHUBHOCTI Ta 00CATY pyXiB
BUKOPHCTOBYIOTBCSI OPTE3H BEPXHIX 1
HIDKHIX KIHI[IBOK.

Perynsipae po3taryBaHHs JUISTHOK 3
HiATBEPPKEHUM PU3UKOM PO3BUTKY
KOHTPAKTYp: KYJIbILIOBUH CYIi00,
KOITIiHO 1 TOMITKOBOCTOITHHAH CYTIIO00,
3a1’ACTKHU 1 KUCTI.

Jist mo3uLionyBaHHSI 1 HiATPUMKH
MOJIO’KEHHSI CTOSTYM PEKOMEHYEThCS
BUKOPHCTOBYBATH iMOO1Ti3aTOpH
KOJIiHa, OPTE3H FOMIUIKOBOCTOITHOTO
Cyriio0a i KoJIiHO-rOMIJTKOBOCTOITHI

MiHimMaabHa YacToTa
PO3TATYBaHHS 1 POIIMPEHHS
niama3oHy pyxiB: 5-7 pa3iB Ha
TWXKIeHb. [1iq yac
po3TaryBaHHs a0o MoOimizamii
CyriIo0iB ¢y 3a0e3neunTu
BHUPIBHIOBAaHHS CETMEHTIB
CyrII00iB BIIPOJIOBIK BCi€l
Teparrii.

CTOsIHHS 3 MTPUMKOIO Ma€e
TpuBaTH 10 60 XBUIIUH 3
MIHIMAJLHOI YaCTOTOK 3—5
pa3iB Ha THXKJICHB;
ONTHUMAJIbHA YacTOTa
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opre3u. /st nmepecyBaHHs 3
HiATPUMKOIO MOYKHA
BUKOPHCTOBYBATH OPTE3U AJIS
3BOPOTHO-TIOCTYMANBHUX PYXiB IPH
XOJIHHI 1 KOJIIHO-TOMLJIKOBOCTOITHI
oprte3u. J{i1st Mo3uIIOHyBaHHS
BUKOPHCTOBYIOThCSI TOPAKalbHO-
nroMO00-CcaKpaibHi OPTE3H 1 IHMHH
JUISL PYK.

CTaHOBHTH 5—7 paziB Ha
THXK/ICHb.

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

Iliompumxa @yukyionareroi
aKmMueHOCMI i MOOITLHICIY
BukopucTaHHs CUCTEM JIJIst CHJIIHHS 1
MOOLITBHOCTI.

BukopurcraHHs IpucTpoiB JIst
HaBYaHHA XOMIHHS Ta 3acO0IB JUId
nepecyBaHHs 3 MITPUMKOIO.
MoOiIbHI OIOpH TSl PyK JUIst
crpusiHHS (DYHKIIIOHATBHIN
AKTUBHOCTI BEPXHBOT KIHIIIBKH.

®Oi3uyHi BIpaBu MOXKYTb
BIUTMHYTH Ha (QYHKI[IOHAIBHY
aKTHUBHICTh, CUJTY, Jiara3oH
PYXiB, BUTPUBAIIICTD,
MOBCSIKJICHHY JTISUTBHICTD,
AKTUBHY 3QJIy4EeHICTb 1
BiZIUyTTS pIBHOBATH.
PexomeH1yeThCs TI1aBaHHS,
inoTeparnis i BUAU CIOPTY JUISI
oci0 Ha IHBaJIJHUX Bi3Kax. Y
BCIX CHUISIYMX ITAIL[IEHTIB
MaroTh OyTH €IeKTPUYHI Bi3KH
3 1H/IMBIAyali30BaHOO
MiJITPUMKOIO TTOCTaBH Ta
CHUCTEMAaMH JJIsT CUAIHHSA.
THOMI M cnadIIMX IMaIieHTIB
BI3KM MarOTh OyTH 00JIaHaHi
(GYHKINEIO BIIKUAaHHS/HAXUITY
CIIMHKH 1 HITHOMHUKOM
CUIIIHHSA.

[neansHUMY IS TIIATPUMKH
MOXJTUBOCTI CAMOCTIHHOTO
TIPUBENIEHHS B PyX Bi3KiB
CWJIBHIIIINMH ITAI[lEHTAMHA €
JIErK1 IHBAJTITHI BI3KH 3
PYYHHM TIPHBOJOM ab0
IT1ICHITIOBAYEM KOJIIC.

Xomsui
Mai€HTH

MoO1IbHICTh

Tectu Ha MBUIKICTD
Orinka
BHTPHUBAIIOCTI
(6MWT)

TTaninus

Ikamm
(hyHKITiOHATBHOI
ominku (HFMSE,
RULM)

Cna0OKicTh M’s131B
(cwITOBI TECTH)
KonTpakrypu (obcsr

pyXiB, TOHIOMETpist)

[Tocrypanbuuii
KOHTPOITb
Cxkomio3
BuBux crerna

Hiompumka @yHkyionanreHoi
aKmueHocmi i MOOLIbHICMb

Posmszyeanns

Tosuyionyeanns i opme3yeanns

JI1st XOoIsIuMX IMaIieHTIiB 31
CMA peKkoMeHTYIOThCS
aepoOHi (hi3nyHi BIpaBH Ta
3araJlbHO3MIiIIHIOBaJIbHI
BIIPABH.

[puknagu: InaBanus,
XOJIHHS, 13714 Ha BEIOCHUIIE],
fiora, irmmorepartisi, BECITyBaHHH,
SINTUYHI TpeHaxKepu/
opOiTpexu.

[Iporpamy TpeHyBaHb Ma€
PO3pOOIISITH Ta KOHTPOIIOBATH
¢axiBenp i3 pizmaHOT
peabiniraii abo
eprorepareBT, 00iI3HAHUH
moao CMA. OntumasbHa
TPUBAJIICTh a€POOHUX BIPAB:
moHarmenie 30 XBUJIH.
MinimainbHa yacrora: 2—3
pa3y Ha TUXKJIEHb,
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ontuMainbHa: 3—5 pasis. Crin
MiATPUMYBaTH THYYKICTh
HIISIXOM aKTHBHOTO
PO3TATYBaHHS 3 HIATPUMKOIO
Ta BUKOPUCTOBYBAaTH OPTE3U
BIJITIOBIJTHO JIO KOHKPETHUX
notpe0.

PexoMeHyeThCs
3aCTOCOBYBATHU MEBHY (HOopMy
BIIPaB Ha BiJJUyTTs PIBHOBATH.
OpTe3u HUKHBOI KIHI[IBKA
BUKOPUCTOBYIOTHCS JIJIsI
MiJITPUMKH TIOCTaBH 1
(GyHKIIOHATBHOT aKTUBHOCTI B
JIUISHI TOMUIKOBOCTOITHOIO
cyrnoba i koniHa. TopakanbHi
OpTE3U MOXKYTh
BUKOPUCTOBYBATH ISl
MiJITPUMKH TIOCTABH B
MMOJIOKEHHI CHISTINA

CHOP INTEND — rect ouiHKM HEHpOM'S30BHX MOPYIIEHb y HEMOBIAT, PO3POOJICHUI y AUTSAYIN JIKapHI IITATy
dinagensdist (Children Hospital of Philadelphia InfantTest of Neuromuscular Disorders); HINE — neBpomoriune
obcrexxenHs: HemoBJSIT 3a ['ammepcmitom (Hammersmith Infant Neurological Examination); AFO — opte3s
romisikoBocrorHoro cyrinoda (ankle foot orthosis); KAFO — konino-rominkoBocronuuit opre3 (knee ankle foot
orthosis); TLSO — topakansHo-10M60-cakpanbhuii opres (thoraco lumbo sacral orthosis); HFMSE — Posmmpena
mikana QyHkiioHansHoi Moropuku 3a ['ammepemitom (Hammersmith Function Motor Scale Expanded); RULM —
[epersasiHyTHii MOIYNTb ISl OIIHKM PyXiB BepxHix KiHiiBok (Revised Upper Limb Module); MFM — Ominka
moropHoi ¢yukuii (Motor Function measure); 6MWT — Tecr Ha xoainHs npotsirom 6 xBuinH (6 minute walk test);
CMA — cninasbHa M'si30Ba aTpodisi.

2.4.1.1. Posmsecysanusa. Bxirouae BHKOPUCTAHHS OpTE3iB 1 IIWH, aKTHUBHO-
JTOTIOMDKHUX 1 MAaCUBHUX METOJUK, (DIKCOBAHMX paM Il MIATPUMKH IOJIOKEHHS
JICKAYN/CTOSTYN/CTOSUN, a TAKOXK €TAIHOro TincyBanHs. Jjist crabinizalii mocraBu Ta
HIATPUMKH  (DYHKI[IOHATBHOI ~aKTUBHOCTI PEKOMEHIYETHCS  BHKOPHCTOBYBATH
TopakaibHi opre3u. 1100 MiHIMIZyBaTH pHU3UK acdikcii y MOJIOKEHHI CTOSYH 4aCTO
BUKOPUCTOBYIOTHCS IIHUWHI OPTE3W, 30KpeMa, ISl MIATPUMKH TOJOBH, OCKUIBKU
KOHTPOJIb TOJIOBH HEPIJIKO BIICYTHIN a00 HE IIITKOM PO3BUHYTHIA.

Oprte3n BepXHIX 1 HIKHIX KIHI[IBOK BHUKOPUCTOBYIOTHCS IS MiATPUMKH
(GYHKITIOHATBHOT aKTUBHOCT1 Ta aMIUTITYAH PYXiB.

2.4.1.2. [lo3uyionysanns. J1o cucteM Juis CHIIHHS Ta 3aC001B MiATPUMKH ITOCTaBH
CJIIJT BKJIFOYUTH 3aCO0W MIATPUMKHU XpeOTa 3a JOMOMOTOI0 BaJHMKIB, KpiCEeNI-MIIKiB 3
HAIMMOBHIOBAYEM, MOTMEPETHHO C(HOPMOBAHKX MOAYIIOK 00 KIIMHOMOAIOHUX OTIOP.

Takox pPEeKOMEHIYEThCS 3aCTOCYBAHHS 1HWBIyaTi30BaHMX Ta TOMEPEIHBO
c(hOpMOBaHHX CHCTEM [IJI1 CHJIIHHS B 1HBaJiJHUX Bi3Kax Ta IHIMBIAyaJIi30BaHUX
CUCTeM i crmaHHs. (s miATPUMKH MOOUTBHOCTI Ta MOKIIMBOCTI TEPEMIIICHHS
PEKOMEHIYEThCSI BUKOPUCTOBYBATH BI3KHU Ta €JIEKTPHUYHI 1HBAJIIHI BI3KU 3 (DYHKIIIEIO
MepeBEACHHS CIIMHKY B TIOXUJIE TTOJIOKEHHS Ta aIaIITUBHAUME CUCTEMAaMU JIJISI CHJTIHHS.

2.4.1.3. Mobinvnicme i ¢hisuuni enpasu. Jna miaTpuMkud (QYHKIIOHATLHOI
AKTHUBHOCTI PEKOMEHAYETHCS BUKOPHCTOBYBAaTHM TEXHIYHI 3aco0M peabOuriTamii Ta
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ajanTUBHE 00JIaJHAHHA. 3 METOIO MOKPAIIEHHS] KOMYHIKAIll TAKOXK PEKOMEHAYETHCS
BUKOPUCTOBYBAaTH MPHUCTPOi 13 CHUCTEMOIO BIJACTEXKEHHS pyxXiB odveil. Jleskum
HECHUJISIUMM TallleHTaM O€3MeYHO BUKOHYBAaTH BOJHI MPOUEAYpPHU 13 HAJEKHOIO
MITPUMKOIO TOJIOBH 1 1K1 Ta MOCTIMHUM HarJIsIOM.

2.4.1.4. @iziomepanin epyonoi xnimxu. DizioTeparnis TPYIHOI KIITKA €
BaYKJIMBOIO CKJIQJIOBOIO OLIIHKU Ta KOHTPOJIIO Mepediry 3axBoproBaHHs. Bona HabyBae
0COOJIMBOI Baru MpOTATrOM PO3BUTKY 3aXBOPIOBaHHs a00 MiJ yac MmepuonepauiiHux
NepiojiiB, a TAKOX SIK MNPOQPUIAKTUYHE IMYJIbMOHOJOIIYHE JIKYBaHHS 3 METOIO
CHOPUSIHHS OYMCTKU JIUXANBbHUX IUISAXIB Ta MOKPAIIeHHs BEHTW NI, [lo MaHyaibHIX
METOJIIB HaJeXaThb TMEpKycid, BiOpalis Ta TMO3ULIOHYBaHHS JUIsl MIATPUMKH
HOCTYPAJIBHOTO JIPEHAXKY.

Komenmap pooouoi epynu: @izuuna mepanis epyoHoi KIIMKU 8KIIIOYAE Y MOMY
yucai ambymepaniro.

Ambymepanisi 3acnHosana Ha 60YBAHHI NOGIMPS 6 Jie2eHi OUMUHU ULIAXOM
CMUCKAHHA MiwKka AmbOy 3 neenow cunoro i yacmomoro. Miwoxk Amby € pyuHum
anapamom 051 WmyyHoi eenmunayii secensb. Miwox Amby 0yeae mpbox po3mipis:
oopocauil, oumsayull i HeoHamanvHuu. Heonamanvuuii pospaxoeanuii Ha OumMuHy
8azoro 00 8 ke (oocsae miwka 280 mn);, oumsauuil - O nayienma 6i0 8 0o 30 ke (06cse
miwka 550 mn); dopocauii - 8i0 30 ke (obcse miwka 1500 mn). Basxcauso npaunvho
nioiopamu posmip! Memoouka 6uKOpUCMAHHA: YACMOMA HAMUCKAHHA NOBUHHA 8
KLIbKa pa3ié nepesuuy8amu 4acmomy npupooH020 OUXAHHS, MPUBANICINb CEAHCY: 10
2 00 5 xeunun. Kinbkicme npoyedyp Heobmedicena: NIAHO80 MiHIMymM 5-6 pazieé Ha
O0eHb, MOXNCHA KOJICHI 1-2 200unu. Ambymepanis oonomazae 8UBLIbHUMU Jle2eHi Gi0
MOKpomu, niosuwjye pigeHv KUcHi0 6 kposi (camypayuio (i) i 3HUJICYE piBeHb
gyenekucinoeo 2azy CQOi, 36inbulye 00’em po3nooiny NOBIMps 8 Ne2eHsX, 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 3AcCmoCO8YEMbC 3 MEmol0 CHPUSHHAL OYUCHKU
OUXANbHUX WIIAXIE MA NOKPAWEHHs SeHMUIAYIl Mexauiuni 3acobu — anapamu
neinsazusnoi eenmunayii necenv (HIBJI) ma cucmemu mexaniunoco xawmo (COUGH
ASSIST)  Inwi  mepminu:  incy@aamop-ekcygaamop,  iHcyghaamop-acnipamop,
BIOKAULTIOBAY-NEPKYCCOP, BIOKAULTIOBAY (HAUOIIbUL 8)CUBAHE).

(dorcepena: Inghopmayitino-memoouynuil mamepian (npusHavyaemvcs 0 Kypcie nioguujeHts
Keanigixayii nikapie 6cix pieHie, MeOUYHUX NPAYIBHUKIE, NaAYiEHMI8 (NIKIY8AIbHUKIE) camMoocsimiL)
CUCTEMA MEXAHIYHOI'O KALIIO (COUGH ASSIST), 2021 https://csma.org.ua/wp-
content/uploads/2021/09/info-PACK _BiznkanuitoBau.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 nayicumu

OcHoBHI 3aBiaHHs peaOuTiTalli CUAAYUX NAllEHTIB — 3aM00IrTH KOHTPaKTypam
1 CKOJIIO3Yy, a TakoK 30epiratu, BIJHOBIIOBATH Ta MIATPUMYBATH (PYHKIIOHAIBHY
AKTUBHICTH 1 MOOUTBHICT.

2.4.2.1. Posmsaeyeannsa. JIo TpuUHOMIB pO3TATYBaHHS HajeXaTb METOIHU, SIKI
MO>KHA 3/IICHIOBATH MaHyaJbHO, & TAKOXK 3 BUKOPUCTAHHSIM OPTE3iB, IIIMH, aKTUBHOTO
pPO3TATYBAHHS 3 MIATPUMKOIO, CTOSHHS 3 MIATPUMKOIO/(PIKCOBAHMX paM IS
MIATPUMKH TIOJIOKCHHSI CTOSYM 1 METOJMK TIO3WI[IOHYBAHHS, TaKUX SK €TaIlHe
rincyBaHHs. [IpuiioMu po3TsATryBaHHsS MalOTh BUKOHYBATHCA Ta (a00) KOHTPOJIFOBATHUCS
daxiBusgMu 3 Hi3udHOI Teparii abo eprorepaneBTaMu. baTbkH 1 MIKITyBaIbHUKU TaKOXK
MAalOTh MTPOUTH IHCTPYKTAXK 1100 BUKOHAHHS IOJICHHUX 3aXO0/IiB 13 pO3TATYBaHHS.

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

2.4.2.2. [losuyionyeanns. J1jisi MIATPUMKY MOCTaBU 1 PYHKI[IOHAJIBHOT aKTUBHOCTI
PEKOMEHIYETbCS ~ BHKOPHUCTOBYBATH  TOPAKaIbHO-TIOMOO-CaKpaibHi  OpTe3u. 3
MIpKyBaHb O€3IEKH 1 TPU TPAHCIOPTYBAHHI YaCTO BUKOPUCTOBYIOTHCS IIMIHI OPTE3H.
J1J1st TO3UITIOHYBAHHS 1 CTOSIHHS, @ TAKOK, 32 MOYJIMBOCTI, IIEPECyBaHHS 3 M ITPHMKOIO
BUKOPUCTOBYIOTHCSI CTATUYHI, TUHAMIYHI 1 (QYHKIIIOHAJIBHI OPTE3H.

CTosiHHS 3 MIATPUMKOIO € BKIWBUM JUJIS IIATPUMKH PO3TATYBAaHHS HUKHBOT
KIHITIBKH, a TaKOX JJIs MITPUMKH (PYHKITIM OpraHi3My 1 3JI0POBOTO CTaHY KICTOK, 1110
CIIpHsi€ aKTUBHINM 3a71y4€HOCT1 Y MIATPUMKY BEPTHUKAIBHOTO MOJOKEHHS, 1 MATPUMKHU
nocTaBu xpebra 1 Tyyoda.

2.4.2.3. MobinvHicmo i ¢hizuuni énpasu. Y BCIX CHUASYUX TAIIEHTIB MAalOTh OYTH
€JICKTPUYHI BI3KM 3 IHIWBIIYali30BaHOIO IMIJITPUMKOIO MOCTABH Ta CHUCTEMaMU ISl
cumiaHsA. OIIHKY 100 MOXJIMBOCTI BUKOPHCTaHHS EJICKTPUYHHX BI3KIB MOXYThb
MOYMHATUCSA JIO JOCSATHEHHS 2-piyHoro BiKy [46]. ImeambHUMM 1IJI8 MiATPUMKH
MOKJIMBOCTI CAMOCTIMHOTO TIPUBEICHHS B PYX Bi3KIB CUJILHIIIUMHU TAI[IEHTAMH € JIETK1
1HBAJIJIHI BI3KM 3 PYYHUM NPUBOJOM abo migcuiroBadeM kosmic. Cria 3a0X04yBaTh
IporpaMy TPEHYBaHb 1 3aX0JIiB, [0 CIPUSIOTh aKTUBAIlli M’s31B, OCKUIBKH 11€ MOXKE
BIUTMHYTH Ha 30€pEeKEeHHS Ta MOKpalleHHS (YHKIIOHATBHOI aKTUBHOCTI, CHIIH,
Jiana3oHy pyXiB, BUTPUBAJIOCTI, BIAUYTTS PIBHOBAru, MOBCAKIACHHOI MISUIBHOCTI, a
TaKOX 3aJTy4EHOCTI B HaBYAILHOMY 3aKJajl, CYCHUIBHUX 3axojax 1 mpodeciiHin
akTHUBHOCTI. Jl0 peKOMEHIOBaHUX BIIPAB IS CHISYMX IAIIEHTIB HAJIEKAaTh BOJIHA
Teparrisi, KOHIICHTPUYHI Ta eKCIICHTPUYHI BITPABH, a TAKOXK aepoOHi Pi3ndH1 BIIPaBH Ta
3arajbHO3MIIHIOBAIBHI BIIPaBU 31 CIIPOTHBOM 1 O€3.

2.4.2.4. Diziomepanin epyonoi knimku. Tak caMo K 1 1T HECUIAINX TAIIEHTIB,
dizioTeparnis TpyAHOI KIIITKH € BaXJIMBOIO CKJIAJ0BOIO OIIHKU Ta KOHTPOJIIO TIepediry
3aXBOPIOBAHHS, OCOOJIMBO /ISl CIA0KMX MAIIEHTIB 13 3aXBOPIOBAHHIM THUITY 2, SIK JJIS
npoUTakKTUKKA, TaKk 1 TMPOTITOM PO3BUTKY 3aXBOPIOBaHHS a00 Tim  dac
nepuonepaniiaux nepioais. MaHyaabHI METOIN CXOXKI 3 THMH, IO PO3TIISIATNACS JIJIS
HECHUJISTYUX MAIIEHTIB.
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Komenmap pooouoi epynu: @izuuna mepanis 2pyoHoOi KIIMKU 6KIIOYAE Y MOMY
yucai ambymepaniio, Memoouka HaAeedeHa )y NonepeoHboOM) KOMeHmapi pooouoi

epynu.

2.4.3. Xoosui nayicnmu

OcHOBHI 3aBJlaHHsI peaOuTiTaIlli XOIYUX MaIl€HTIB — 30epiraTu, BIIHOBIIIOBATH
ab0 miATpUMYBaTH (YHKILIOHAJIbHY AaKTHUBHICTh, MOOUIBHICTH Ta Jlala3oH pPYyXiB
CyrJ001B, a TAKOX MOKPAIyBAaTH BIIUYTTS PIBHOBArU 1 BUTPUBATICTb.

2.4.3.1.Ilpoepamu  mpenysanv/6udie  akmuenocmi. lIlporpama TpeHyBaHb
BKJIOUa€ 0araTo peKOMEH/1allli, 1110 BUKOPUCTOBYIOTHCSA JIsl CUASIYMX NalieHTiB. Kpim
TOTO, B TPOTpaMy TPEHYBaHb TAKOX CIiJ| BKJIIOYWTH TEBHHUI pPi3HOBHJ BIpPaB Ha
BITUYTTS PIBHOBArH, sIK B CTATU4HIH, Tak 1 B AMHAMIYHIN QopMi.

2.4.3.2. Pozmscysannss i nowupenns oOianazony pyxie. Jlo mnpuiiomi
pO3TATYBaHHS 1 MOMIMPEHHS ialla30Hy PYXiB Halle)KaTh MMAaCMBHE PO3TATYBAHHS Ta
aKTUBHE PO3TATYBAHHA 3 MiATPUMKOR. OpTe3W HIKHBOI KIiHI[IBKH IEPEBaKHO
BUKOPUCTOBYIOThCSL [IJIs1 30€pekeHHs MOOUIbHOCTI, MOCTaBM Ta (YHKIIIOHAIBHOT
AKTUBHOCTI TOMLUIKOBOCTOITHOTO CyTJIoOa 1 KojiHa. SIK mpaBwmiio, MiJ 4yac XOMIHHS
TOpaKaJTbHHUIA OPTE3 HE 3aCTOCOBYETHCS, OCKUTLKU BiH MOYKE MAaTH HETaTUBHUH BILINB
Ha 3JIaTHICTh JO MEpPEeCyBaHHA Ta OOMEXUTH €(pEeKTUBHI KOMIIEHCATOPHI CTpaTerii.
[Ipote 3a moTpedbu Ooro MoKHAa BUKOPUCTOBYBATH ISl MIATPUMKHU MOCTABH Tif Yac
CUIIHHA.

2.4.3.3. MobinvHicmes. Jlnst  3a0e3nedeHHs (YHKIIOHATBLHOT CaMOCTIHHOCTI
PEKOMEHIYEThCSI BUKOPUCTOBYBATH JIETK1 1HBAJIIHI BI3KH 3 PYYHUM IPUBOIOM abo
MiICKITIOBAYEM KOJIIC, SIKIIO BUTPUBAIICTh € O0OMEXeHOr. CX0KUM YMHOM, TaKOXK
MO>KHA PO3IISTHYTH MOXKJTUBICTh BUKOPUCTAHHS CICKTPUIHHUX Bi3KiB 200 CICKTPUIHHIX
CKyTepiB JJis 3a0€3MeUYCHHS He3aIe)KHOI MOOLILHOCTI Ha JIOBII 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 oyinioe po36umok pyxo8ux Ha8U4oK OUmuHy ma ix 6i0no8ioHicmas
8iKy oumunu. Buxopucmoegyemuocsa y oimei 3i CMA 1 muny gikom 6i0 2 0o 24 micayis.

UlIxana Bayley (Bayley Developmental Infant Scale) mooughixosana ons dimeii 3i
CMA 1 muny oyintoe eeauxy momopuxy y oimeu y 6iyi 0o 42 micayis. He moorce oOymu
suKopucmana OJs OYiHKU Oimel, wo He 30amui cudimu 3 niOMPUMKOIO abo
CAMOCMINIHO MIHIMYM 5 CEeKVHO.

llxana MFM (Motor Function Measure) oyinwoe Gizuuny axmusHicms )
nayienmis 31 CMA 2 ma 3 muny. MFEM-20 micmums 20 nynkmis, 6uxopucmosyemscs
o751 dimetl 8ikom 8i0 2 00 7 pOKi8.

MFM-32 mae 32 nynkmu,; suxopucmosyemucs y oimetl 3 6 pokie (abo pauiuie 3a
YMOBU PO3YMIHHS | BUKOHAHHS OUMUHOI IHCIMPYKYITL).
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11i0 wac mecmyesanns 3a wkanoro MFM moociuse po3xpumms (yHKYIOHANbHUX
Modciugocmeti abo pyxie, npo ki nayienmu/onikynu He 3Haoms. Lle 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 Ons Oyce CaaOKux
nayienmie 3i CMA ys wxana ne adanmosana — 6onu ompumyroms (0 abo 1 oan.

Ilxana RULM suxopucmogyemvbcs 0151 OYiHIO8AHH MOMOPHOIL (DYHKYII 6epXHIX
Kinyieok y dimeti ma oopociux 3i CMA 2 ma 3 muny, 6 momy uucni npu nepexooi 3
X0054020 cmawny 6 Hexoosuuu. OYiHIOIOMbCA PYXU 8 NIeY08UX MA JIKMbOBUX CY2100aXx,
3an’icmKy ma Kucmi.

Tecm 6-mu xeununnoi xo00vo6u (6-Minute Walk Test) owyinoe @isuuny
BUMPUBALICIb HA OCHOBI NPpoldeHoi ducmanyii 3a 6 xeunun y nayicumis 3i CMA 3-4
muny.

2.5.0pmoneduuna mepanis

2.5.1. Bedenns oepopmayiti xpebma

2.5.1.1. Hecuosaui nayienmu. Jlotenep JiKyBaHHS XpeOTa K MOKIJIMBOTO BapiaHTy
BEJICHHSI HECUASYUX TAIIEHTIB 00rOBOPIOBAIOCS PIAKO 3 OTJIAY Ha IXHIO OOMEKEHY
BIDKHMBAHICTh, 3a BHUHITKOM TAI[I€EHTIB 31 CTaOUIbHOIO (YHKIIE JUXaHHS 1
xapuyBaHHs [3,47]. Mo)XHa BHUKOPHCTOBYBATH CIICIlialibHi KOPCTKI OpPTE3H, IO
3a0e3neuyioTh MepeOyBaHHS B IOJOXKEHHI CHUASYM, SKIIO BOHUM HE 3arpoKylOTh
nereneBi Gyukiii (Mat. 3). {5 mogaasIoro crmocrepexeHHs 3a TAKUMHU TallieHTaMu
MO’KHa 3acTocoByBaTH KyT KoO0Oa B mosokeHH] jieskayu ado B MOJIOKEHHI CUISIUU 32
JOTIOMOT 010 opTe3a TyiyOa [47]. ITosiBa HOBUX BH/IIB Tepallii, 1110 MiIBUINYIOTh PiBEHb
BHPKMBAHOCTI Ta MOKPAIIYIOTh 3arajibHe (YHKIIOHYBaHHS [/,8], MIBUAKO 3MIHIOIOTH
CIieHapii JiIKyBaHHS XpeOTa JJIsl TAKUX TaIli€HTIB.

HniHiune o6cTe:eHHA
xpebTa

PentreHorpadgia

xpebra
I . . | _ ]
Axwo =15—-20° =507
A Hu'l'o. = 20° JaRALARLHE, Po3rnAHLTE XipypriuHe
MoHiTopHHr OpTesysaHHa i
MOHITOPpHMHI BTPYy4JYaHHA

[
| |

¥ mauwieHTIB, AKI He focArnm - - -
CHEeNeTHOT 3pinocTi, po3rnAHLTe ¥ nayienTiB, AKI focArIM
2ACTOCYBAHHA ZPOCTAHOUMX CKeneTHOoI 3pinocTi:
crep:Hie, VEPTR, marHiTHMX
CTepHHHIB CNOHAMNOAES

Man. 3 Benenns nedopmaniii xpedbra (VEPTR: Vertical Expandable Prosthetic Titanium Rib,
BEPTUKAJIbHE PO3LINPIOBATIBLHE OPTONEANYHE TUTAHOBE PeOpo).

2.5.1.2. Cuosui nayienmu
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2.5.1.2.1. O6cmesicenns. CkoIio3 HaJall € HAJ3BUYAUHO MOMIUPEHUM Y JIiTeH 3
CMA Ttuny 1 1 2. 3axBoproBaHicTh cTaHOBUTH 60—90% 3 moyaTKOBUMH MPOSIBAMU B
panHboMy gutuHCTBI [1,48]. IIpoTsroM JUTHHCTBA TOCTIHHO TMPOTPECYIOThH
riNOTOHIYHI BUTMHM XpeOTa. VY OUIBIIOCTI NAII€HTIB TaKOX PO3BUBAETHCS
TOpaKaJbHUM Ki()03 PI3HOTO CTYMEHS.

B pamkax ctanaapTHUX KIIHIYHUX OOCTEKEHb CJIiJi BUKOHYBATH OIS XpeOTa.
Skio nmpu BUKOHAHHI TECTY HA HAXWJ BIIEpE] B IMOJOXKEHHI CUISYU a0O0 CTOSYU
BUHHKAE MiJ103pa Ha KiPOCKOII103, CJIiJI BAKOHATH PEHTTEHOTpaMu XpeOTa B MepeIHbO-
3aHIA 1 O1YHIN mpoekuii y HaWOUIbII MPSAMOMY MOJOKEHHI, SKOTO MOKE JOCSIITU
OKpeMHUil TaiieHT (TOOTO B TMOJOXKEHHI CUASYM I JITeH, SIKI MOXYTh CHUIITH
CaMOCTIIHO, B TIOJIO’KEHH]1 CTOSTYM JJ1s1 manieHTiB 31 CMA tumy 3) 3 MeTOI0 BUBHAUNUTHU
1 TpeJICTaBUTU B KUIBKICHIM ¢opMi cTymiHb Aedopmariiii xpedTa B KOpOHApHIN 1
caritainbpHii wionuHi. Y namientiB 31 CMA tuny 1 1 2 MOHITOpUHT cKkoJ1103y >20° ciin
3IACHIOBATH KOXH1 6 MICSIIB 0 JOCSITHEHHS CKEJIETHO1 3pUIOCTI 1 HIOPOKY Micis
JOCATHEHHSI CKEJIETHO1 3piocTi. YacTo pekOMEeHIyeThCs 3aCTOCYBAHHS OPTE3iB CIIMHU
JUTSL ATPUMKH TIIMOTOHIYHOTO TyJyOa 1 JIIKyBaHHS cKoJio3y >20°, oco0nuBo y aitei
31 3HaYHKUM 3amacoMm pocty [42,49]. KoHceHCyCy MO0 TUIY OpTe3a HE JOCITHYTO,
OCKUTbKH PEKOMEHAYBAJIUCA SIK KOPCTKI, TaK 1 M'AKI TOpaKaJbHO-TIOMOaIbH1 OpTE3U
CTIMHH.

2.5.1.2.2. Xipypeiune empyuanns. OpTe3yBaHHs € AJTIaTUBHUM BTPYUYaHHSM, SIKE
HE 3JIaTHE 3aTpUMaTH NporpecyBaHHs Acdopmarrii xpedra [49,50]. 3 ornsany Ha 1e
HEPIIKO € TOKa3aHWM 3aCTOCYBaHHS XpeOTOBOrO0 1HCTPYMEHTApil0 3 METOI0
30epeKeHHsI PIBHOBAru TyJyOa, BUPIBHIOBAHHS BUKPHBJICHOI TPYAHOT KJIITKH IS
HOiATPUMKH JTHXadbHOT (PYHKIIT Ta MOKpalleHHs 3arajibHoi skocTi »)uTTsa [50-55].
PimenHss 1mpo  3acTocyBaHHS ~ XIpypriyHOTO  IHCTPYMEHTapit0 Ha  XpeOTi
3aTBEPIKYETHCA TIEPEBAKHO 3 ypaxyBaHHSM CTYIEHS BUTHMHY (a caMe BEJIMKHHI KyT
Ko66a >50°) ta mBuakocti mporpecyBants (>10° na pik). CiniJ Takox BpaxoByBaTu
IHIIII YWHHWUKW, TakKl SK TMOTIPIICHHS JUXajdbHOi (YHKINI, mapacosenoiona
nedopmaris pedep, rinepkido3, a Takok HeOakaHWW BIUIMB Ha (PYHKIIOHAIBHY
MOOLTBHICTh, KOCUW Ta3 1 MOPYIIEHHs PIBHOBAru Tynayoa. (s OmiHKU XipypriqyHOro
PU3MKY 1 BU3HAUCHHS MICISONEPAIifHOT pecmipaTOpHOi Tepamii CIia pO3TIISTHYTH
MOXKJIMBICTh BUKOHATH JOCIHIDKCHHS (YHKIT 30BHIIIHBOTO AMXaHHS SK YAaCTUHY
nepeonepariiHoro 00CTEKEHHS.

Byno nocarnyTo KkoHCEHCyCy, 10 XipypriuyHe JiKyBaHHs qedopmartii xpedTa ciif
BIJIKJIACTH J0 JOCSATHEHHS 4-piuHoro BiKy (J/logaTkoBa Tabmuis S4).

VY mamienTiB momomamre 8-10 pokiB, SKi HE AOCITIIM CKEJICTHOI 3pinocmi, CHiA
PO3TIITHYTH MOKJIMBICTh 3aCTOCYBAaHHS «aJIallTOBAHOTO /IO POCTY» IHCTPYMEHTApiio,
AKUW CcTabuTi3ye Ta TOKpamye cTadH jaedopmarii xpeOta, BOJHOUAC HE
nepemko/pKaodn - pocty  xpeora  [3,50,52,56-60]. ns 3MeHmIeHHs ToTpeOn
MOBTOPHUX XIPYPriYHUX BTPY4YaHb OCTAHHIM YacOM IMiITPUMYETHCS 3aCTOCYBaHHS
MarHiTHO-KOHTPOJBOBAHMX  3pOCTalOUWX  cTepkHiB [61l] sk  anmbTepHaTHBH
TPAAMIIIHHAM 3pPOCTAIOYMM CTEPXKHSM, III0 BHMAralTh BUKOHAHHS TOCTITOBHUX
XIpYpPrivHAX MPOIEIYp i3 oIoBKeHHs [62—65]. UneHnn ekcrepTHOT rpyIH BOJIOIIIOThH
BIIMIHHUM MPAaKTUYHUM JOCBIIOM IIIOJIO JIIKYBaHHA JdiTeld BikoM 8-12 poOKiB;
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XIpypriuyHui miAXia 3aJIeKUTh Bl KIHIYHUX 3MIHHUX, OCOOJIMBO CKEJIETHOT 3p1IOCTI
Ta 3amacy pocty xpeOra. Y mamieHTiB BikoM 12 pokiB abo crapiiie, siki Maike 10CAran
CKEJIETHOI 3pUIOCTI, CJJI BUKOHYBAaTH IMOCTIMHUM 3aaHIA CHOHAMIIONE3 3
BUKOPUCTAaHHSAM  MOJBIMHOIO  CTEpXKHS, 0araToCerMeHTHUX KOHCTPYKLIA 13
MOIIMPEHHSIM Ha Ta3 abo 0e3 HbOro, 3aJIEKHO B TOro, YU HAJICKUTh Ta3 J0
CKOJII03HOTO BUTHHY [66]. He3Baxkarouu Ha BiJICYyTHICTh OMyOJIIKOBaHUX JIOCIIIKEHb
I0JI0 3A1MCHEHHS 1HTPATEKAJIBHOIO JOCTYIY Y HAII€HTIB, SKUM BCTaHOBIIIOETHCS
XpeOTOBUI 1HCTpYMEHTapii, OyJ0 JOCATHYTO KOHCEHCYCY, L0 JUIsl 3A1MCHEHHS
IHTpaTEKAJIBHOTO JOCTYIY, HEOOX1AHOTO JJIsi BBEJACHHS HEIIOJAaBHO 3aTBEPKEHUX
JIKapChKUX  3aco0iB, TaKWX SIK HYCIHEPCEH, a TaKOoX AaHTHUCMHCIOBOTO
OJIITOHYKJICOTHY, SIKUH HE MPOXOJUTh reMaroeHuedaniyauii 0ap'ep, Ha cepeIuHHIN
JHIT CIiJ] 3aJMIIUTH HENPUKPUTUMU OJWMH ab0 JBa CepeaHbO-IIOMOANIbHI PIBHI.
Pimenns mpo mepexij Bi aganTOBAaHOTO JO POCTY IHCTPYMEHTApPI0 0 MOCTIHHOIO
3aIHLOTO CIIOHAWIIOJNE3Y CIIiJ] IPUUMATH Ha 1HAUBIIyalIbHIM OCHOBI.

2.5.1.2.3. Jlepopmayis epyoHoi xiimku, mopaxaibHa HeOOCMAmHIiCms | cmau
nieceHb. BHacninok cinabkoi M’s30BOi MIATPUMKU TyinyOa 1 TOpakajlbHOI JUISHKA Y
miteit 3 CMA crnocrepiraerbcsi MMiJIBUIIEHA 3aXBOPIOBAHICTh HA TOpaKaJlbHY
HEJOCTaTHICTh, K PE3yJbTAaT CKOJMI03Y 1 Aedopmallii pedepHOro Kapkacy rpyaHoOl
kaitku [50,67]. Komarc pebep (3a MexaHI3MOM CXOKHH Ha CKJIaJaHHS IapacoJii)
BUKIIMKA€E «Imapacoyiennofiony» nedopmarito pedep [53,54,67—69]. Pesynpratn
PETPOCTIEKTUBHOTO JOCIIPKEHHS JITeH 3 TIMOTOHIYHUM CKOJI1030M, SIKI OTPUMYBAIH
JIKyBaHHS 3a JOTMIOMOTOI0 pebepHux abo XpeOTOBUX aJalTOBAHUX JIO POCTY
IHCTpYMEHTAJbHUX CHCTEM, CBiY4aTh NPO IXHIO cJa0Ky eQeKTUBHICTh N[00
MOKpaIeHHs Mmapacojenoaionoi nedopmariii pedep abo 301IbIICHHS EMHOCTI TPYIHOT
KJIITKH, TOMY 3aCTOCYBaHHS TaKMX CUCTEM HE PEKOMEHIYyeThes [67].

2.5.1.2.4. HecmabinvHicme Kyavuiosozo cyenoba. HecTabiTbHICTS KYIBIIIOBOTO
cyriioba € mommpeHor mpobiemoro y mamieHTiB 31 CMA [3,50,55,70]. V nekinpkox
MOTIEPEHIX  JOCHIDKEHHIX  PEKOMEHIYEThCS HE  BUKOHYBATH  XIPYPriuHy
PEKOHCTPYKIIiIO; B IIUX JOCIIDKCHHSIX BIIMIYA€THCSI, IO KYJBIIOBI CYyrio0H, Ha SKUX
OyJ10 BUKOHAHO XIpypridyHe BTpyYaHHs, JIEMOHCTPYBAJIU TCHJCHIIIIO JIO ITOBTOPHOIO
3MilIeHHS a00 BUBHIXY, a TMATOJOTiA KYJBIIOBOTO CYrio0a pPiIKo BUKIMKaNa OUIh
[3,50,55,70]. ITpoTe 11i TOCITiPKEHHS HE BPaXOBYBAJIA CYYaCHUX XipYypridHHX METOJIB,
a TaKO)K HE OIIHIOBAJIM MOJIOJMX TAIlIEHTIB 1 MAIIEHTIB CEPETHBOTO BiKy. XipypriuHe
JKyBaHHS OJTHOCTOPOHHBOT 200 TBOCTOPOHHBOI HECTAOUTBHOCTI KYJIBIIIOBOTO CyTiI00a
CJTi1 BAKOHYBATH TUIBKH Y TIAIIIEHTIB, K1 BIIUyBalOTh 3HAYHUHN O1J1b.

2.5.1.2.5. Koumpaxmypu. KoHTpaKkTypH € mommMpeHnMu cepe namieHTiB 31 CMA
BHACTIZIOK 3MEHIICHOTO [iama3oHy pyXiB, TPUBAJIOro TNepeOyBaHHS B OJHOMY
MOJIOKEHHI Ta aroHiCTUYHO-aHTArOHICTUYHOrO0 M’si30Boro aucoOamancy [50,71,72]. 3
(GYHKITIOHATBHOTO 1 CUMITOMATHYHOTO TOTJISIY KOHTPAKTYPHU MOXYTh BUKIIMKATH
OUTh Ta MPUTHIYYBAaTH (DYHKITIOHAJIEHY aKTHBHICTH y mamieHTiB 3 CMA [24,42—-46,71—
75]. KoncepBaTHBHE JIIKyBaHHS KOHTPAKTyp CYIJIOOIB pPO3IJISHYTO B PO3JILTI,
npuCBsiUeHOMY peadinmitanii [24,42—46]. XipypriuHe JiKyBaHHS KOHTPAKTYp BEPXHIX
a00 HMKHIX KIHIIIBOK CJI1JI pO3TJIA1aTH, KOJIM BOHU BUKJIUKAIOTh 0171 200 MOPYIITYIOTh
(yHKIIOHAJIbHY aKTUBHICTb.
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2.5.1.2.6. Jlixysanusn nepenomie. Y niteit 3 CMA tuny | 1 2 mommpeHuMH €
MATOJIOT14HI MEePETOMH, BUKIIMKaH1 0€3/11sNIbHICTIO, OCTEONOPO30M 1 HU3bKUM PIBHEM
BiTaMiny D. /{1 HEXOAsUMX Malli€HTIB 3arajJoM PEKOMEHAYIOThCS 3aKpUTI METOAM 31
3HEPYXOMJIEHHSIM 3a JOTIOMOT'OI0 TIMCOBOi OB’ 13K, IPOTE CJI1[ YHUKATH TPUBAIOTO
3HEpYXOMJIEHHS (>4 TH)KHIB), LI0 TOTIPIIyE M’S30BY aTpodild Ta OCTEONOpPO3
BHACHIZOK O€3A1sUIbHOCTI. XO/s4l MAali€HTH 3 MepeIoMaMM JOBIMX KICTOK HUKHIX
KIHI[IBOK 1 HEXOJsA4l MAaI[lEHTU C TMepeJoMaMu KyJbIIOBOIO Cyrjioba 3arajiom
OTPUMYIOTh ~ KOPUCTh B  XIpypriyHoi  cTabumizamii 3  BUKOPUCTAHHIM
IHTpaMenyIsIpHUX CTEpKHIB a00 MOCTONOMIOHMX TUIACTUH JUIsl  HEraHOro
BIJTHOBJICHHsSI CTAaOLIbHOCTI KICTOK, W00 OTpUMATH MOXJIUBICTh 30UIBIIICHHS
Jiana3oHy pyXiB KIHIIBKM Ha paHHbOMY €Tall 3aXKUBaHHS Ta 3a0e3nedyeHHs
IPUCKOPEHOTO 3POILECHHS MEPEIOMY.

2.6.Jlikyeanvue xapuysants, OucQyHKYis KOBMAaHHs ma OUCPYHKYIA ULTYHKOBO-
KUUKOB020 MPAKMY

J1o OCHOBHUX Te€M HaJeXaTh AUCPYHKIlI KOBTAHHS 1 qucdaris, KOHTPOJIb Macu
TiNa 1 AUCYHKIIISI MIUTYHKOBO-KHUIIIKOBOTO TPAKTY (Ta0IuUIs 2).

Tabauig 2

XapuyBaHHsI: OOCTEXKEHHS 1 TeparneBTHYHE BTPYYaHHS

Oo0cTexxeHHs

TepaneBTHYHE BTPYUYAHHS

AcneKTH AOIJIAAY

Hecnpsai
MHaL€HTH

Bineopentrenorpadiune
TOCITIKCHHS QYHKITIT
KOBTaHHS HEBIOB31 TiCIs
JiarHOCTYBaHHS a0o0 3a
HasSBHOCTI KJIIHIYHUX O3HAK,
10 BKa3yIOTh Ha aucariro
(cmabke CMOKTaHHSI,
BTOMJIIOBAHICTh, TOJIOCOBI
XapaKTEPUCTUKH, 110
BKa3ylOTh Ha HasBHICTh
HaJIMIpHOTO 3BOJIOJKCHHSI
TOJIOCOBOT'O arapary, T.3B.
«Bojoruit rojoc [humid
voice]», ITHEBMOHI{)
TpyaHoMII 3 TOAYBaHHIM
(TpuMaHHS TKi B poTi
TPHUBAJINI Yac 3aMiCTh
MPOKOBTYBAHHS, KOHTPAKTYPH

SIKIIO pe3ysbTaTH JOCIKEHHS
(yHKIIIT KOBTAHHS € TO3UTHBHUMH,
CIIT PO3TIITHYTH MOYKJITHBICTh
HaIlpaBJICHHS J0 CIIeIiaicTa 3
METOI0 BBEJICHHS JIIKYBAILHOTO
xap4ayBaHHA/ Moandikarii
Xap4yBaHHSI.

SIKII0 pe3yybTaTy JOCIiKEHHS
(hyHKIIiT KOBTaHHS € HETaTHUBHUMH,
abo y pasi BiICYTHOCTI pOCTY, 3
METOI0 MPEBEHTHUBHOTO JIOTIISTY
CJTiJI BCTAHOBUTH HA30€IOHALHUN
30H]T IO MOMEHTY, KOJIM MOKHA
Oy/iec BCTAHOBHUTH IUTYHKOBHH 30H]T
3 gynaorutikamieto 3a Hiccenom.
Jlikap-mieTonor moBHHEH

Busnaure norpebu B
KaJIOPIHHOCTI Ha
OCHOBI1 TEMITIiB POCTY.
CranmapTru3oBaHi
KapTh (HI3MIHOTO
PO3BUTKY € HAISKHUM
THCTPYMEHTOM JUIS
BIJICTeXKEHHS
TEHJIEHIII pocTy,
MPOTE ONTHMAIBHO
BUKOPUCTOBYBATH IX 3
IHIIMMHA 3ac00aMu
BHU3HAYCHHS
KOMITO3HIIIHHOTO
CKJIQTy Tija Jjist
OIIiIHKH HaJISKHOTO

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

NPUHOMH TKI/peKIMY . e
XapyoBOi IIIHHOCTI TKi. HPOBOJUTH

XapuyBaHHSI. . :

. Tpusasicts nepeOyBanHs 0e3 00CTEKEeHHS JIiKapeM-

JoBrorpuBanmii KOHTPOJIb . . " . .
TOAYBaHHSI M/l Yac IHTEHCUBHOI JE€TONIOroM KOXHi 3—6

AQHTPOIIOMETPHUYHHUX . . S
Tepamii ¢i1iJi CKOPOTUTH JI0 MEHII MICSILIB JJ1s AiTer

XapaKkTePUCTHUK.

MOHITOPUHT B yMOBax
IHTEHCHBHOI Teparmii.

HiK 6 TonuH Y pasi XBopoOu
3a0e3neuyiTe qocTaTHE

MOJIOJIIIOTO BiKYy Ta
IOPOKY JUTSL JTITEH
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O0cTexxeHHS

TepaneBTHYHE BTPYUYaHHS

AcCHeKTH J01Jsay

JlabopaTopHi aHaJi31 Ha BMICT
25-rigpokcuBitamuny D,
aHaJIi3 KOMITO3HIIIHOT O
CKJIaJly Tijia Ta aHaJli3
MIUIBHOCTI KICTKOBOT TKAHUHH.
3amnop

cnioxxuBaHHs piauau. ClainkyiTe 3a
piBHEM ENEeKTPOJIITIB i 3a moTpedn
BUKOHYWTE KOPUTYBaHHS.
CrizikyiTe 3a piBHEM TJIFOKO3HU JIs
KOpPHUT'YBaHHS TiIO-/Tinepriikemii
Jsist mATPUMKH 3I0pPOBOTO CTaHy
KICTKOBOT TKAHMHU 3a0e31euynTe
JIOCTATHE CIOKMBAHHS KalbIIO 1
Bitaminy D. JlocTaTtHe crioxuBaHHs
piamHU. 3acTOCYyBaHHS JIIKAPChKUX
3aco01B IS peryIsii
BUTIOPOXKHEHb.

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

Cuaui
MMaicHTH

O1iHKa CUMIITOMIB
Jucdarii/acniparii/TpyaHori
3 TO/lyBaHHSIM.
Bineopenrrenorpadiune
JOCIipKeHHs QyHKIT
KOBTaHHSI, SIKIIIO HasIBHI
KITHIYHI 03HAKH, 110
BKa3yIOTh Ha JucOariio.
AmHaIi3 XxapuoBoi MiHHOCTI 1K1
Ha OCHOBI 3aITHCIB TIPO
MIPUHOMH TKI/PEKUMY
XapuyBaHHSI.

JoBrorpuBanuiit KOHTPOJIb
AHTPOTIOMETPHUYHHUX
XapaKTEepUCTHK (3picT, Maca
T1J1a, TOOHO-TTOTHJIMYHUH
po3Mip)

MoxyTs OyTH TIOKa3aHi
JabopaTopHi aHATI3N Xap4uoBOi
LIHHOCTI 1XKi

MOHITOPHHT B yMOBax
IHTEHCUBHOI Teparrii
JlabopaTopHi aHamizu Ha
MeTa00I1i3M TITFOKO3H
JlabopaTopHi aHai3K Ha BMICT
25-rigpokcuBiTamuny D,
aHaJIi3 KOMIIO3HITIHHOTO
CKJIaJly Tijla Ta aHaJi3
LIBHOCTI KICTKOBOT TKAHUHU
(mBOXEHEpreTnyHa
pEeHTTeHIBChKa
abcopOiiomerpist)

3anop

SIKIIIO KOBTaHHS € OE3MeYHNM,
CKepyiiTe JIo crielianicra 3 MeTO
BBEJICHHSI JIIKYBaJILHOTO
xapuyBaHHs/Moaudikartii
Xap4yBaHHS.

SIK1I0 KOBTaHHSI HEMOXKIINBE 200
BTPYUYaHHSI BUSBUIIUCS
HEIOCTAaTHIMU, BCTAHOBITE
Ha3aJIbHAW 30H] ISl Xap4yyBaHHS
3TIJHO 3 TTOKAa3aHHSIMHU, MEPII HIXK
BCTAQHOBJIIOBATH JOBTOCTPOKOBHIA
IUTYHKOBHH 30H JJISL XapuyBaHHS.
V pasi BiICyTHOCTI POCTY
3a0e3neuyiiTe 10JaTKOBE BBEACHHS
NOKUBHHUX pedoBHH. HarpaBieHHS
IO JIKapsI-TIETOIOTa JUIS
30UTBITICHHS KaJTIOPIHHOCTI 3a
JIOTIOMOTOFO TIPOAYKTIB
Xap4dyBaHHSA 3 BUCOKOIO MIUTEHICTIO
NO)KUBHHUX PEYOBHH.
BinperymoliTe cio)XxnuBaHHS
KaJIOpil, PiAMHY, MAKPOCIEMEHTIB 1
MIKpPOEIEMEHTIB 3aJISKHO BiJl
POCTY Ta 00CSTY CITO)KUBAaHHS 1XKi.
VY narieHTiB i3 HAAMIPHOIO MaCOI0
Tia CIiJ 3MEHIIUTH KaJOpiiHICTh
Ta MAKCHMAaJIbHO ITiIBUIIUTH
CIIOKMBAHHS O)KWBHHUX PEYOBHH.
Criz CKOPOTHUTH TPUBAJIICTD
niepeOyBaHHs 0e3 TOyBaHHS ITiJ]
yac iHTeHCHBHOI Teparnii. Hanexxna
TPHUBAIIICTH TiepeOyBaHHs 03
TOJlyBaHHS 3aJICKUTh BiJl
HOTEPEIHBOT0 CTaTyCy 00
XapuyBaHHS Ta XapaKTepy
TOCTPOTO SABUIIA. Y pa3i XBOpoOH
3a0e3neuyiTe qocTaTHE
criokuBaHHs pinuHu. CligkynTe 3a

[Monaiimeniie
pEKOMEHyHTE
BUKOHATH OOCTEKEHHS
y JIiKapsi-J1ieToora
HEBJIOB31 ITICIA
MTOCTAHOBKH JIiarHO3Y,
a TaKOX y pasi
BUHUKHEHHS
3aHEIOKOEHD I[0/I0
niepeinanHs/
HEJIOCTaTHBOI'O
XapuyBaHHS.

Jlnst 3a0e3neueHHs
OITHUMAaJILHOTO
MEITUIHOTO JOTJISITY
PEKOMEHIYETHCS
TIPOBOJTUTH
00CTEeXEHHS JTIKapeM-
IIE€TOIOrOM KOXHI 3—6
MICSIIB JUIS TITER
MOJIOJIIIOTO BIKY Ta
IOPOKY JUTS JTITEH
CTapIIoro
BiKY/IOPOCIHX.
[IpoBenenus
00CTEXEHD €
0CO0JIMBO BaKJIMBUM
JUIA TIAI[I€EHTIB HA
CIeliaJIbHAX Ti€Tax.
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Oo6cTexeHHs TepaneBTH4YHEe BTPY4YAHHHA AcCIeKTH T0TJIsIIY

piBHEM ENIEeKTPOJIITIB i 3a MoTpedn
BUKOHYWTE KOPUTYBaHHS.
CrigkyiTe 3a piBHEM TIIFOKO3HU JJIs
KOpPHUT'YBaHHS TiIO-/Tinepriikemii
[Tokazano 1ist MaLi€HTIB 3
MIBUILCHUM BMICTOM KUPIB B
Oprasi3mi ado 3 iHIIUMHU
nepeaia0e THYHUMHU CUMITTOMAaMHU.
JlocTaTHe CrIOKMBAHHS KaJbIiO 1
BiTaminy D.

JJist CIpUsIHHST TIEPUCTANIBTHII
HITYHKA 1 3MEHIIICHHS 3aIlopiB
PEKOMEHIYIOTHCS TIETH 3 BUCOKUM
BMICTOM KJIiTKOBUHU. [Tpn
301TBIIIEHOMY CIIO)KHBaHH1
KJIITKOBUHH HEOOXi/IHE I0CTaTHE
CHIOXUBAHHS piAMHA. MOXke OyTH
MOKa3aHe 3aCTOCYBaHHS
JKapChKUX 3ac00IB IS PEryIIsil

BHUIIOPOXKHEHb.

Xomsai 3abe3meuyiiTe ClIOKUBAHHS MaKpO-
. PexomeniyeThes . ) .

TMaIli€HTH 1 MIKpOEJIEMEHTIB Ha OCHOBI

KOHCYJIBTAITISI 3 JIETOJIOTOM y

pazi 3aHENOKOEHb OO pPEKOMEHAITH IS 3IOPOBUX OCIO,

TIepeiIaHHs/HeI0CTaATHBOTO SIKi BEYTh CUISTINI CIIOCIO JKHUTTS.
Xap4yBaHHs. OOMexylTe KaTopiiHICTh 3TiIHO 3
AmHai3 Xap4oBoi IiHHOCTI ki | MOKa3aHHAMH, 00 3a100irTH
/MOHITOpPHHT y pasi oxupiHHIO. CIill CKOPOTUTH
HeJI0CTAaTHROT 260 HajMipHOI | TPHBAIICTh nepeOyBanHs Oe3

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

XapaKTEpUCTHK (3picT, Maca IToka3aHo [yist MALIEHTIB 3

Tina, T0OGHO-MOTHUINYHIH MiZBUIIEHUM BMICTOM XKHUPIB B
po3Mip) oprasizmi a0o 3 IHILIIMH
JIaGopatopHi aHaii3u Ha nepenIiad e TAIHIME CHMITTOMaMH.
MeTa00Ii3M TIIFOKO3H J11st miATpUMKH 310pPOBOTO CTaHy
JlaGopaTopHi aHanmizu Ha BMicT | KICTKOBOI TKAHMHH 3a0e3meuyiTe,
25-rigpokcuBiTamuHy D 3a OTPeOH, 10CTATHE CIIOKHBAHHS

KaJbIito 1 BiTaminy D

PerynspHa oriHKka pocTy € Ba)JIMBOIO JJIs MaiieHTIB 3 ycima tumamu CMA;
TaKOX CIJIIJT 3aTy4aTd KBaTI(pIKOBAHOTO MI€TONOTA JJI 3a0€3MeUeHHs HaJIeKHOT II€TH
1 MOHITOPUHTY HE TUTBKM MacH TuTa, ajieé ¥ CIIOXUBAHHS PiAMHU, MAKPOEIEMEHTIB 1
MIKPOEJIEMEHTIB, OCOOJIMBO KaJBIiIO 1 BiTaMiHy D 11st miATPUMKH 37J0pOBOTO CTaHy
kicTok [76—78]. Kaptu ¢iznaHoro po3BUTKY 3 ypaxyBanHsM CMA 1i1e He po3po0JieHi.
3 oryisiIy Ha 3MiHH KOMTIO3UIliHHOTO cKiany Tita npu CMA [79-81] nymka ekcriepTiB
II0JI0 BUKOPUCTAHHS TUTBKH CTaHAAPTU30BAHUX KapT (PI3MYHOTO PO3BHUTKY IS
MOHITOPUHTY HAJIEKHOTO POCTY HE € OJIHOCTAMHOO, MPOTE 11 KapTU MOXKYTb OyTH
KOPUCHUMM i1 BijcTexkeHHs TeHaeHUid. [Ipm Bcix Tumax CMA  BaxIHBO
PO3IMUTYBATH 1 JOKYMEHTYBATH JETajlbHy 1HPOpPMAIlII0 MPO CUMITOMH, MOB’sA3aH1 31
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IIUTYHKOBO-KUIIIKOBUM TPAaKTOM, Taki K ractpoe3odareaibHuil pediroke, 3amop,
3aCTOCYBAaHHSI JIIKAPCBKUX 3acO0IB JUIsl PEryJdiii BUMOPOXKHEHb, 3aTpPUMKa
CHOPO’KHEHHSI IIJTyHKA 1 OJIFOBAHHS.

[IpoTarom ocTaHHIX IEKUIBKOX POKIB HAaJIXOAUTh JeAal OuIblIe CBIIYEHB PO
MOXJIMB1 MeTaOOJIYHI po3jiaau, Takl AK MeTa0oNIYHUN auuao3, MOPYIIECHHS
MeTa0oJI3MY KUPHUX KUCIIOT, TIHePIINiAeMis, TinepriiiKeMis, FIOrIiKeMis 1 po3iaau
M's130BUX MITOXOHIPIH [82-84]. ¥V mumeit 31 CMA moOBiZOMIISIIOCS TIPO MOPYIICHHS
METa0oI3My TJIOKO3W 1 PO3BUTKY MiANUTYHKOBOI 3ano3u [85-89]. Posmamm
MeTaboJI3My TJIIOKO3M Mi3HIlIe OyiM MIATBEPIXKEH1 y Aeskux nauieHTiB 31 CMA 13
HaaMipHOtO Macoro Tia [90,91], a BiAMIHHOCTI y PO3BUTKY MHiANUIYHKOBOI 3aJI031
Oynu miATBEpKEeH1 y ToMepinx mamieHTis 3 CMA [85].

Komenmap pooouoi epynu:

Oyinxka pocmy odimeti 31 CMA nposoodumwscs 32i0H0 3 pekomenoayiamu 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.; 2006).

Cmanoapmu pozsumky oumunu BOO3 eéxnouaroms maxi UMIipu:

1. Josorcuna / 3picm 3a gikom

2. Baea 3a éixom

3. Baea 3a oosocurnoro

4. Baea 3a 3pocmom

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

Meouuni npayiéHuku Mod*#Cyms HAHOCUMU NOKA3HUKU PO3BUMK)Y 1 DPOCMY
nayieuma Ha 2pa@iku nio 4ac KOJCHO2O Gi3umy, uwob Giocmedcysamu npocpec
nayienma ma 3sminu y pocmi 3 naunom uacy (Cmanoapmuzosami kapmu hizuuHoco
possumxy BOO3 (https://www.who.int/tools/child-growth-standards). IMT ma
nepyeHmuai 3 YpPAaxy8awHAM GIKY MAKOMC OOYUCTIOIOMbCA 3 BUKOPUCMAHHAM
pegepenmuux nokasnuxie BOO3.

Koorcni  3-6  micayie  pexomenoyemocsi 6ecmu  WOOEHHUK 38AXCY8AHL 31
WOOCHHUMU 3aNUCAMU NPO BAHCUBAHHSL iicl. [liemonocu nosunHi Haguumu ObamvKie a6o
ONIKYHI8 NPOYeOypam 3anucy idxici ma uOpamu mudxcoensb, KUl moyHo 8idoopaxicae
36UYHI OlEMUYHi 36UUKU nayicHma. Y woOeHHUKY 38adxcy8anb Ol NOOANbUIOZO
00CNI0NCEHHST MAaKodc NompioHo peecmpysamu  QYHKYIL ULTYHKOBO-KUUKOBO2O
mpaxkmy, npoonemu 3 KOBMAHHAM, 3aKpPenu, mun ma 4ac 200Y6AHHSA MA BGHCUBAHHS
0obasox. Cnooicusanus enepeii, OinKie, 1iniois, 8yeneeodis, Minepaiie ma 6iMAaMiHi8
nompiono nopieurosamu 3i cneyugiunumu 01 HAceleHHs nompedamu, da IHOeKc
aoekeamHocmi  po3paxogyeamu, woo Kpawe 3pOo3YMIMuU HAABHICMb MONCTUBUX
oiemuyrux oepiyumis.

Koorcni 6 micayie Heobxiono eecmu Xapuosuil WoOeHHUK 31 36AHCYBAHHAM NOPYILL
idici ma 3anucom payiony enpoooeaic 7 Ouis. Jliemonocu maiomos Haguumu 6amovKie abo
ONIKYHI8 nayienma memoouyi KOHMPOAbHO20 3anucy XxapuyysawHs. Payion mae
8i00Opadicamu xap4oe6i 36udKy NayicHma.
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YV xapuosomy wjo0eHHUKY He0OXIOHO MaKodic peccmpysamu OYHKYIl uLyHKOBO-
KUUWKOB020 mMpakmy, npobaemu 3 KOBMAHHAM, HASAGHICMb 3aAKpeny, mun md 4ac
200Y8AHHS MA 8HCUBAHHS XAPUOBUX HYMPIEHMIS.

Cnooicusanns eHepeii, OLIKI8, cupie, 8y2nes00i8, MiHepanié ma 6ImamiHie
nompioHo nopisnrosamu 3i 36Utalino20 05l nonyaayii. OYiHKy eHepeemuuHux nompeo
DPEKOMEHO0BAHO NPOBOOUMU MEMOOOM HENPAMOI Kanopumempii.

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

Poboua epyna esascac ooyinehum nasecmu iHgopmayiro w000 OyiHKU ma
JUKYBAHHS WLTIYHKOBO-KUUUKOBUX MA XAPUOBUX YCKIAOHEHb V Oimell 3 He8pOoI02IUHUMU
NOpPYWeEHHAMU 3 HACmYnHo2o 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 NOKA3HUKAMU:

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

* Piounu

* Maxpoenemenmu / Mikpoenemenmu

» Kanvyitt ma simamin D

* Memabonizm entoko3u

e [lInynxoso-kuwxosi cumnmomu (I'EPX, 3anop, euxopucmanus 3acobis, uo
pe2ynioionms pooomy KuuleuHuKd, 3ampumKa CHOPOICHEHHS WLIYHKA ma O110860ma,).

V nayienmis, saki xapuyromscsa 8UKIIOUHO Yepe3 30HO0, 4acmo CHOCmepieacmobcs
Ooediyum nodxcueHux Mikpoeremenmis (kanvyiro, s3aniza; yurky, simaminie C, D i E;
ceneny). Kpim moeo, bazamo nayienmis 3 He8pOLOCIYHUMU NOPYULEHHAMU CXUTbHI 00
PUBUKY 0JCUPIHHSL | nompeOyiomb MeHue enepeii. Tomy cnojicueanHs MikpoeiemeHmisa
Mooice Oymu meHue ix 000080i nompedbu. [ediyum ne3amMiHHUX HCUPHUX KUCTIOM - We
00UH paxmop, AKUl Modce Oymu noe'sa3anuti 3 HeONMUMALLHUM CHONCUBAHHAM
eHepeil.

Quinka xapuyeansi

IIpobnemu 3 xapuy8aumHsAM MOIHCYMb BUHUKAMU 3 DI3HUX HPUYUH | MOICYMb
guUMazamu pi3HUX 6MPYYaHb, MAKUM YUHOM, HEOOXIOHUU MYIbMUOUCYUNTIHAPHUL
nioxio (MAII). Ouyiuka xapuyysanus ma JIKYBAHHA NOBUHHA 30ILCHIOBAMUCS
myrsmuoucyuniinapuoro komanoorw (MJIK), axa mooxce ckradamucs 3 JniKapsi-
diemonoea, medcecmpu, 102oneoa, Qiziomepanesma, NCUxXoi02a ma peaoiiimonoea.

Aumponomempis

Aumponomempuuni Memoou Moxcyms Oymu UKOPUCMAHI 0151 OYIHKU pOCmy ma
cmamycy xapyysanns nayienmis 31 CMA. Oonax 3acmocysannsi anmponomempii y
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nayieHmie 3 He8POI02IYHUMU NOPYULEHHAMU € OLIbUW CKIAOHUM, HINC Y NAYIEHMIB, WO
MUNOB0 PO36UBAIOMbCA.

Jlocmynne npoyedypne «repignuymeo, cneyianvie o0nsi CMA, oOns  oyinku
AHMPONOMEMPUUHUX BUMIPIOBAHD.

OKpYoIcHICMb 6ePXHBOI YaCMUHU PYKU, CIe2HA, TUMKU ma maii € NOKA3HUKAMU,
Wo 00NoMa2aromsb OYIHUMU KIIHIYHO 20Cmpe He00iOaHHs, a 008HCUHA MINa excaju
HA CRUHI, TIKMbOBOI KICMKU MA 20MIIKU 8KA3YIOMb HA KAIHIYHe XPOHIUHEe HeOOIOaHHs.

Quinrosanns cknady mina

Bumiprosanns cknady mina mooice 0onomozmu OYiHUMU CMAMycC Xapyy8aHHs
nayienmie 3i CMA ma donomozmu 3abe3neuumu HaneHCHULL PeXCUM Xapyy8aHHS.

Buwmiprosannam 6yoosu mina cayaicamev OlyunimaivHa, Mpuyunimaivua,
niononamkosa, Kiyb0éa, CcmecHO8a MA  JIUMKOBA  WIKIPHI  CKIAOKU, 5K
BUKOPUCTNOBYIOMbCA K NOKA3HUKU PO3NOOINY NIOWKIPHO20 dcupy. Y noe€oHawHi 3
OKPYIICHICMIO KIHYIBOK BOHU 00380JIAI0Mb MEOUYHUM NPAYIBHUKAM OYIHIOBAMU
AHCUPOBI ma M 3081 OinaHKU KiHYieoK. i obracmi € kpawumu iHOuKamopamu ckiaoy
mina 1 cmamycy XAapyy8aHHA, HIJNC OCHOGHL BUMIPU, OCKIIbKU BOHU BPAXO6YIOMb
308HIWHI BUMIPIOBAHHS PYKU, CKIAO08I BUMIPIOBAHHS KICIMOK, JHcupy i M's3is.

Ouinka cmauy Kicmok

Oyinka cmany Kicmkogoi mxkanunu eaxciusa ons nayieumis iz CMA uepes nocane
300p08's KicCmoK ma nidsueHull pu3ux nepeiomis 3 NPUYUHU KPUXKOCMI KiCMOK.

JlabopamopHhi napamempu

THayienmam 31 CMA mooxcymsv 3nadobumucs nabopamopua OyiHKa [ aHA€i3
HYmMpIEHMIB, ane He ICHYE €0UH020 Mapkepa, wo 6i0obpaxicac 00Opull uu nocauull
cmamyc xap4)y8aHHA.

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

» Ceuosuna i enekmponimu

* Kpeamunin

* [ mioxosza

* [ncynin

e [losHuii ananiz kposi

* ['eMmo2n006iH, cepeduill KOpnycKyaapHUull 00 €M epumpoyumis, Gepumun, 3auizo

» Hampiu, xanii, kanvyitl, macwitl, pocgham

* AnbOymin abo 3aecanvhuil 610K

» Qepmenmu nevinku

» Bimaminu A, B1z, D, E, ¢honiesa kucioma

* [lapamupeoionuii 2opmon

* [Junx

* Ananiz emicmy 1inioie y Kposi (3a2anibHuli XojiecmepuH, 1inonpomeiHu 8UCOKoi
WinbHOCMI, IINONPOMeEIHU HU3bKOIL WiNbHOCMI, mpu2iiyepuou).

llopyuwenns oobminy peuosun

Ilayienmie 3i CMA cnio cnocmepicamu Ha npeomem NOPYUIEHHS Memaboizmy .
Moocyms 3nadobumucs 1ab6opamopHa oyiHKa i 00CMeNCeHHs Ha NPeoOMem MONCTUBUX
MemaboNiuHUX 8IOXUNIeHb, MAKUX 5K
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Memaboniunuiti ayuoos
T'inepninioemis
TL'inepenixemisn
T'inocnixemis
Jegpexmu mimoxouopiu m’s3ie
Tlopywienns obminy enrokosu
Poszeumox npobaem 3 niownynkoeoio 3an03010
1Tiosuwenuii pusux po3sumky oucainioemii i cmeamosy neviHKu.

3azanvui oyinKu

s moHimopuney HedoiOaHHs peKOMeHOYEMbCL NOEOHYBAMU 2pAiKu pocmy 3
OYIHKOI0 NIOWKIpHO20 JHcupy yepes DEXA 0ns 6cb020 mina uwjopoxy, KOIu ye MOMCIUBO.
binvwe moeco, anmponomempis (oxkpyscHocmi ma Hcupo8i CKIAOKU WIKIPU) MAKONC
Modice Oymu KOPpUCHUM Ma HeIHB8A3UBHUM MeMOOOM, KU C1i0 NOBMOPIOBAMU KONCHI
3 micayi Onsa oyiHKu 3MiH Y cKk1adi mina. PemenvHuil po3ensd KONCHO20 aACneKmy
npoyecy 300py aHMpONOMempUYHUX OAHUX MAE NPUEECU NPAKMUKYI0Y020 (axieys
00 moco, w06 YHUKAMU  3A2aNbHUX  Odcepell  NOMUNOK  BUMIDIOBAHHA.
(Iicepeno:O’Connor H, Slater G. Use of anthorpometric techniques in dietetic
practice. Nutr Diet. 2010;67:62-64).

Monimopune Kicmkoso2o memabonizmy

Pigni nosicusnux pewosun, imaminy D ma xicmkosuti memadonizm 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,
3MIHEeHUU KICMKOBUU Memabonizm, GIOCYMHICMb ma 6i0M0o8Y 8i0 (hi3uyHux enpas,
M’s1308y  caabkicms ma  kpuxxicmo. Jlobasku kanvyiro ma eimaminy D cnio
npuzHawamu, SAKWO piGeHb yYux eimaminie Hedocmamuiti abo 3a HAAGHOCMI
OCMeoneHii:

Busuauaioms:

e Kanwvyiti, gocgop, nyocua @ocamasza (3azanvua), aysxcua Gocpamasa
(kicmkosa)

® 250H-e¢imamin /[3

Tayienmam 31 CMA mooice 3Hadooumucs 0ono8HeHHs MiKpoeleMeHmamu, Ko
ye noKas3aHo Nicjisa OYIHKU Xapuy8auHHs ma Oiemu.

3a nompebu, piseHb enexkmponimie cii0 KOHMPONOBAMU Ma pe2yriosamu,
0co6aUB0 Nio uac xeopoou.

Aminokucromna diema

Aminokucniomna oiema (AA) - ye cneyianizosana diema ona nayicumis 3i CMA,
axi 30amui cudimu. Knrowosumu napamempamu diemu AA € eucoxuii micm 8yenesodis,
HU3bKUL BMICT HCUPIB MA 000ABAHHS AMIHOKUCIOM 3 PO32ATYHCEHUM JIAHYIO2OM.

bacamo cimen nayienmie 3i CMA posnouanu diemy AA 3a ocmauHi KilbKa poKis
NiCs MO20, SIK KIIbKA OAMuKie uepes COYialbHi Mepedici NOWUPUIU NO3UMUBHI 8I02YKUL.

Hemae oanux, wo niomeepoxcyoms 6UKOPUCAHHIA CUHIMEMUYHUX AMIHOKUCTOM
Ha 6iOMiHy 6i0 iHmakmunoco Oinka nayichmamu 31 CMA. Kpim moeo, eiocymmi
docmynHi OaHi Npo KOPOMKOYACHY ma 00820cmpoxosy besneky odiemu AA. Omoce,
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ICHY€ peanbHa nompeoda y noaubIeHiti eKCnepuMeHmanbHiti ma KiiHIuHit oyinyi diemu
AA ons nayienmis 3i CMA.

Konmponw 3a xapuyeannsam

YV mipy nocipuwienns m’a3080i @ynkyii oumunu npoepecyroda ciabkicmov M 's3ie
ModHce npuseecmu 00 8mMoMu nio yac ixci ma numms. [umuna modrce Oymu He 8 3M03i
8nOpamucsi 3 NOGHOYIHHUM XAPYYBAHHAM 1 MOdce NONpOocumu Oilbul Yacmux i
HeBeNUKUX NPULLOMIB idiCT, M'KuLOT Olemu i MeHule KANOPIH020 HABAHMANCEHHS, W00
3HU3UMU Nnompedy 6 MpUeaioMy Nputiomi ixci abo 200y8aHHi 3 NIAULEUKU.
IIpoepecyroua bynvoapra ouchynkyia modice speutmi-peuim NAUHymu Ha 30amHicmo
OUMUHU OOMPUMYBAMUCH OIEMU, OUMUHA 3MOdHCe DE3NeYHO KOBMAamu, aie He 3MOodHce
icmu docmamuwo. B sikocmi anemepHamugu, oucgazis Modice no2ipuly8amucs 00 mux
nip, NOKU OUMuHa He npununums besneyno icmu i numu. Ha yvomy emani nompiono
0y0e po3enaHY MU MONCIUBICIMb 200YBAHHS Yepe3 30HO.

lliemonozy i noconedy, saki szaumaromecs oucgaciero, HeobXioHo 0yOe
cnisnpayrosamu, wob niompumysamu 30i1bUEHH KAIopil, YHUKAOYU 30L1bUIeHHS
3azanbHoco o0bcsey idci. Kpim moeo, koncucmenyis idxci ma piouHu noeurHa Oymu
be3neunorw 3 mouku 30py Qyukyii koemauws. [imam 3 6yabbapHoio oucgyukyieo
MOIACYMb 3HAOOOUMUCS BUCOKOKANOPIHI 000a8Ku 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.

Lopyuwienns @yHKyii w1yHKO80-KUUKOB020 MPAKMY

TowupeHi wnyHKo80-KUWKO8I npodiemu

Tayienmu 3i CMA cmpasicoaioms 6i0 npobiiem 3 KOBMAHHAM Ma 8i0 ULTYHKOBO-
KUUKOBUX NpOOJIeM, SIKi MONCYMb 3MEHWUMU CNONCUBAHHS eHepeli ma NONCUBHUX
peuosun. Baoswnueo nposecmu onumyeanHs ma 3anucamu Oemani npo 6yOb-sKi
CUMRMOMU, MAKI SK:

® 3anop

® [acmpoesoghaceanvra pedarokcua x6opobda

® 3ampumKka cnopo#CHEHHs WTYHKA

® bnrosanis

Jlikapcoki 3acobu ma eapianmu niKy8aHHs

Bapianmu nixysanus 3anescamo 6i0 ¢henomuny nayicuma ma KOHKPEMHUX
CUMNMOMIB ULTYHKOBO-KUUWKO08020 mpakmy. [[ns nonecuienus 3axkpeny ma npoo.iem
NOPYULEHHSI MOMOPUKU UWTYHKOBO-KUUKOB020 MPAKMY MONCYMb Oymu KOPUCHI
30iMbUWEHHS KIIMKOBUHU Y PAYIOHI, OOCMAMHE CNONCUBAHHS PIOUHU, pe2yIamopu
MOmMOpUKU KuuieyHuxka ma npobiomuku. Y oimeu 31 CMA uacmo eunukaromo
MpYOHOWI 3 YNPAGIIHHAM CeKpeyicio ma uodiienusam caunu. I nuboka oucghazis moowce
npuzgecmu 00 He30aMHOCMI KO8mMamu 8UOLIEHHs 3 pomo8oi nopodchunu. Ilayienmam
MOdCYmb Oymu KOPUCHI JIEKAPCbKi 3acobu, SKI Cyuams ix 6UOLNeHHs 3 NOPOICHUHU
poma, maki AK 2NiKONIpoHito 6pomio abo ciocyunosi naacmupi. Ilpu nputiomi yux
JIKApcoKux 3acobié¢ HeoOXIOHO pemenbHO 6paxo8yeamu pecnipamopHuli Cmamyc
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OUMUHU, | PilUeHHs. NPO NPUSHAYEHHS NOBUHHO NPUUMAMUCA KOMAHOOK Cneyianicmis
3 pecnipamopHol mepanii.

YV oimeii 3 pannim nouamxkom CMA uacmo 3ycmpiuaromscs wilyHKO80-KUUKOBL
npoodIeMu, He3aneHCHO 8I0 MO20, YU BUKOPUCMOBYIOMb BOHU KOMEPYIliHe Xapyy8aHHs
abo npucomosane 3 00NOM02010 OJleHOepa NPUHayeHe O Xapuy8aHHs 3a O0NOMO200
30H0a. Ha momenm po3pobKu KiiHIYHOI HACMarHo8u 2iocyuHosi niacmupi 6 Yxkpaiui ne
3apeecmposani, a JKApcoKuil 3acib 2aiKonipoHilo Opomio npusHayaroms npu
RIOMpUMYBAIbHIU OpoHXOOUNAmMayiiuti mepanii ONisl NOAESUIEHHS CUMNIMOMIE Y
NayieHmié 3 XPOHIYHUMU OOCMPYKMUBHUMU 3AX8OPIOGAHHAMU Jle2eHb Mma He
NPU3HAYeHUll 015 3aCMOCYBAHHS OTMSAM.

2.6.1. Hecuosui nayienmu

2.6.1.1. O6cmeorcennsn. OqHUM 3 HAUBAKIIMBIIMINX ACTIEKTIB, 10 CJIIJI PO3TISIATH
pu OOCTEKEHH1 HeCHISIYMX TAIIEHTIB, € Oe3neyHe KOBTaHHs (J10/1laTKOBa TaOJIUIIS
S5). Bynbbapna aucdyHKIlISE MOXKEe TPU3BECTU J0 acmiparlii Ta JIeTeHEBUX 1H(EKITIH.
HeBmoB3i miciss TOCTAaHOBKM  JIarHO3y PEKOMEHAYEThCS BHKOHATH  ITOBHE
Moau(bIKOBAHE PEHTICHOJOTTYHE JOCTIKEHHS KOBTaHHS 3 BUKOPUCTAHHSAM 0apieBOi
CYCIICH3Ii; SKIIO PEe3yJIbTaTH IMOYATKOBOTO TECTY B MEKaX HOPMH, CJIiJi BAKOHYBaTH
pETEeNIbHUI MOHITOPUHT, 100 BHUSBUTH MOXIIMBI paHHI O3HAKKM TPYAHOUIIB 3
roayBaHHsIM. Jl0 JOCATHEHHS OJHOPIYHOTO BIKY Y MAaIll€EHTIB YacTO PO3BUBAETHCS
KOHTPAKTYypa >KyBaJIbHUX M’5131B, 0OMEKYIOUN MOKIIMBOCTI JIJIsl TOJyBaHHS 4yepe3 PoT.
Ile moxe OyTu oOMeXyBadbHUM (PaKTOPOM [IJIs TMAIEHTIB, SKI NPUUMAIOTh
HYCIHEpCEH 1 JEMOHCTPYIOTh IMOCUJIEHHS OyIh0apHUX M’ S31B.

OnTumanbHe JIKyBaJIbHE XapuyyBaHHS BKIIIOYA€ JOBFOCTPOKOBY OIIIHKY Macu
TijJa 1 3pOCTy, a TaKOX aHam3 aieT. Y naiieHTiB 3 CMA tuny 1 ¢iaOKicTh )KyBaIbHUX
M’s131B, nucdaris 1 nmpobdiieMu 3 JUXaHHSAM BHKIMKAIOTh CKOPOUCHHS CITIOKHWBAHHS
KaJIOpiil 1 pU3MK HEIOCTaTHHOT'O XapuyBaHHA. KpiM TOT0, MOCWICH] TMXabH1 3yCUIUIS
MOXXYTh MIJBUIIUTH BUTPATH €HEPTii Ta MOTPEeOH B KAJIOPIAX, MOCHUIIIOIOYU PHU3HUK
HEJ0CTAaTHBOTO XapyyBaHHS.

2.6.1.2. Tepanesmuune  empyuanus.  Ilicis  HEraTUBHOTO  pe3yJbTaTy
JOCIIHDKeHHST KOBTaHHS a00 3a BIZCYTHOCTI POCTY PEKOMEHIYETHCS BCTAHOBHUTH
KOPOTKOCTPOKOBHM Ha30racTpaibHUN a00 HA30€IOHAIBHUI 30H]I IO MOMEHTY, KOJIH
MOXHa OyJle¢ BCTAHOBUTH JOBTOCTPOKOBY TacTpPOCTOMIUHY TpyOky. OmHOCTAaHOTO
KOHCEHCYCY JOCATHYTO He OyJio, aje 4YuMajo eKCIIepPTIB BiIJAIOTh TIepeBary
BUKOHaHHIO (QyHmorutikamii 3a HicceHoM B ToO€mHaHHI 31 BCTaHOBJICHHSM
racCTPOCTOMIUHOI TPYOKM 3 OTJsAy Ha 3MEHIIEHHS MEPUCTAIBTUKH IUTYHKOBO-
KHIIIKOBOTO TPAaKTy, pe(IIIOKC Ta MIABUINEHHS THCKY y 3B’SI3Ky 3 peCIipaTOPHOIO
tepariero [92] ([lonaTkosa Tabmmis S6).

[cHy€e MeHTIIe KOHCEHCYCY 11010 BILHBY THITY HieTH [12]. KoHceHcyc po3aimBes
III0JI0 BUKOPHWCTAHHS aMIHOKHCIOTHOI JIE€TH, JI€TH, 3aCHOBAHOI Ha €JICMEHTapHIH
dopmymi [83,93]. daxiBii HOroAMIMCS, IO TUI MIETH Ta NPHU3HAYCHHS IOBHHHI
0a3yBaTuCs Ha IHIUBIAYAIbHINA MEPEHOCUMOCTI. JIJIsl MOJIeTIIEHHSI CUMIITOMIB 3a1opy
Ta MOPYIICHHS] MOTOPUKU IMUTYHKOBO-KHUIIIKOBOTO TPAKTY PEKOMEHIYETHCS TOCTATHE
CMOKMBAHHS PIIUHU, a TAKOX 3aCTOCYBaHHS JIKApChKHUX 3ac001B IS peryssuii
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BUIOPOKHEHDb, MPOOIOTUKIB Ta 3aCO0IB JJIsI MEPUCTATBTUKA 3 METOK) TOJIETIICHHS
CUMIITOMIB 3aM0py Ta AUCKIHE31i IUTYHKOBO-KHILIKOBOI'O TPAKTY.

[ogqo xapuyBaHHS HECUASYMX TALIEHTIB MiJ 4Yac IHTEHCUBHOI Tepaii,
HAIOJIETJIMBO PEKOMEHAYETHCS MPU IIbOMY YHUKATH NepeOyBaHHsA Oe3 roayBaHHS,
o0 3amodiraTd TaKUM TOPYLUIEHHSAM, SK METa0OJIYHUM auujao3, MOPYIIECHHS
MeTa0oIII3MY KUPHHUX KHCJIOT Ta Tirep- i rimoriikemis [82,83,93-95]. XapuyBanus i3
BMICTOM OUIKIB CJI1/I HaJaBaTU HE Mi3HIIIE 6 TOAUH BiJ] MOYaTKYy FOCTPOro enizony. ¥
pasi XBOpoOU JOCTATHE CIIOKUBAHHS PIAMHU 1 3a0€3MEUCHHS €JIEKTPOJIITHOTO OajJaHCy
€ 000B’ I3KOBUMH.

Komenmap pooouoi epynu: YV pa3si 8us61eHHs HEMONCIUBOCMI KOBMAHHSL 1JiCI,
HAsIBHOCMI  BUCOKO20  PU3UKY  ACHIPAYINIHO20 — CUHOPOMY, NpU  HYMPIMUBHIL
HeOOCmamHoOCmi ma 3ampumyi pocmy DeKOMEHOOB8AHO PO32NAHYMU MONCIUBICHb
NOCMAHOBKU —2acmpocmomu. Jlo nocmamoeéxku 2acmpocmomu  peKoMeHO08aHO
mum4acoge 200Y8aHHA Uepe3 HA302ACMPANbHUUL ab0 HA30€IOHAILHUL  30HO
mpueanicmio 00 4-6 muoicuie. [locaeHymo u4imKo2co KOHCeHCycy 8 HeoOXiOHOcmi
NpPOAKMueHoi HympimueHoi canjiemeHmayii aK MmMiloKu GUsGIEHO HeOOCMAMHE
XapuyeaHus uepe3 pom, d MAaxKo;iC 8 momy, Wo 200V8aHHs uepe3 2acCmpoCmomy €
Memoodom eubopy npu 8useieHHi deiyumy Karopii ma Hebe3nexku acnipayii nio uwac
OpANbHO20 200V 8AHHSL.

2.6.2. Cuosui nayicumu

2.6.2.1. O6cmeorcennsn. JIns 3abe3reueHHs] ONTUMAIBLHOTO MEIUYHOTO JOTJISTY
PEKOMEH/IY€ThCSI BUKOHYBATH OIIIHKY XapuyBaHHS IICJIA TOCTAHOBKM JIarHO3y, a
TaKOXK TEPIOAUYHO: KOXHI 3—6 MICAIIB JJIs MOJIOJIIUX JITeH, a TAaKOX IIOPOKY Y
CTapIIOMY Billl. Y CHASYHMX MAIIEHTIB 9acTO CIIOCTEPITAIOTHCS TPYAHOII 13 )KYBaHHSIM
1 BTOMA TIi/1 yac croskuBaHHs ki [96,97]. YBary Takox ciif NPUALIATH OC3IICYHOMY
KOBTAHHIO Ta PU3MKY acrmipailii. 3a JOMOMOT0 AOCIKeHb (PYHKITIT KOBTAHHS CJIiJT
BUBYATH BUIAJIKH, KOJIU MAIIIEHTH JABISATHCS 200 3aKaIlUTIOIOTHCS Yepe3 CIIOKUBAHHS
K1, a TaKO’)K BUKOHYBAaTH MOHITOPUHT TaKUX BHUIIAJIKIB.

Takok peKOMEHAYEThCS BUKOHYBAaTH OIIHKY TOAYBaHHS IS MOMIIUBHUX
Moaudikaiiil 1poro mpoiecy ado BIPOBAKEHHS €proTeparii 3 MeTol 0e3MedYHOTo
KOBTaHHS Ta €(DEKTUBHOTO CIIOKUBAHHS 1KI.

PexoMeH1yeThCSl TPOBOJUTH JOBTOCTPOKOBY OIIIHKY MAacH Tija 1 3pOoCTy pa3oMm 3
BU3HAYCHHSIM KOMMO3UIIHHOTO CKIaAy Tija JAJIA MATPUMKH HAJIEKHOTO POCTY.

JIns cuasgumMx TMAIieHTiB 13 HAaJAMIPHOK MAacOl0 Tijla MOXKHa PEKOMEHIyBaTH
OIIHKY CTYTIEHS OKMPIHHS, a TAaKOX BU3HAYCHHS PO3JAIiB METa0OJi3My TIIFOKO3H.
Jlesiki ekcrepTy MPOMOHYIOTh BUKOHYBATH OIHKY CHUIS4YUX mamieHTiB 3 CMA momo
HAsSIBHOCTI OXKHPiHHS/3aliBOi >kupoBoi TkanuHu mpu IMT, mo mnepesumrye 25-i
nporeHTIb [91].

[Ipu yacTux 3anmopax peKOMEHAYETbCSI BUKOHATH OLIHKY CHOKUBAHHS PIIUHHU 1
KJIITKOBHHU.
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Komenmap pooouoi ecpynu: Cnio 3eepnymu ygacy, wjo 00 (paxmopié pusuxy
aAcnipayitino2co CUHOPOMY BIOHOCUMbBCS He MIIbKU CKAAOHOWI 3 KOBMAHHAM idci, a U
pAcHa ciunomeuis, cianoppes. Lle wacmuii i nebe3neynull cumnmom y nayicumis na I
mun CMA, Hagimb y mux, Xmo ompumye emionamoceHemuyry mepanito i 30amuuil
cuoimu. Kpim ecmanoenenus mpaxeocmomu, wo € KpauHvol0 i HebAd3CaHow Mipoio,
3a2albHOBU3HAHUX 1 0IEBUX 3ac00i8 bopombou 3 yieto npobremoro He icHye. Tum He
MeHUl € NOBIOOMJIEHHs NpO YCHiHe BGUKOPUCMAHHA Npenapamie OOmyNiHIYHO2O
MOKCUHY 07151 OIOKAOU CAUHHUX 3AT103.

Icepeno: 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:
PMC7297943.

2.6.2.2. Tepanesmuune empyyanns. Y 37% cuasguux Mali€HTIB CIIOCTEPIra€ThCs
BiZICYTHICTB POCTY, 1[0 BUMArajo TepaneBTHYHOTO BTpy4daHHs [96]. YV Takux maiieHTiB
IIMPOKO 3aCTOCOBYIOTHCS XapuyBajlbHI 30HAM SK 3aci0 3abe3nedyeHHs pajiie
J0JIAaTKOBOTO ~ Xap4yyBaHHS, HDK XapyyBaHHS 3arajoM; MPOMO3MIli  II0J0
XapuyBaJIbHUX 30H/1B 1 peKOMEH/Iallil II0JI0 XIpypPriyHOTrO BTPYYaHHS HA MUTYHKOBO-
KUIIIKOBOMY TPAaKTI 3QJIEKaTh BiJ OKPEMOI CUTYaIIii.

Cupsivi maiieHTH MOXKYTh TepeOyBaTH MiJ PU3UKOM HAOYyTTS HAIMIPHOI Macu
Ti71a/0KUPIHHS Y MIPY JOPOCHIIIAHHSA 3 OIJISIAY Ha 3MEHIIEHHS (DI3UYHOT aKTUBHOCTI y
3B’SI3KY 31 3MiHaMu KoMmo3uIiiiHoro ckiany Tiia [80,91]. 1o mpobiiemM, 1MoB’ s3aHuX 3
HAJMIPHOIO MAcOI0 Tijla, HAJIEKUTh 3MEHIIEHHS MOOUIBHOCTI Ta PU3MKHU MOB’I3aHUX
CYITYTHIX 3aXBOPIOBaHb, y TOMY YHCJII PH3UK MeTabomaHoro cuuapomy [86,93].

VY cuasuux mamieHTiB Jgie€Ta He € 0HOPIaHO. [Toka3HUKHM KalmopiiHOCTI, BMICTY
OUIKIB, UPIB 1 BYIJEBOIB MMOYATKOBO BH3HAYAIOTHCS 3a JIOIMIOMOI'OK CTAaHJIAPTHHUX
dopmyin [98] 3 moganbIIMMK 3MiHAMH Ha OCHOBI BIATOBIAHUX IOKa3HHWKIB POCTY i
pe3yIbTaTiB JJabOPATOPHUX aHAII31B.

Ha ocHOBI nmocBimy 1 po3misay KoHKpeTHHX BunaakiB [93-95] ekcnepTu
PEKOMEHIYIOTh OOMEKUTH TPHUBAIICTh TIepeOyBaHHs 6€3 roAyBaHHS i YaC TOCTPUX
BUITAJIKIB, & TAKOXK CTCKUTH 3a PIBHEM EJCKTPOJITIB 1 PIAMHU Ta IOMOBHIOBATH X
3TIIHO 3 TIOKA3aHHAMMU.

3anmeHO BiJl CTYMEHs TSKKOCTI 3amopiB, 3 METOIO IMOJICTIIEHHS CHMIITOMIB
MO>XHa 3aCTOCOBYBAaTH KIITKOBUHY, MPOOIOTHUKH 1 JIKApPChKi 3aCO0M ISl perymsiii
BUTIOPO>KHEHb.

Komenmap pooouoi zpynu: Bionosiono oo onybnixosanux oanux Hiorns MP
(Current practice in paediatric videofluoroscopy. Pediatr Radiol. 2006;36(9):911-
919. doi:10.1007/s00247-006-0124-3) 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 dooamkogo
pOo32NAHYmMU Be0eHHs nayienmis 3 0yabbapHow ouc@yukyicto ma oucgaziero, wo €
ocoonusocmamu nepeoicy CMA.
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Matisice oopas3y nicis ecmanosnenns oiacno3y CMA, oumuny ciio Hanpasumu 00
JUKApsl, AKULL MAE 00C8I0 8e0eH s NaAYiEHmMIi8 3 Ouchacicro.

Memoouka ouinku

Bioeognoopockoniune Oocnioscennss xosmanns (Oani — B®JK) nosunen
npoBOOUMU JIIKAP, SAKUL NPOUULO8 CREYIaTbHY NIO20MOBKY 3 OYIHKU ma iHmepnpemayii
Yux 00Cai0NCEHD.

licna oyinku koemanms ciio 0amu YimKi peKomMeHOayii wooo moao, sKi 8UOU ixci
ma Hanois besneuni 0 8HCUBAHHA OUMUHOI0 MA 5K iX Cli0 2omysamu.

Pexomenoayii wjooo 0oensdy nicis oyiHKu NOBUHHI OXONIOEAMU HACMYNHI
NUMAHHA

® Ak cnio 200yeamu nayicHma: NoJIONCeHHs miid, IHCMpYMeHmu ma Memoou

® PexomeHn008aHa KOHCUCMEHYIsL ma CMPYKMYpa ixci

e Cnocib numms pioun

® OyinKa CUTLHUX I CIAOKUX MICUb KOBMAILHUX 30I0HOCMell nayicHma

o 0062060penHs pU3UKI6 Ma UMOBIPHOCII PO3BUMKY KOBMAIbHUX 30i0HOCMEll
MAUOYmMHbOMY

® Pexomenoayis wjo0o mepanesmudHux Moougikayitl

Monimopune navienmie 3i CMA na nasguicms cumnmomis oucgazii

V nayienmie 3i CMA icnye pusux de3wymHoi acnipayii, wo 8UHUKAE, KOIU idica
abo Hanoi nompanjsaome 8 OUXANbHI WAAXU. XPOHIUHA MaA peyuousyroya acnipayis
N0 A3aHi 3 peyuoUSYOUUMU THeKYIAMU 2pYOHOI KIIMKU Ma NHEBMOHIE0, KA MOdiCe
3aepoaicysamu scummio. Tlokazano, wo BDJK donomacae sussnientio nepe2yisapuoi
MOMOPUKU 2]IOMKU ma Oe3uyMHoi acnipayii, i Modxce 0onomozmu ckiacmu oL
egpexmueni cmpameeii 2cooysanus. BOIK makoic modice oonomoemu 8 oyiHyi iHUUX
napamempia, no8'a3anux 3 ouc@azicro ma noOpyuLeHHAM Xap4y8anHs, MaKux sK:

® 3ueHuene 3akpumms 2y0
Heaoexsamue ¢hopmysanus d6onroca
3anuuiox 8 nopoAcHUNI poma
3ampumka KoemanHs
3menuienus eucomu 2Opmani
Hanim na cminyi 2nomku
3ampumxa nio npoxooHcenHs 210MmKU
MHodcunne Ko8mamHs.

Os3naku ma cumnmomu oucgaeii

Hasuuku 6Ge3neunoco, QyHKYIOHAILHO2O0 MA NPUEMHO20 200YBAHHSA - OOHI 3
HAUBANCIUBIUUX ACNEKMIB, AKI CNIO 8pAX08y8amu npu Ha2ua0l 3a NayieHmamu, sKi He
30amui abo 30amui cudimu. Acnipayis ma necenesi iHgekyii - 3a2anbHi pU3UKU,
N08 A3AHI 3 HEMONCIUBICINIO KOBMAMU.

V' nayienmis, saxi 30amui cudimu, 0080JI HACMO BUHUKAOMb NPOOIeMU 3
HCYBAHHAM MaA 6MOMIIOGAHICMb ni0 uac ixci. Ilayienmie cnio KoHmponoeamu Ha
npeomem HAsA8HOCMI 8 AHaAMHe3l eniz00i8 3a0yxu abo Kaulio nio yac 200y8aHHs, ma
ix cnio pemenbHo obOcmedcumu 3a Hasg8Hocmi 6Y0b-aKuUx 03HaK oucgaeii.

Jlo o3nax oucghacii Hanedxcams:

® [loemopmni ingexyii epyoroi Kiimunu
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® Kawenv abo 3a0dyxa nio uac idxci abo nummsi

® Jloseuti nepiod nputiomy ixci

® /lumuHna nogiooMIAE NPO «3ACMPABAHHY 1J4CI

Bmpama eazu abo cnoginbnene 3pocmansi

Bmoma 6i0 epyonoco sucooosysanus abo 200ysanms 3 nagUEUKU
bpaxk enepeaii ma sumpueanocmi 0151 npoyecy xapuy8amHsi
llozanuu konmpons cexkpeyii

llicna eooysanns 38yk gono2uti abo 0epeHyIuuli

Cmitikicmb 00 nepopanvbHo20 NPULOMY iici

s nayienmie 3 CMA, ski He 30amui cudimu, IiCHYE PU3UK BUHUKHEHHS
MpYOHOWi68 Npu KOBMAHHI, HABIMb AKWO GOHU OMPUMYIOMb JNIKV8AHHL 3 MEmoio
mooughixayii CMA.

Axkwo nponoHyemovcs emmepanvhe 200Y8aHHA, MO nepesaza HAOAEMbCA
yepe3wKIpHill eHOOCKONIUHIN eacmpocmomii. YV eunaokax Koau HeMONCIUBO
3abe3neuumu 0027150 3a 2aCMPOCMOMOI0, MO OOYLIbHIWUM OyOe oopamu 200Y8aAHHS
3a 00NOMO2010 HA302ACMpalbHO20 30HOA. Konu nayienmy, iimosipno, nompione
mpueane wmyyHe eHmepaibHe 200V8aHHA Yepe3 30HO, neped 6CMAHOBIEHHAM
2acmpocmomu - mModce Oymu  mumuacogo (00 4-6 mudicHig) GCcmMAHOBAEHUU
HA302aCMPAbHULL 30HO a00 HA30€IOHAILHULL 30HO.

I Haensady 3a nayienmamu 3 oucgaciero cnio 3anyyamu MK, axa 30amua
niompumysamu cmpameeii 1iKy8anHs, nioxoosawi o nayieuma. JIikysauns oucgazii
Mae oymu cnpamosane HA ONMUMI3AYII0 NPULIOMY 8CEPeOUHY, AKUO KOBMAHHI €
@ynkyionanvho dbesneunum, mo nayicum iz CMA moowce npodoesacysamu nputiom ixci
nepopanvro. OOHAK NAYyieHmMy MONCYMb 3HAOOOUMUCSA OesaKi 3MiHu Oiemu abo
mepanesmuyHi 3MiHU 01 REIOMPUMKU PYHKYIT KOBMAHHSL.

Mooudghixayii xapuysanns ons nayienmis 3i CMA, siki mosxcymov npooosaicysamu
NPULIOM I2#CI NEPOPAIbHO, MONCYMb BKIIOUAMU

® Pecyntogants uacy e00y8anHs

® [locmypanvhi KopeKkyii (Hanpuxkiad, NPUUHAMmMs OLbUL NPAMO20 NONONHCEHHS
npu KOBMAaHHi meepooi ixci)

® Pecynosanns KOHCUCMEHYIT ma MeKCmypu ixHci

® Vhuxaums abo 3meHwenHs 00'emie meepooi ixci

o Ouuwenns obracmi pomoziomxu 0isl 3ano0ieants acnipayiuHumM NHeBMOHIAM

Ha cvo200Hi ne icnye naditinux abo saxkicHux 0oxkasis, ujo 6 demoncmpysaiu 6yoo-
AKI 8NPABU YU 8MPYUAHHS, WO, 008€0eHO, NOKPAWYIOMb De3neKy KOBMAaHH NayicHma
3i CMA.

ITioknouenns 0o HazoeacmpanrbHO20 Ma HA30€I0HATLHO20 30HOI8

30H0 Ona 200yeamHs CNi0 po3miwyeamu Jauuie 3a HALBHOCMI OOCMAMHbO
00CBI0UeH020 NepCcoHANy OJisl NPoBeOeHHs OiA2HOCMUKU, Npoyeodypu ma OYIHKU
npasuIbHO20 po3miwerHs mpyoku 30HOy. Pusuxu ma nepegacu moougixoearoeo
nepopanvbHo20 Xapuysants ma / abo 200y8auHs uepe3 30H0 MaKolc Cli0 8paxo8ysamiul
nepeo po3miweHHam mpyoxu 3010y. llpasunvhuii 002150 3a nayicHmamu i3 30H0aAMU
0J151 200VB8AHHS MONCE 3MEHUUMU VCKAAOHEHHL.
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€8ponelicbke MoBAPUCMBO NAPEHMEPATLHO20 MA eHMePAIbHO20 XaAPYYEAHHS
PEKOMEHOYE NPONOHY8AMU OOMAWIHE eHMepAalbHe Xapyy8aHHs NAYICHMAM, y SAKUX
ICHYE pU3UK HEOOCMAMHbO2O XAPYYBaHH abO0 HeO0O0IOaHHs, 1 AKI He MOXMCYMb
3aA0080NbHUMU C8OI NOMPEOU 8 NOHCUBHUX 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 002110ai0ms 34 HUMU, NOSUHHI
no2ooumucsy i OOMpUMY8AMUCA OOMAWHbOI mepanii eHmepaibHO20 Xapuy8aHHs,
Memoio AKOi € NONINUWeHHs Macy mina, hyHKYIOHANbHO20 CIMAHy abo AKOCMI HCUMMA.

Yepeswikipny eHOOCKONniuHy 2acmpocmomy abo yepe3suKipHy eHOOCKONIUHY
EIOHOCMOMIUHY MPYOKY CNIO 6CIMAHOGII08AMU, KOJIU NOMPIOHO Mpueane enmepaibhe
Xapuy8aHHs 6 OOMAUIHIX YMOBAX.

Bukopucmannus 30n0i6 051 200y8anns y nayicHmis, AKi 30amui cudimu, 3a36udai
BUKOPUCINOBYEMbCL Ol 000AMKOBO20 XAPYYBAHHA, a4 He OAd HNOBHOYIHHO20
Xapuy8aHHsi.

Enumepanvne xapuysanusn 6 0oMawiHix yMosax e clio npusHaiamu nayicHmam,
AKI He Maromv HOPMATbHO (DYHKYIOHYIOY020 KUULEYHUKA, CMPAaXicOarms WIYHKOBO-
KUUKOBOIO HENPOXIOHICMIO, KPOBOMeYaMU ULTYHKOBO-KUUKOBO20 MPAKMY, CUTbHUM
NOPYULEeHHAM BCMOKMYBAHHS AO0 Ceplio3HUM OUCOANAHCOM OOMIHY PedOBUH.

Cnio 3asmauumu, wWo BUKOPUCMAHHA 30HOI8 Ol 200V8AHHS He 0008'I3K060
BUKTIIOYUAE Nepopanbhe 200V8aHHA. Y pIsHUX KpaiHax pizHamvcs nioxoou ma
VIPAGNIHHA MPYOHOWAMU 3 200V8AHHAM MaA HeOOi0auHsAM. Y Oeskux Kpainax
(nanpuxnao, y xpainax Cxionoi €8ponu) ocobu, saxi 30iUCHIOIOMb 002180 MeHUL
HANIAWmMOoBaHi HA eHmepabHe Xapuy8aHHs ma 00 [H8A3UBHUX 8MPYUAHb, MAKUX K
2acCmpoCmoMmisi ma Ha302acmpaibHull 3040, NOPIBHAHO 3 THUWUMU (HANPUKIao, Kpainu
Iigniunoi €sponu, Ilieniuna Amepuka), 0e 8UNaoKu po3MiWeHHs ULTYHKOBO2O 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 eacmpoCcmomMiuHol
mpyoku nog’szane 3 Hemodicaugicmio euxopucmosyeamu HIBJI, koau Oumumy
200YI0Mb Yepe3 HA302ACMPalbHULL 30HO.

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

Haszoeacmpanvruii 3010

llayienmu 3 HazoeacmpanbHuM 30HOOM MOACYMb HE2AUHO PO3NOYAMU OOMAUHE
enmepanvie xapuysauus. OOnax ciai0 npossisimu obepedcHicms npu nioo3pi Ha
CUHOPOM Nnepe20008y8ants abo peidine-cunopom (anen- refeeding syndrome) ma
00mMpuUMy8amucs 6iON0BIOHUX 8KA3I80K, W00 3anodiemu YCKIAOHEHb.

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

Hozan0 3a 30H0oMm:

® 30H0 Ona 200ysanus ciid obepedcno npomusamu 30 mi 600u 00 i nicis
200Y8aHHs aO0 KOMNCHI 4 200UHU NPpU NOCMIUHOMY 200V 8AHHI
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® [leped KooicHuM 68edeHHAM idici, piounu abo NiKi6 NOMPIiOHO Mumu pyKu,
oosieamu (papmyx ma 00HOPA308i PYKABUUKU

® [leped Ko CHUM 88e0eHHAM idicl, piOuHU abo JiKi6 Cli0 nepesipsamu noJI0H#CEHH s,
30HOY 07151 200Y8AHHS

Yepeswkipna endockoniuna eacmpocmomis (anen. - Percutaneous endoscopic
gastrostomy Recommendations for PEG).

Pexomenoayii wooo doenady 3a cacmpocmomoro:

® [acmpocmomy, wo posmiujeHa 0e3 YCKIAOHEeHb, MON*CHA BUKOPUCTOBY8AMU
0J151 200Y8aHHS Yepe3 4 200unuU Nicjisi 66e0eHHs.

e 30epicaiime He3A20€HY PAHy 6 MICYi 88e0eHHs 2aCMPOCMOMIYHOI mpyOKuU
YUCmMo ma cyxoro, 3acmoco8yroylU ACenmuyHUuli 002780 3a paHamu, WOOHS cmedxicme
3a pamor.

® [Ipomscom nepuiux MUdNCHI@ MOJNCHA BUKOPUCMOBY8AMU  2i0pozenesi
nokpumms (nog'sa3Kku) AK aibmepHamugy KIaCUYHoOMY 002150y 34 aACenmuyHuMu
paxamu.

® Ak minbKu cmoma 3a20€muCs, N08 A3KU MOMCHA 3MeHwumu 0o 1 abo 2 pazis
Ha MudicoeHb, a Micye 8X00y MONCHA OYUCMUMU, BUKOPUCMOBYIOUU MU0 MA 800y
NUMHOI AKOCMI.

Hoenso 3a nayiecnmamu i3 30H0amu 015 200V8AHHA/2ACIPOCHOMOIO.

Tlayienmu ma onikyHu nosunni ompumysamu NiOMpUMK) Ni0 Yac 6CMAHOBICHHS
30H0Y, a NAYIEHMU NOBUHHI OMPUMYBAMU pe2yiapHe cnocmepediceHts. Monimopune
nayienmie noguHeH 30ILCHI08AMU MeOUYHUL NPAYIBHUK, AKULL MAE 8I0N0BIOHI HABUUKU
ma npouwlo8 HAB4YAHHA 3 MOHImMOpuHzy XxapuyeawHs. bameku nompebyromuo
CneyianrbHo20 HABYAHHSA, WOO KOPUCMYBAMUC 30HOOM/2ACMPOCMOMOI0 800Ma, 1 ix
CI0 Hasuumu po3nizHA8amu ma peazysamu Ha Hecnpusmausi nooii. Ilayienmie
NOBUHEH cnocmepieamu MeOUYHUL NPAYiBHUK KodicHi 3-6 micayie abo yacmiue, AKWO
3MIHIOEMbCA IXHIU KIIHIYHUL CIAH.

s eusnaveHHs 6naUBy Yb020 BMPYUAHHA CAI0 OYIHIO8AMU SKICMb HCUMMIS
nayienma Ha noyamky OOMAWHb020 eHMEPANbHO20 Xapuy8aHHs mda NOMIM Ha
Dpe2YIAPHIU OCHOBI. YCKIaoHeHb ma NO8MOPHOI 20CHIMANi3ayii MOMCHA YHUKHYMU,
AKWO Mamu KOMAHOy eHmepanibHo20 Xapuy8anHs, sIka CNoOCmepieae nayieHma Ha 0omy
ma oonomozae y 0021101 3a HA302ACMPATbHUM AO0 eHMepatbHUM 30HOOM abo
2acmpocmomoio.

Lliompumra MyromuoucyuniinapHoi Komanou

Iyoice sadicnueo, wob piuienHs npPo 6NPOBAONCEHHS eHMEPAbHO20 200)8aHHS.
Kepysanocb MYIbMUOUCYUnIIHaApHa Komanoa. Mooicna 36epuymucia 00 maxkux
excnepmie’.

Jloeoneo/cneyianicm 3 Mo8u ma MoGJIEHHS.
Jliemonoe

Hesponoz

Cneyianicm 3 pecnipamopuoi mepanii
T'acmpoenmeponoz

Xipype
Omopunonapuneonoz
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Mynbmuoucyuniainapna  Komanoa  Modxce — 3abesneyumu  HABYAHHA — MdA
IHhopMYBaHHS NAYIEHMIB MA IXHIM OAMBKAM/ONIKYHAM, SIKI OMPUMYIOMb eHMEPalbHe
30H006€e XapuyeanHs nosa nikapuero. Ingpopmayis ma Ha8YaAHHA NOBUHHI BKIIOYAMU:

® Jloens0 3a mpyoKoio

o Cucmemu ma pesiscum nooaui isxci

® [Ipoyedypu, nog'szamni 3 HaNAUIMYBAHHAM

® BuxopucmarHs nomn 0 no0adi ixci

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

® [locmitini ma ekcmpeni Homepu meye@onie

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

Ilocmitine ouuwennss ma nNPOMUBAHHA B000K MONCYMb 3MEHWUMU PUSUK
3aKynopku mpyoxu.

CynymHi pusuxu

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

3azanvHi  YyCKNAOHEeHHs OOMAWHBLO2O eHmepaibHo2o xapuyeanus ([EX)
BKAIOUAIOMD.!

® Mexaniuni: nepeukooa abo 3miujeHus 3010y

® Acnipayia

o [/InynKxoso-kuwKosi: 3anop, oaroeoma, diapest, 0inb

® Memaboniuni:  2inepenikemis, eieKMpPONMUYHI  NOpPYWeHHs,  Oediyum
MIKpoenemenmia, pehioine-cunopom

® [Hwi: 83aeMO0is Midic TIKAPCOKUMU NPEenapamamu ma CyMilluiio, wo modice
3MeHWUmMuU eqpeKmueHicms npenapamy.

Hoszompusani epexmu

Bnpoeaoocenuss 30m0y 01 200y8amHA 6NAUBAE HA NCUXIUHE 300p08°sT mMda
camonouymms nayienmie ma ix cimetl. JJ0620cmpoKkosi HacaioOKu 05 cimell MOJICYyMb
BKIIOYAMU COYIANIbHI HACAIOKU Ma mpugocu. [[limu cmapuioco 8iKy MOMCYmv 3axomimu
Xapuyeamucsi nepopaibHO, W0 MOMCe CMamu CKIAOHUM 3a80auHAM. llcuxonoziyna
nIOMpuUMKa NOMpPIOHA Wopasy, Koau peKOMeHOYEMbCA NoYamu 200Y8aHHsL Yepe3 30HO,
ocobnueo 0na nayieumie cmapuio2o 8iky. CUHOPOM nepe20008y8aAHHS 4aACMO MOMHCe
oymu nog'szanutl 3 200Y8aHHAM Yepe3 30H0, A mpusae 200Y8aHHs Yepe3 30H0 MOdice
npuzeecmu 00 po31aoié WIYHKOB80-KUUKOBO20 MPAKHLY.

Cynymui pusuxu

Cunopom nepe2o0os8ysaris abo pepidine-cunopom

llayienmu, saxi nepeneciu nepio0 mMpueanoco HeEOOIOAHHs, MAMb PUIUK
possumky  pe@iodine-cunopomy.  Pe@idine-cunopom  cnpuyuHenuli  3MIHOW
Memabonizmy ma eneKmponimHo20 6a1ancy 6HACIIO0K HOBMOPHO20 88e0eHHs ma / abo
30LIbULEHHSL KITLbKOCMI KAOPIll NiC/sL Nepiody CRONCUBAHHS MANOT KIIbKOCMI KAIOPIll
abo ix siocymunocmi. Peghioine-cunopom mooice 6ymu HACTIOKOM BHCUBAHHS KALOPIlL
0Y0b-KUM ~ CNOCOOOM:  nepopaibHe  200Y8AHHA,  eHmepalvbHe  XAPUYB8aHHS,
napenmepanbHe XapuyeawHs abo 6HYMPIWHbOBEHHA 2noKo3d. Icnye Oekinvka
¢axmopis, AKi Ci0 8paxo8ysamu npu 3an0YamKy8aHHi ma 30i1bUEHH] CHONCUBAHHS
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eHepeii y nooel, AKi nepedygaoms y 2pyni pusuxy po3eumky pe@ioine-cunopomy,
makux K ¢hizionoeiuna peaxkyis (Hanpuxiao, 3MiHa piGHsl eleKMpOoJIimie ma cepyesuil
pumm) ma nepeHoCUMICmb NoYamko8o20 2odysanHs. Ha dwcane, yuieepcanbHux
PpeKomeHOayill Wooo be3neuHo2o 8IOHOBIEHHS Xap4)8aHHS He ICHYE.

Acnexmu donomoeu, siKi ciio paxogysamu npu pe@ioine-cunHopomi, GKI0UAOMb:
noYamox Xapuy8auHs;, obOMedceHHs piounu / Hampiro / Oinka / enekmponimy;
simamin B1 ma nonigimaminu, MoHimopure ma mpusaiuii 0021:0. binbw oemanvuy
iHpopmayito  cmocosno  pe@idine-cunopomy,  micmums  Koucencyc — wjooo
PeKoMeHOayil AMepuKkancbko20 mosapucmed napenmepalbHo20 ma eHmepaibHO20
xapuysanns (ASPEN).

Bukopucmanusa naszocacmpanorux 30HO0I8 Ma HA30€IOHANLHUX 30HOI8 NOBUHHO
oymu npeomemom 062080peHH MYTbMUOUCYUNTTHAPHOT KOMAHOU, WO 8KIOYAE CIM'T
nayienmie i3 CMA nio uac nputinamms piuienHs.. Yci piuuenns nOBUHHI Y320004Cy8amu
MeOuyHi nompeobu ma pekomeHoayii 3 no2nsL0amu ma NOmpedamu KOHCHO20 NayicHma
(KyIbmypHi, penieitini, MamepuHcoKi nompeou 200ysamu mowo).

IHwi nowupeni mpyonowi 3 200Y8aHHAM

11i0 uac codyeanns nayicnmis iz CMA cnio cnocmepieamu 3a 360J10#CEHHAM idiCI,
gunaoxkamu acnipayii, 3a0yxu yu kauiito. Koumpaxmypu wenenu ocobaueo akmyanoHi
0151 nayienmis, AKi He 30amHi cUuoimu, i MONCYmMb 0OMedNcumu 30amHuicms nayicHma
xapuysamucs nepopaivho. Y paszi nepeioanms abo HeOoiOaHHs O0iEMON0E Modice
00NOMO2MU CKOpe2y8amu 200UHU 200Y8AHHS, A MAKONHC CHOHCUBAHHS KANOPIU, DIOUHU
ma Makpoeiemenmie / Mikpoeiemenmisa.

Himam i3 kommpaxmypamu wenenu modce 3HAOOOUMUCS HANPABIEHHS 00
WENenHO-TUYbOBUX — CHeyianicmie, wob OuiHuUmu, 4Yu € CEHC 3B6LIbHeHHS
HUMICHbOWENIeNHO20 CY2100a.

2.6.3. Xoosui nayicnmu

Y numx mnamieHTiB  aUC(YHKINS KOBTaHHS 1 TPYAHOIII 3 TOJYBaHHSIM
criocTepirarotbess  piako. KoHcympTamiss — JIikaps-Ii€ToJ0ora/omiHKa  Xap4yyBaHHS
PEKOMEHAYIOThCA Yy pa3i mpobOsieM 3 xapdyBaHHsSM. HaWOiIpIIUM 3aHENOKOEHHSIM
010 Xap4yyBaHHS I XoAs4uX mamieHTiB 3 CMA € pu3uk OXXHUpPIHHSA 1 HAAMIPHOT
MacH Tija, OCKUTBKH I1€ MOKEe OOMEKUTH MOOUTBHICTD 1 IMIBULIIATH PU3UK ITOB’ I3aHUX
3 OXKHUPIHHSAM CYITYTHIX 3aXBOPIOBaHb, TAKUX SK METaOOIIYHUN CHUHIPOM, BUCOKHM
apTepiaJIbHUHN TUCK 1 Tia0eT.

2.6.3.1. Cman xicmox

Busznaetbces, mo SMN Bifirpae neBHy pojb B METa00J113M1 KICTKOBOI TKAaHUHH,
B3aeMOJIIFOUM 3 (akTopoM cTtumyJisiii ocreoxnactiB [99]. Takum dymHOM, BHCOKA
3aXBOPIOBAHICTh HA OCTEONEHIIO 1 epenomu B nanieHTiB 3 CMA Moxe NOSICHIOBaTUCS
HE TUTBKH M S130BOIO CJIa0KICTIO 1 OpakoM ¢izmunux Brpas [76,100,101]. Iepionnuny
JIBOXEHEPTeTUYHY pEHTreHIBChbKy abcopbOuiomerpito (DEXA) nns  xoHTporo
HIUTBHOCTI KICTKOBO1 TKaHWMHU Yy maiieHTiB 31 CMA peKOMEeHAYeThCsl BUKOHYBATH
mopoky. PiBeHp BiTaminy D B KpoBi 1 HOro CHOXHUBaHHS CJ1J KOHTPOJIIOBATU
HOHalIMEHIIIE 1IOPOKY, a IPU HOTro HU3bKOMY piBHI a00 HAasABHOCTI OCTEONEHII CIIijl
3aCTOCOBYBATH BIJIMIOBIIHI 10JJaTKOB1 AOCIIIKEHHS. Y pa3i 4aCTUX NEPEIOMIB MOXKHA
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PO3MISTHYTH MOKJIUBICTh 3aCTOCYBaHHs 01ochoHAaTIB.

Komenmap pobouoi zpynu: nposedenns 080eHep2emMuyHOi pPeHmeeHI8CbKOT
abcopbyiomempii ¢ Yrpaini maromo oomedxncery 0ocmynHicms y Oimeti ma uupoxo
BUKOPUCOBYIOMbCL Y 0opocaux. B moil oce wac 3acmocysanus 6Oighocghonamis

BION0BIOHO 00 3aMEEPOHCEHOI THCMPYKYIl HA NIKAPCHKI 3aco0u MOodcauge auwue y
nayienmie cmapue 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, SKU BHOCUTh OHOBJICHHSI B PEKOMEH Al 1010
CTaHJApTHOTO JIIKYBaHHs CHIHAJIBHOI M 5130B01 aTpodii, omyosnikoBaHi B 2007 p. V mii
YaCTHUHI OHOBJICHO PEKOMEHJAIlli MO0 MyJIbMOHOJIOTIYHOTO JIIKYBaHHS Ta
IHTEHCUBHOI Tepalii, a TakoX BKJIOYEHO TEMH, IO 3’SIBUIMCS MPOTATOM OCTaHHIX
JEKUIbKOX POKIB, TaKl K YPa)K€HHS 1HIIMX OpPraHiB MPHU THKKUX POpMax CIiHAIbHOI
M’5130B01 aTpodii Ta poJib TIKapChKUX 3ac001B. TakoX po3risAatoThCs €TUUHI TUTaHHS
1 BUOIp MajgiaTUBHOTO AOMISIAY y MOPIBHAHHI 3 MiATpUMYBaidbHUM jaorisiaom. Ll
pEeKOMEeHaaIlli CTaloTh JeJali aKTyaJdbHINMIMMHU 3 OISy Ha OCTaHHI KJIIHIYHI
BUIMIPOOYBAaHHS 1 TIEPCIIEKTUBY TOTO, IO JOCTYIIHI HAa PWUHKY BHUAM JIIKyBaHHS,
IMOBIPHO, 3MIHSTh TOKA3HUKU BUYKUBAHOCTI 1 IPUPOJAHUM 1epelir 11i€i XBopoou.

1. Beryn

Ile apyra yacTMHa [OKyMEHTa, METa SKOTO OHOBHTH PEKOMEHJaIlii 1010
CTaHJapTHOTO JiKyBaHHs, onyOmikoBani B 2007 p. [1] Jlpyra uacTtuHa MICTHTH
OHOBJICHHSI JIESIKMX TEM, BKIIFOUCHUX Yy MONEPeIHI MyOTiKalii, TaKuX K pecripaTopHa
Teparis, a TAaK0X TeMH, PO3TJISTHYTI B OPUTIHANIBHIN MyOJIiKallii JIuiie KOPOTKO, TaKi K
IHTEHCHUBHA Tepallisi, ypaKeHHS 1HIIUX OPraHiB 1 eTUYHI TuTaHHs. HemonaBH1 KiIiHIYHI
BUIIPOOYBaHHs [2,3], a TaKOXK CXBaJICHHSI TIEPIIIOTO JIIKAPCHKOTO 3aCO0Y JIIS JIIKyBaHHS
CMA VYmpaBiiHHSM 3 KOHTPOJIO SKOCTI MPOAYKTIB XapuyBaHHSA Ta JIKapPChKUX
3aco0iB CIIA B rpyani 2016 p. 1 €BponelicbKUM areHTCTBOM 3 JIIKAPCHKUX 3aCO0IB Y
tpaBHi 2017 p. cramum TmepeayMOBOIO [JI1 BKJIIOYCHHS B MyOJIKaIlil0 OTJISAIY
JTIKapChKUX 3aCO0IB 3 METOIO MPEJICTABUTH CydaCHY CUTYAIIil0 IIOJI0 Mperaparis, 110
3aCTOCOBYBAJIKCS MPOTSATOM OCTAHHBOTO JECATHIITTS, @ TAKOX KOPOTKO BUCBITIUTHU
HOBI T€paNeBTHYHI M1AX0/IH, 0 3’ ABJISIOTHCS OCTaHHIM YacoM. Lle OHOBJIEHHS TaKoX
BpPaxOBY€ BIUIMB HOBUX BUJIB JIIKYBaHHS Ha MEPEXiJ y CTaBJICHHI ciMel 1 JIKapiB 10
OUTBIII yTEepeKYBAJILHOTO MIAX0Iy, OCOOJMBO IIOJO CIIHAJIBHOI M's30BO1 aTpodii
(CMA) tuny 1. Sk 1 y BUDAAKy MepIIoi YacTUHU, ISl YACTHHA OHOBJICHHS MICTHTh
pe3yNbTaTi POOOTH CHEMIAIbHUX POOOYUX TPYM Y CKJIa/l €KCIEePTIB 3 KOKHOI TEMH,
K1, ICTIST peTeTFHOTO BUBYEHHS MyOJTiKalliif, BAKOPUCTOBYBAIU METO ACIb(IHCHKIX
ceciit juisi BU3Ha4YeHHA cdep, Ha AKI MOKHA Oyno O eKCTparoiroBaTU OMyOIiKOBaH1
pe3yabTaTH, a TaKOoX 3 SCYyBaHHS, YU MOXYTh EKCIIEPTH JOCATTH KOHCEHCYCY.
JleTanbHUN ONMUC METOAWMKHU TMPEICTABIICHO B TMEPIIi YacTHWHI, a TaKOX y 3BiTi 3a
HEIIOAaBHO MIPOBEJACHUM ceMiHapoM [4].

2. IlynbMoHoJIOTiYHE JIIKYBaHHS

JloOpe Bimomo, 110 CIiHabHA M’ s130Ba aTpodisi BIUIMBAE HA TUXAIBHY CHCTEMY,
TaKU¥ BIUIMB 3HAYHOIO MIPOIO 3a1eKUTh BiA TUIy CMA a00, SIKIII0 TOBOPUTH TOYHIIIIE,
BiJ CTYIICHS TSDKKOCTI BTpAaTH M’ s130B01 pyHKIiT [5].



o1

3. Hecnasiui nanieHTH

3.1.06cmeorcenns

OcHOBHY yBary npv BUKOHaHHI KJIIHIYHOT OLIHKH CJ11 IPUAUTATH P13UKAIBHOMY
oocrexxenHto (Tabmumiss 1). CKpHHIHT HECHASYMX TAIIEHTIB MO0 JUXAIbHOT
HEJIOCTATHOCT1 Ma€ BKJIFOYATH OOCTEKEHHSI 13 3aCTOCYBAHHSIM IYJILCOBOT OKCUMETPIi
Ta KanHorpadii (mapuiagbHUNA TUCK AIOKCUAY BYTJICLIO B MOBITPI, 110 BUIUXAETHCS, B
kinui Buauxy (end tidal CO2, EtCO3) abo uepesmkipHuii napijiaibHUN TUCK AI0KCUAY
ByrIento (transcutaneous CO», TcCOy)) y cTaHi HeCIaHHs), a TAKOXK JOCTIIKSHHS M1
yac CHy a00 MHEBMOrpama 13 pPeecTpalli€lo TIOKCHAY BYIJICIIO, SIKIIO ICHYE HaBITh
HaliMeHIa Mmigo3pa Ha rinoBeHTWALI0. OnyOsaiKoBaH1 JaHi Ta JYMKH €KCIEPTIB
MIITBEPKYIOTh HEOOXITHICTh JOCIKEHHST MoJicOMHOrpadii s MiATBEPKEHHS
po37ajJiB JAMXaHHS TiJ Yac CHY a0o0 JuXalbHOI HEIOCTATHOCTI Ta MOTpedu
BUKOPHMCTaHHS HEIHBa3MBHOT BEHTHIIALIIT 3 TO3UTHBHUM THCKOM (NON-invasive positive
pressure ventilation, NIV) [6].

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

Komenmap poéouoi zpynu: Ha momenm nmanucanus HACMAHOBU OOCHIONCEHHS
cHy 6 Ykpaini docmynno Ha Ge3zoniamuiu ocHosi 0nsi dimetl 0o 18 pokie ¢ HCJI
«Oxmamoumy. Ilposedenns nonicommnoepaghii dopocium Hapasi He OOCMYNHO 8
0epIHCABHUX 3AKNAOAX OXOPOHU 300P08 1 HA Oe30NIAMHIll OCHOBI, MAKoNC 8 YKpaii
ooMmedicerutl 00Cmyn 00 BGU3HAYEHHS Yepe3wKIPHO NapyiaibHO20 MUCKY OIOKCUOY
gyeneyio (transcutaneous CO,, TcCOy).

3.2.Tepanesmuune 6mpy4anHs

[IpoTsiromM oCTaHHBOTO JAECATUPIYYS BimOyBayiacs 3MiHa B MIIXO/1 O JIKYBaHHS
MyJIbMOHOJIOTTYHUX mposieiB CMA: BiJl pPEakTHUBHOTO TIiAXOMY, 3TITHO 3 SKHUM
JIKyBaHHS 3 METOI CHPUSHHS OYHCTKM JUXAIbHUX IUISAXIB Ta TMOKpAIICHHS
BEHTWJIAIIl  PO3MOYMHATIOCA TUIBKM 32 HAsSBHOCTI YITKHX IIOKa3aHb, 10
yIEePEKYBAIBHOTO IMAXOAY, IO TOJISITa€ Y BBEJASHHI IUX BHJIIB Teparrii Ha OUIBII
paHHIX eramax mepebiry 3axBoproBanHs [7]. (Puc. 1). Cmin 3amyuatm daxiBus 3
pecripaTopHoi Tepamii JJId PO3MOYMHAHHS Ta MIATPUMKH JOTIOMDKHOI OYHCTKH
TUXIBPHUX MIJISAXIB 1 Teparii 13 3a0e3neueHHs qiara30Hy TUXaIbHUX PYXIB.

3.3.Ouucmra ouxanvHux wiisxie

SIk OCHOBHMI BHJ OYMCTKHM AMXAJbHUX IUISXIB, SKUM HEOOXIIHO 3a0€3IeUnTH
BCIX HECHJSYMX MAIlI€HTIB, CIIiJ] 3aCTOCOBYBaTH MaHyallbHY (i3i0Tepartiro TpymaHOi
KIIITKH B MIOEHAHHI 3 MEXaHIYHOO 1HCY(DIAIIEI0-SKCCYQIISITIEr0 (HATPUKIIA, arlapaTh
Cough Assist® abo VitalCough®) (Tabnumst 1). 3 orisay Ha BaXKIUBICTH
IHTCHCHBHOTO JIIKYBaHHSI PECIipaTOPHHUX 3aXBOPIOBaHL[6,8-12] ciig mpeBEeHTHBHO
BIIPOBAKYBATH METOJM OUYHUCTKUA JMXAJIBHUX IIJAXIB Ha OCHOBI KJIITHIYHOI OIIIHKH
e(heKTUBHOCTI KAl a00 MaKCUMAJIbHOT IIBUJIKOCT1 BUAUXY MPU Kalllll (SIKUM HE €
CTaHJAPTHUM JIOCITIDKCHHSIM Y HeMOBJAT) [6]. [lounHaroun 3acToCyBaHHsS amaparis,
[0 JOMOMAraiTh Yy BIJKAIUIIOBaHHI, TUCK 1HCYmsAuii Ta exkccyuisimii ciia
migBuInyBaTH moctynoBo 10 3040 cm H2O mo3uTuBHOTO ab0 HEraTUBHOTO THCKY,
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BignosinHo [10], abo, 3aMicTh 1ILOT0, MIJIBUINYBATH MOKA3HUKH JI0 MAaKCHMaJIbHOTO
MEPEHOCUMOI'O TUCKY.

3HaYHUN PU3MK BUHUKHEHHS MHEBMOTOPAKCY MPHU 3aCTOCYBAHHI JOMOMOTH Y
BIJIKAIIJIIOBaHH] BIICYTHIM, SIKIIO Yy Malll€HTa HEMAa€ ICTOTHOIO MapeHXIMaTO3HOIO
3aXBOPIOBAHHS JIET€Hb 3 OOCTPYKLIEI0 MaluX JUXAJbHUX LUISAXIB 1 €KCIIPATOPHUM
3aKPUTTSIM AUXATbHUX IIIAX1B. X0Ua MPU 3aCTOCYBaHHI JOTIOMOTH Y BiJIKAIILTIOBaHH1
ICHy€e HUMOBIPHICTh PO3BUTKY aepodarii Ta po3TSATHEHHs LIIYHKA, [IEH pU3HUK, pa3oMm 13
MOJAJBIIUM PU3UKOM acmipanii, MOXHa 3MEHIIUTH HUISIXOM BHUBEJACHHS MOBITPS 3
racTpPOCTOMIYHOI TPYOKH.

He3Bakaroun Ha ONMuMCH KITHIYHUX BUMAJKIB, Kl PEKOMEHIYIOTh 3aCTOCYBaHHS
MexaHiyHoi iHcysauii abo NIV nans 3anoGiranas pedopmarnii rpyaHOI CTIHKU
[10,13,14], kOHCEHCYC 1010 TOTO, YH 3aBXKJIM TaKa PEKOMEH/IAIlis € OOTPYHTOBAHOIO,
1 SIKUM YUHOM ONTUMAJIbHO ii peai3oByBaTH, OYJIO TOCATHYTO MEHIIOK MIpOIO.
(momatkoBa Tabmuis S1).

[lepopanbHe BiICMOKTYBaHHS 3a JIOMOMOIOK MEXaHIYHOTO acmipaTopa i
KaTeTepa € KPUTHUYHO BAXKIMBOIO CKJIAJOBOIO OYMUCTKM JUXANBbHUX MUISXIB Y
HECHIAUNX TalieHTiB. Moro cii BUKOHYBaTH y BCIiX NAlli€HTiB 3 Hee(eKTHBHHM
BIJIKAIITIOBAHHSM.

3acTocyBaHHSI BHMCOKOYACTOTHOI OCIWJISIIT TPYAHOI KIITKH (32 JOMOMOTOIO
CHIeIIaJIbHOTO JKWJIETY) HE TIOKpallye BHUIUICHHS CEKpeli 3a HasBHOCTI
Hee(EKTUBHOTO B1IKAILTIOBAHHS.

Komenmap pobouoi zpynu: Bionogiono 00 incmpyKyii 8UuKOpucmanHs anapamis
Cough Assist® abo Vital Cough® nouamxosuii muck incygaayii ma exccypuayii mae
oymu 10-15 cm H>O nozumuenozo abo necamusno2o mucky, 8i0no8ioHo.

3.4.Benmunsayis

HeinBasuBHY BEHTUIIALIIO 3 TO3UTUBHUM THCKOM (NIV) ciifi BAKOPUCTOBYBATH
y BCIX HEMOBIIAT, SKi JeMOHCTPYIOTh cumnToMu [8—10,14,15], a TakoX y HECHITINX
NaIi€HTIB JO BUHUKHEHHS O3HAK JUXaJIbHOI HEJIOCTATHOCTI, MO0 OyTH «TOTOBUMUY
710 TUXaJIbHOI HEJOCTATHOCTI, 3aM00IrTH/MiHIMI3yBaTH Ie(opMallito rpyaHO1 CTIHKA
Ta TIOJICTIIIUTH JTUCITHOE.

[TocTiitHu# MO3UTUBHUM TUCK Yy AMXATBHUX HUIAXaX (continuous positive airway
pressure, CPAP) me cnmig 3acTocoByBaTd njisi JIIKYBaHHS XPOHIYHOT JUXaTbHOI
HEJIOCTaTHOCTI, TPOTE€ MOXKHA 3 OO0QYHICTIO TUMYAacOBO BHUKOPHUCTOBYBATH IS
MIATPUMKH 00'€My JIETEHb y CTaHl CMOKOK ((YHKIIIOHATBHOI 3aJUIITKOBOi €MHOCTI,
®3€) y MOIOAMHMX TAIIE€HTIB, IS SKHX HEMOXIJIHMBO JOCITTH CHHXPOHI3AIii 3
BeHTWJIsITOpoM y peskumi NIV, 1 B SkuX Hemae BUpakeHOi rimepkamHii. Lle Takox
CTOCYEThCSl cnabkux Hecuasumx mnamieHTiB. Cmig BpaxoByBatu, mo CPAP moxe
BUKJIUKAaTH BTOMY y marieHTiB 3 CMA 1 3aBakatwm mepexoay Bil MOCTIHHOTO
3aCTOCYBaHHSI.

HamnonernuBo pekomeHayerhesi, o0 BUOIp iHTEepdeicy 1 NpuMipKy BUKOHYBaB
JOCBITYEHUN MEIpaliBHUK, 3aCTOCOBYIOUH LIOHAWMEHIIIE JIBa 3py4YHHUX 1HTepdeiicu
3 pI3HUMHU KOHTAKTHUMHU TOYKAMU Ha 00JIMYY1 1 TIOYaTKOBO BUKOPUCTOBYIOYH HOCOBUIA
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iHTepdeiic. [ns HecuasuMxX Nali€eHTIB AOCTYNHI NEPEKOHJIMBI JlaHI Ha KOPHUCTh
po3nounHaHHs NIV 3 BUKOpUCTaHHSIM KJITHIYHOTO TUTPYBAHHS, NPUAUISIOYN OCHOBHY
yBary BUIIPaBJICHHIO Ta3000MiHY Ta 3MEHIIEHHIO pOOOTH JIUXAHHS.

TpaxeocToMHa BEHTUJIAILIA MOXE 3aCTOCOBYBATHUCH Y ALIEHTIB, /Ui sikux NIV e
HEJI0OCTaTHbOIO 200 HEePEKTUBHOIO, a00 SKII0 HEMA€E €(PEeKTUBHOTO 1HTEpPEHCy s
3a0e3neueHHs] BeHTW s, BinmoBigHe pillieHHsS Mae mpuiMaTthcs 1HAMBIAYaJbHO 3
ypaxyBaHHSAM KIIIHIYHOTO CTaTyCy, IPOrHO3Y 1 AKOCTI1 )KUTTS HA OCHOB1 KOHCYJIbTaIl1l
13 CIM'€10.

Ta0aumg 1
PeKOMeHIIaLIﬁ roa0 HyHBMOHOHOTi‘IHOFO O6CT€)K€HH$I, TCPANICBTUIHOT'O
BTPpYYaHHA 1 BCIACHHAI.
O0cTeReHH TepaneBTUYHE ACHEKTH TOTJISITY
BTPYYaHHS
Hecuasui dizukaibHe JloromMibkHA OYHCTKA OOCTeXeHHS CJTiJl BAKOHYBAaTH
MMaLicHTH 00CTEXEHHSA IUXAIBHUAX [IIAX1B CIIOYATKY IIOHAHMEHIIIE KOXKHI 3
Ominka rinmoBeHTuisnii | Ilepopanbhe MICSIITi, TTOTIM KOXHI 6 MICSI[iB
(mapiiaTbHUH THCK BiJICMOKTYBaHHS JlormoMi>kHa OYHCTKA IUXAIBHUX
JIOKCHTY BYTJICIIIO B diziorepariro/ HUIAXIB 3 OPOHA3aIbHUM

MOBITPI, 110
BUINXAETLCSA, B KIHII
suauxy, EtCO2)
HocmimkeHHs
nosricoMHorpadii ado
ITHEBMOTPAaMH IS BCiX
CHUMITTOMaTHYHHX
marfieuTiB, ado s

PpecIipaTopHy Tepartito
CJIiJT PO3MIOYMHATH
HEraHo

MamnyainbHa dizioTepartis
TPYAHOI KITITKH
Iacydusrop/ekccydistop
JUTS BIAKAIIUTFOBAHHS
Jlomomi>kHa BEHTHIIALIIS 3

BiZICMOKTYBaHHsIM, (izioTeparis/
peciipaTopHa Teparlis i J0rmoMora
y BiJIKAIIITFOBaHHI € KPUTUYHO
Ba)XIMBIMH 3aX0JIaMH Y BCiX
HECHJITYHNX TAITI€HTIB 3
Hee(heKTUBHUM BiJIKAIILTIOBAHHSM
BeHrTrIIAIIII0 CITi pO3MOYHHATH Y
BCIX CUMIITOMATHYHUX ITAI[I€HTIB.

BH3HAYCHHS OTpeOU nBopiBHEBOIO NIV y Jlesiki ekcrepT peKOMEHIYIOTh
posnounHat NIV CHUMITOMAaTUYHUX 3aCTOCOBYBATH il /10
Kiriniuna orinka TaIli€HTIB MIATBEPHKEHOT TUXaTbHOT

ractpoe3odareaibHOTO
pedurokcy

HEIOCTaTHOCTI, 100 MOJErIIUTH
JIMCITHOE.

PimrenHs mpo e ciix mpuiiMaTi
IHAWBITyaIEHO

NIV ciig po3modrnHATH ITiJ] 9ac
CIIOCTEPEKEHHS 32 MAIIEHTOM Y
KIIIHIYHUX YMOBaXx JIIs
3a0e3medeHHs aieKBaTHOTO
razo00MiHy ab0 B paMKax
nosicoMHorpadii.

IaTepdeiicu NIV marots Oyt
3a0e3mnedeHi KBai()ikOBaHUM
(hi3MYHUM TeparneBTOM, KUt
MTOBUHEH 00patu ABa iHTepdeiicu 3
PI3HUMH KOHTaKTHUMHU TOYKaMH Ha
HIKIpi.

He cnix 3acrocoByBatn
MYKOJIITUKH MTPOTSATOM TPHBAJIOTO
qacy
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Cupsui dizukanbHe HebynizoBani OOcTeKeHH CIlifi BAKOHYBaTH
MaIi€HTH o0CTeXEeHHS OpOHXOANITATATOPU Y KOXKHi 6 MicsIiB
Cuipomerpis (K10 MAIIEHTIB 3 acTMOI0 200 3 | J[omoMikHA OYMCTKA JUXATBHUAX
MOXJINBO, 3aJIG)KHO BiJl | MO3UTHBHOIO BIIMNOBIAMIO | IUISIXiB € KPUTUYHO BaXKJIMBUM
BIKYy Ta MOXJIUBOCTI Ha OPOHXOAUIATATOPH 3aX0JI0M JUIS BCIX MALIEHTIB 3
KOHTAKTY) CrannmapTtHa iMyHi3alis, Hee()eKTUBHUM BiJKAIILTIOBAHHSM
[Monicomuorpadis abo naniBizymad mpotsirom 24
ITHEBMOTPAaMH JUIS BCIX MICSI[iB, BAaKIMHAIlIS Bif BeHTusIiro ¢ po3nounHaT y
MAIi€HTIB, HABITH 3 TpUIY MIOPOKY IICIIs BCIX CUMIITOMATHYHHX TAI[IEHTIB.
MIHIMaJIBHOIO TII03POI0 | JOCATHEHHS 6-MicsiuHOro | Jleski ekcriepTu peKOMeHAy0Th
Ha CUMIITOMH HI4HOI BIKY 3aCTOCOBYBATH ii Iijl Yac rOCTPOro
TiMOBEHTHIIAIIIT JonomixkHa o4nCTKa pecIipaTOpHOTO 3aXBOPIOBAHH,
Oui"ka IUXAJIBHUX [UISXIB 11100 MOJIETIyBaTH CEKPELIiLO.
racrpoe3zodareanbHoro | dizioreparniro/ NIV ciig po3noyrHaTH B paMKax
peduirokcy pecripaTopHy Tepario JIOCTIJIKEHHSI ITi]] 4ac CHy abo
CJTijl PO3IIOYMHATH MPOTSATOM CIIOCTEPEKEHHS 32
HeraHo MAIiEHTOM B KIITHIYHUX YMOBaX
MamnyanbHa Qizioreparis | i 3a0e31eueHHs aJeKBaTHOTO
TPYJIHOT KITITKA ra3zoo0MiHy.
Incydnsrop/ekccydusarop | Inrepdeticu NIV marots OyTr
JUTS BIAKAIUTFOBAHHS 3a0e3meueHi KBali(h)ikOBaHUM
JonomixkHa BEHTWISALIS 3 | (I3MUHUM TepareBToM, SIKHi
nBopiBHEBOIO NIV y MOBUHEH 00patu JiBa iHTepdericu 3
CHUMITTOMaTHYHHX pI3HMMH KOHTAaKTHHMH TOYKAMH Ha
TaIli€HTIB IKIpi.
He cnix 3acTtocoByBaTn
MYKOIIITHKH TPOTATOM TPHUBAIOTO
qacy
Xomsdi Kuiniune ooctexxenns 3 | HeOymizoBani 3a HasBHOCTI CJIa0KOT0
TaIli€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 | acTMY TINOBEHTUIISAIIIO CIi/T HeraitHO
HasBHOCTI 03HaK HiYHOI | CraHmapTHa iMyHi3allis, CKepyBaTH 0 ITyJIEMOHOJIOTa
TiITOBEeHTUIIALIT opivHa BaKITMHAIIIS Bif
TPHUITY 1 THEBMOKOKIB
[ligTpumyBanbHUH
JIOTJISIT 32 TIOTpedn
CrangapTtHa iMyHi3aIllis,
IOpiYHa BAaKIIMHAILS Bif
TPHUITY 1 THEBMOKOKIB

Komenmap pooouoi epynu:

OcHo8HI ma OONOMINCHI Kpumepii pecnipamopHoi He0OCmAaAmHOCMI JiKaAPHI
I'petim-Opmono-Cmpim (Great Ormond Street Hospital Criteria) y Beauxobpumanii
ons npuunamms piwients npo nouamox NIV:

OcHosui kpumepii:

- BUpAdICeHa 20CmMpa  pecnipamopHa nodis, NOBMOPHI BUNAOKU  [HGeKyil
OUXATIbHUX ULIAXI8

- 3a0UWKA/OUCNHOE

- 0OKYMEHMANbHO  NIOMEepodceHa  XPOoHIYHa  abo  2ocmpa  OUXAalbHA

Hedocmamuicms (Modice Oymu niomeepoicerHa noaiCoOMHopaPieo)
Jlooamxkosi kpumepii:
- [locanuii nabip éazu, He368adCaAOYU HA ONMUMI308AHE 200VE8AHHSL
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- deqhopmayiss cminKu 2pyOHOI KIimuHU

Hasgnicme 1 ma binbue ocHonux kpumepiie 3 abo 6e3 000amKkosux Kpumepiis
€ nokazauuam 0nsa nowamxy NIV. Hasasnicme mineku 000amkosux Kpumepiig
neoocmammus onst nowamxy NIV. (L Edel et al. A new respiratory scoring system for
evaluation of respiratory outcomes in children with spinal muscular atrophy typel
(SMA1) on SMN enhancing drugs Neuromuscular Disorders 31 (2021) 300-309).

Bionosiono 0o kepienuymea Amepuxancokoi axkademii meouyuru cHy (American
Academy of Sleep Medicine, AASM), wuiuna cinepxanwnis 6CMAHOBIIOEMbCA 3
oonomozor uepeswkiproi kanuoepagii npu PtcCOy >55 mm pm.cm. ona >25%
3aeanvHo2o yacy cHy npomseom >10 xeunuH. 32i0H0 3 6u3HAYEeHHAM AMEPUKAHCHLKOT
Koneeii cneyianicmis y eanysi mopaxanvroi meouyunu (American College of Chest
Physicians, AACP) cymmesorw cinokcicto esadicacmucs tcSpO2 <88% npomsecom
>5 nocnioognux xeunun 3anucy uacy cHy. [emny cinepkanmiro OiacHOCmylOmMb )y
sunaokax, koau PaCOj, oyinenuii 3a 00nomocoro 0enHoi npobu apmepiaibHoi Kposi y
cmati cnokoio nepesuwyye 45 mm pm.cm. Yepezwkipna kannoepaghis mac Oinbu
B8UCOK) MOYHICIMb NOPIEHAHO 3 AHANI30M 24316 KPOSI.

NIV cnio posznouunamu nio 4ac KAiHIiYHO20 CNOCMEPENCeHHs 3a NAYIEHMOM OJis
A0eKsamHo2o 2a3000Miny abo nio yac oocnioxcenus chy. I1i0 yac suxopucmarnHsi
npucmpoie  pexomeHoyemscs, wob ooceiduenull cneyianicm niobupas ma
Hanawmogyeas inmepaelic.

Buwmiprosanns npucmyny kawmo (nik  kawnwvogoi weuoxocmi/PCF)  cnio
nposooumu AK CmMaHoapmue oo6CcmediceHHs HAimb y MANeHbKUX Oimell, K MilbKU €
oocmamms cnisnpays. Ilonicomnozpagito ciio npoooumu Kod’CHI Wicmv Micayis.
Pecnipamopna mepanis, nocnioosne ynpaenintsa cekpeyieio ma MexanivHutl NOMI4YHUK
6i0 kauinto (Cough Assist) € 3axo0amu 0111 nokpawenHs eenmunayii. Memoro nep6ogo-
M 5130600 eeHmunAyii mae Oymu Cce0€udcHe 3a0e3neueHHs HeiHBA3UBHOI HIYHOT
BEHMUNIAYIL 1e2eHb 00 NOABU KAIHIYHUX CUMNMOMIG (HAnpukiao, empama anemumy,
NOCUNeHHS peCnipamopHux inghexyiil, HiYHa NIMAUBICMs, OUCMPoQis).

o Oocacnenns 3pinoco 6iKy 3azeuuail NpUCymHs Qopma  GeHmunAYii
(neinsasusHa abo ineaszuena). emanvuuti 02ns0 cumyayii 3 eHMUIAYIEID, 8 MOMY
YUCL HIYHOIO.

Kannomempiio, saxwo mooicaueo, nocunennsi kaunto abo naoanms Cough-Assist
Ci0 nMposooumu nid 4ac KOMCHO020 38epHenus. Heobxiono 3adokymenmysamu
KIbKICMb Jlecenesux iH@eKyill i BUKOpUCMAanHs aHmubaxmepiaivHux 3acoois.

Onmumizayito napamempie GeHMUIAYIL ab0 NOCUNeHHS @GOopMU BeHMUNAYIL
HeoOXIiOHO pemenbHO O0OMIpKYeamu 3 JIKVIOUUM ¢haxieyem 3 HeEPB808O-M A3080i
BeHMUNAYIL 1e2eHd i, AKUO He0OXIOHO, 3 NYIbMOHOI020M I NAYIEHMOM/CIM €l0.

3.5./likapcoki 3acobu

ko € migo3pa Ha acTMy, Mae OyTu 3a0e3leueHa HasiBHICTh HEOYII130BaHUX
OpouxoawiararopiB. He cmig  JOBrocTpOKOBO 3aCTOCOBYBaTHM  HeOYJ130BaHi
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 MOTpPeOU, 1€ MOXKE 3HU3UTH HOPMalbHY B'SI3KICTh CEKpeLlli,
30UTBIIYIOUM TAKUM YHHOM HABaHTAXKEHHSI CEKpeIIii.

['nikomipoHito OpoMij ClIiJl 3aCTOCOBYBAaTH IJIsl JIIKYBaHHS TinepcaiiBaiii 3
BEJIMKOIO O0EPEkKHICTIO, 1100 PeryoBaTH 103y ISl JOCSITHEHHS HAJIEXKHOTO ePEeKTy
Ta YHUKATH HaIMIPHOTO BUCUXAHHS BUAUICHb, IO MOXKE CIPUATU PO3BUTKY CIU30BUX
npobok. He Oyno equHOl TyMKH 1I0A0 1H €Ki OOTYIIHIYHOTO TOKCHHY B CIIHMHI
3aJI031 YM IHIIMX METOJIIB 3MEHIIECHHS BUPOOJIEHHSI pOTOBOrO cekperty. IlamiBizymad
CJIiJT BBOJUTH I1iJ] Yac CE30HY peCIipaToOpHO-CHHIIMTIaIbLHOrO Bipycy (mani — PCB), mo
BU3HAYAETHCS PEriOHaNbHOI0 akTUBHICTIO PCB mpotarom nepmux 24 MicsIiB *KUTTH,
a BaKIMHAIIIIO IPOTH TPUITY CH1 TPOBOAUTH IIOPOKY MICIIs JOCATHEHHS 6-MICSIYHOTO
Biky. CiiJl BHKOHYBaTH OOCTEXEHHS 100 HAsSBHOCTI racTpoe3odareaabHOro
pedIroKey 1 MPOBOAUTH BiIMIOBIIHE JIIKYBaHHS.

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

4, Cuasui nanicHTH

4.1.06cmedrcenns

OcHOBHY yBary npy BUKOHaHH1 KJIIHIYHOT OLIHKH CJI1T IPUIITUTH (PI3UKaTbHOMY
00CTEKEHHIO pa30M 3 KJIIHIYHOKO OIIHKOI (YHKIT BiAKanuroBaHHs. [ cuasauux i
CTOSTYMX TAIIEHTIB OYJI0 JOCATHYTO KOHCEHCYCY, IO BCI MAI[I€EHTH, 3/1aTHI BUKOHATH
CIIIPOMETPit0, MOBUHHI BUKOHYBATH ii ITi/T 4ac KOKHOTO BI3UTY.

OHO3HAYHOT'O0 KOHCEHCYCY 11010 TTOKa3HUKA MaKCUMAaJIbHOT IIBUIKOCT] BUAUXY
IpH Kamuii ado yacy BUKOHAHHS JOCIHKEHHS IMi/1 4ac CHY MPH JOTJIAII 32 CUATIUMU
nalieHTaMHu JTOCATHYTO He Oyno. TuM He MeHI, moiicoMmHorpaditro 3 kamHorpadiero
CIIT 3aBXJM BUKOHYBAaTH Y CHUMITOMATHYHHUX TaIli€eHTIB ab0 3a HAasBHOCTI HaBIiTh
HaWMEHIIIOT Mi103pH Ha HIYHY T1ITOBEHTUIIALIIFO, OO BU3HAYNTH, UM Y MAIIIEHTA € HIYH1
po37iaau TuXaHHs abo AuXajbHa HEJIOCTATHICTD 1 YM MOTPIOHO 3aCTOCOBYBATH y HHOT'O
nBopiBHeBy NIV [6].

JIJist cuasTauX MaIie€HTIB BI3UTH B KIIIHIKY PEKOMEHIYETHCSI BUKOHYBATH KOXKHI 6
MICSIIIB.

5. TepaneBTHYHE BTPYYaAHHA

5.1.Oyucmka ouxanvrux winsxis

Buxonannas ManyanbsHOI ¢i3ioTeparii rpyIHOT KITITKH B IOETHAHHI 3 MEXaHIYHOIO
iHCcyusmiero/ekceyusiiero (Hampukiaan, Cough Assist® abo VitalCough®) crmin
BUKOHYBATH y BCIX MAIlI€HTIB 3 Hee()CKTUBHUM BiJKAILTIOBaHHAM. Taki 3aX0IH CIIif
yIepeKYBATBHO 3aCTOCOBYBATH Yy TIAIIEHTIB HAa OCHOBI KJIIHIYHOI OIIIHKH
e(heKTUBHOCTI BiJIKAIIUTFOBAaHHS a00 BUMIPIOBAHHS MaKCUMAaJIbHOT IIBUIKOCTI BUIUXY
npu kanut [6]. [lutaHHS HajmamTyBaHb CXOXI 3 IMIIXOJaMH, ONMHUCAHUMH JISI
HECUISIMX TAIlI€HTIB.
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5.2.Benmunsayis

Sk 1 y HeCUASYUX TNAII€HTIB, HEIHBA3UBHY BEHTHJISI[IIO 3 MO3UTUBHUM THCKOM
(NIV) ciin BuKOHYBATH y BCiX cHMITOMAaTHYHUX manieHTiB [8-10,14,15]. Hatikparumii
MIX17 BU3HAYAETHCS 1HAMBIAYAIBHO HAa OCHOBI MOTPEO MaIlieHTa 1 SKOCT1 KHUTTH.
JlocHiJPKeHHSI MiJI 4ac CHY CJIiJI BUKOPUCTOBYBATH [ BU3HAYEHHS TOTO, KOJIU Yy
Mali€eHTa BUHUKAIOTh HIYHI PO3JIaM AUXaHHS a00 JauxajibHa HEIOCTAaTHICTh, IO
BUMAraroTh 3acTOCyBaHHs J1BopiBHeBO1 NIV 1 TuTpyBaHHs HanamrtyBaHb [6]. (Puc. 1)

TepaneBTUYHe BTPyYaHHA

di3nKanbHe obCcTexkeHHs, nereHeBa GyHKLiA,
PecnipaTopHuii KiHIYHWI anropuTm MaKCMMasbHa WBMAKICTb BUAMXY NP KaLui,
cUNa AnUXanbHUX m'asis

KniHiuHe obcTeReHHs

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

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

i ey
Mog’A3aHi 3 REM TpyaHowi HeedekTnsHe TEpaneBTMHHe BTPYYaHHs: d->i3ioTepani$|, _
3 AMXaHHAM yBi cHi BiKaLLIOBaHHA npucTpoi ana ,u,onow\_oru Y BiAKaLNIOBAHHI.
OWEN <60% Bi MaKcUManbHa WBUAKICTD Po_arnﬂ_Hth? Momnu_alcrb_aac‘rocyfaaHHﬂ
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 JONOMOTOI0 Y
PHEN <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 — mBuakuit pyx ounux somyk (rapid eye movements); NREM — ne-
REM; ®XEJI — dhopcoBaHa )KUTTEBA EMHICTD JICTCHIb )

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

ITorpeba TpaxeoTOMHOT BEHTHJIALIT BUHUKAE PiJIIIe, HIXK Y HECHITUYNX TAII€HTIB,
mpoTe y JHEIKUX CIa0KUX CUASYMX TalieHTiB JBopiBHeBa NIV mMoxe Oyrtu
HEJI0OCTaTHHOIO 200 HEePEKTUBHOIO. SIK 1y BUMTAJIKy HECUITIMX TAII€HTIB, 11€ PIICHHS
Mae IpUiiMaThCs 3 ypaxyBaHHSM KIIHIYHOTO CTAaTyCy 1 Ha OCHOBI KOHCYJbTAlId 13
CIM'€0 Ta MAI[IEHTOM, SKIIO BiH JOCST BIATIOBITHOTO BiKY.

Komenmap pooouoi zpynu:. Cnio 1 pas na pix (abo 3a nompebu) eumipiogamu
Gpopcosary HcUMmey EMHICMb Ne2eHb CUOAYU, A MAKONC NIKOBUL 00’ €M 8UOUXY |
KinbKicmb Jlecenesux iHgexyit 6 iumepeani 6-12 wmicayis. Ilonicomnocpagiune
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) excmyb6ayis nayienmie 31 CMA
nPOBOOUMbCS 30 MAKUX Y MO8

- Hopmanvna memnepamypa mina

- [layienm ne sumazae 0ooamkosozo kuctio (SpQO2 >92%)

- Peumeen  epyonoi  knimuHu  noxazye  GiOCYmHicmb — amenekmasy — abo
iHinempamis

- [lputiom ceoamuenux npenapamie npununenuti 24 200unu Ha3ao

- HeobxioHicmb 8i0cMOKMYBAHHSA MOKPOMUHHS 3 OUXAIbHUX WLIAXI8 OIU3bKA 00
MeNCL HOPMU.

3azeuuati excmybyrome 3 nepexooom Ha HIBJI (6e3 abo 3 minimanvhum O2), 6
pearcumi BiPAP (IPAP 12-20 cm 600. cm., EPAP 3-6 cm 600. cm.); sakwo wacmoma
CNOHMAHHO20 OUXAHHA HUZLKA, MO PENCUM CHOHMAHHO2O CUHXPOHI308AHO20 OUXAHHSL
(Spontaneous / Timed) 3 eapanmosanorw MiHiManbHOi wacmomoro ouxauns (backup
rate) ma opicHmyOmuvcs Ha 0aHi okcumempuu sx feedback.

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

Ilocnioosuicme | Pekomernoauii | /looamkoei 3axo0u
IIposecmu mpankymanuuii TcCO,  cnio  euxopucmosysamu 0
3axoou neped | monimopunz (TcCO-) ons CNPAMYBaHHS seHmMuAAYii nio yac
ekcmybayiero  |niocomoexu 00 excmyoayii Kopu2yeanHs napamempie HIB
) o HIB
Biopazy Excmy6yeamu ons nocmitinoi
nicns HA3anbHOL GeHmunAYyii oes

HIT/II:  secmanosnosamu  Muck, OOCHAMHbLO

6UOAICHHA 0ooamkosoeo Oa, nanpuxnad, HIB 3 . N ..
8UCOKUL, W00 nodauumu UOUMULL RIOUOM 2PYOHOI
eHoompaxea HANAUMYBAHHAMU: .
. KAIMKU
JIbHOT
mpyoKu TITAI: 12-24 ex HO EIITAI: ecmanosumu Ha MIHIMATIbHO MOICTUBOMY
EITTILI 3-8 ey 0, pi6Hi 015 noe2uleHHs NACUBHO20 BUOUXY.

BUKOPUCTIOBYIOYU PENHCUM

cnonmanuoeo yacy (C/4) 3i
WEUOKICMIO, AKA 810N08I0A€
yacmomi OUXaHHs NAYiEHma

Mixc HITAL / ENTHII mae 6ymu Oenvma He
mernwe 10 cm H-0.

llapamempu  inousioyanizoeani 0ns O00CACHEHHS
envma P: wonaimenue 10 aA0eK8amHo20 pO3ULUPEHHsT CIIHKU 2PYOHOT KIimKu

IIposecmu oyinky cmany nayienma |4 s6edertist nosimps, SpO2

ma nouamu 04U eHHs NepuLol il 029 o ) -
. nosimpi NpUMIUEHHs, HOPMAIbHUL abo

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

nouamkoguil pieenv pCQO., noninwena poboma

ouxanus ma nowamkosa 4P nayicnma

8I0CMOKMYBAHHS 30 HEOOXIOHOCMI)

Bukxopucmosysamu SpO: 6 sikocmi
pexomenoayii 01 BUKOPUCTAHHS
MI-E ma inwux memodie ouuwyenHs
cexkpemy — gionywamu, noku FiO» ne
nosepuemucs 0o 0,21.

Peosicum: ST (akwo nayieum He ompumye
niompumysanbHe JiKy8aHHs 600MA HA  THULOMY
pedicumi genmuiayii) 31 6CMAHOBIEHOI0 UWBUOKICTIIO

Hapamempu IITALL/ENT/I e cnio 3uuscysamu,
Oooku pisenv FiO> nayienma ne nogepnemvcsi 00
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Ilocniooenicms | Pekomenoauii | /looamkoei 3axo0u
0,21.
Inmepdeiic
Buxopucmogysamu nazanvhy macky abo euxioHuil
inmepgeiic
MI-E
Buxopucmosysamu  cminbku — pasie,  CKilbKu
NOMpPIOHO 0151 BUBCOCHHS CEKpemy 3 HUICHIX
ouxanbHux wsaxie. Buxopucmosysamu, sikuyo SpO2
<92%
Mooicnuso, nompibno npogooumu uacmo, oo
00noMO2mU OYUCMUmu Ciu3 mpaxei ma 3anobiemu
amenekmasy 6i0 OUCMANbHO20 PYX) CeKpemy
IHocmypanvhuii openasic
Poszenanymu neobxionicms nepesedenisn nayicnma
v nonoowcenns Tpenoenenbypea na 15 xeunum, a
nomim  nosmopuHe  3acmocosyeéanus — MI-E
(Lonomoea siokawintosannio) i 6iOCMOKMysami,
saxwo @I'K i MI-E ([{onomoea éiokauiniosantio) ne
eghexmusHi.
Tocmpi AHrwo SpO; pizko naoae 0o Yuuxamu/minimizyeamu BUKOPUCTNAHHSL
decamypauii | <92%:Buxonamu MI-E 000amK08020 KUCHIO
SpOz
Oyinumu, wu nompiono nayiecumy  |[ooamrxosuii O, exasye na negionogionicme V/Q
0o0amkoge NiKy8aHHs. ma  HeoOXiOHiCmb — NOOANbUIOZ0 — OYULYEHHS
OUXATbHUX ULTAXI6
Axwo nayienm 3naxooumocs y Meocecmpa NOBUHHA 36epHymucs 00
nogimpi npumiwenns, a SpO2 cneyianicma 3 pecnipamopHoi mepanii y pa3zi
sanuuaemscs <92%: 6y0b-sK020 niosuwenns FiOy.
npooosacysamu MI-E
(llonomoeca siokawniosannio) Q2 3a
HeoOXIOHOCMI.
AHrwo nayienm nepebysac Ha
KUCHesitl mepanii, npoooeicysamu
Q2 MI-E ({onomoea
BIOKAULTIOBANHIO) 3A HEOOXIOHOCIL.
Pedicum ouuugernns ouxanvHux Mema - niuna niompumka 0o mux nip, noku
Iicna WLTAXIB, KOIU CeKpeyis OUXANbHUX xeopoba He MmuHe abo 00  OOCACHEHH:
Cmabinizauil y |\ wnsaxie 3nudicyemsCcs, npayroody 3a  (nonepednvo2o cmany nayienma.
nogimpi epagixom Q6 abo menuie.
npumiwgenna  |[louunamu npobny HIB (y nosimpi  [/Ina  nauienmie na nocmiinii  eenmunayii:

npUMiLyeHHi)

Bionyuenns oo FiO;

0,21 abo 00 RIOMpUMKU NOYAMKOB020 CHIAHY HA
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Ilocniooenicms | Pekomenoauii | /looamkoei 3axo0u

OCHOBI NEPEeHOCUMOCI, NIOMPUMYIOYU PIGEHb

SpO2 >94% i HopmanbHull abo nowamxosuil piseHs
CO;

5.3.Jlikapcuoki 3acobu

SIkuo € BUpakeHa Mifo3pa Ha acTMy a0o0 sIBHE KJIIHIYHE MOKPAILEHHS MICIs
3aCcTOCyBaHHS, Ma€e OyTH 3a0e3eyeHa HasiBHICTh HEOYT130BaHUX OPOHXOIUIATaTOPIB.
He cnin 3actocoByBaTH HEOYJ130BaHI MYKOJITHKH MPOTITOM TPUBAJIOIO 4acy.
Hlopiuny iMyHI3alil0 BiJ TPUNy 1 MHEBMOKOKIB CIiJI 3A1ACHIOBATH 3TITHO 31
CTaHJAPTHUMHU TMEJIaTPUUYHUMHM PEKOMEHJALIAMH Il TAlI€HTIB 3 XPOHIYHUMU
HENWPOM’ I30BUMU PO3JIaJaMU.

6. Xoasaui mamieHTH

6.1.0O6cmedicenns

JlereneBa (yHkItis OuUTbmocTi xoasiunx marieHTiB 3 CMA Ttuny 3 € B Mexax
HOPMH, 13 HE3HAYHUM TOTIPIICHHSIM MPOTIATOM 4-pidHOTO MEPioay 3a pe3yJbTaTaMu
OJTHOTO JOCIIKCHHSI TIPUPOJJTHOTO Iepediry xBopoowu [5,16]. Tum He MeHIII, KITiHIYHE
OOCTe)KEHHS IIMX TMAIlIEHTIB Ma€ BKIIOYATH PETENbHY OIlIHKY e(QEeKTUBHOCTI
BIJIKAIIUTFOBaHHS TIPpH 1H(QEKIT BEPXHIX IUXAIBHUX IIIAXIB Ta MOMIYK Oyab-IKHUX
CUMIITOMIB amHO€ IMiJI Yac CHY a0o0 TIMOBEHTWJIALIl (XpOIiHHS, TPOOYIKEeHHS,
PaHKOBUH T'OJIOBHHH O11b, COHJIMBICTh Yy JeHHUN 4ac). HasBHICTh Oyab-sIKHX 13 1IUX
npoOjeM Mae OyTH OCHOBOKO IS OOCTEXKEHHS Yy MYJBMOHOJIOTa 3 PO3IIISIOM
JOIUTPHOCTI  BUKOHAHHS  JOCHIDKEHHS  (PYHKII 30BHINIHBOTO  JUXaHHA 1
nosricomHorpadii. Takok Ba)XJTUBHM € 00CTEKEHHSI Iepe]l OTICPATUBHUM BTPYYAHHSIM.

6.2.Tepanesmuune 6mpyuanHs

Jns xonsuux marieHTiB 31 CMA ynepemkyBalibHI TEpareBTHYHI 3aX0JIH HE
nokasadi. [linTpumyBanbHUl AOTIISAA Ciif 3a0e3MeuyBaTH 32 HasBHOCTI KOHKPETHHX
mpoOseM, BUSBICHMX M Yac KIIHIYHOTO OOCTexeHHs. IMyHi3allisi BUKOHYETHCS
TaKUM CaMHUM YHMHOM, SIK JUIS CUASYMX Ial[l€HTIB.

6.3. /o250 6 ymosax inmencusnoi mepanii

[aTencuBHa Tepamis aiTet 1 gopocnux 31 CMA rpyHTY€ThCS Ha CYBOPHX BUMOTaX
70 pecmipaTopHOTO 1 OararonmpodibHOTO JOTIIANY, PEKOMEHAOBAHOTO IS
amOynaTopHoro JjikyBaHHs mamieHTiB. [lamientn 31 CMA ocoOmmBO Bpas3nuBi 10
rOCTPOi pecHipaTOpHOi AEKOMITCHCAITil, TTOB’I3aH01 3 MO3ATIKAPHIHAMH 1HQEKITISIMH,
acripari€ero Ta mopymeHHsM BuaieHHs cekpemnii [1,17,18]. ITixg yac xBopoOu 4acto
NOTIpIIyeThCA  BUXiAHA audy3Ha crnaldkicte w’s3iB.  [loB’si3aHe  30UTbIIEHHS
MeTa00IIYHUX NOTpeO 3 HEBIIUYBAIbHUMU BTpATaMH PIAMHU BUKJIUKAIOTh NOTPEOy y
JOIATKOBOMY PO3MJIsiAl 3a0e3MeUeHHs] BIJMOBIIHOIO XapuyBaHHS Ta YHUKHEHHS
JikyBaJibHOTO TooayBanHs [19-21]. Tlotpeba y HeBiIKIAAHIN rocrmitaiizamii Moxe
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BUHUKATH y mauieHTiB 31 CMA, y SKUX PO3BUBAIOTHCS 3BHYANHI 3aXBOPIOBAHHS
(HanmpukIian, BipycHa pecnipaTopHa IH(EKLis, TaCTPOCHTEPUT 31 3HEBOJHEHHSM, a
TAaKOX aleHJIULNT, CEepel IHIIUMX TOCTPUX MPOLECIB), BUHUKAE HemepeadoadyeHa
norpeda y JIIKyBaHHI MepeIoMy KICTOK, MPUHOMY TOJIOTIB y KiHOK 31 CMA, a Takox
IJIAHOB1 XIPYPrivuHi NpoLeaypH (HalpuKia, BCTAHOBJIEHHS FaCTPOCTOMIYHOL TPYOKH,
OCTEOTOMIsI CTE€THAa 1 BCTAHOBJIEHHS XpPeOTOBOIrO 1HCTPYMEHTApio, pa3oM 3 IHIIMMU
MPEBEHTUBHUMHU CTPATETiSIMHU, MIATPUMYBAJbHUMU TEPANEBTUYHUMH 3ax0JaMu abo
CUMIITOMAaTUYHUM JiKyBaHHsIM). CIiJl peTeJbHO OOMIpKYBaTH PILICHHS MPO MicIle
rocmiTanizallii namieHTa nari€HTa — B IEPBUHHOMY CIIEI1a]1130BaHOMY JIIKYBaJIbHOMY
3aKjajZi 3 HEUpOM S30BUX poO3JiajiiB ab0 B IHIIOMY 3aKjaji — a TaKOoX I10J0
IUTAHOBOCTI YW TMO3AIUTAHOBOCTI rocmitamizamii (tadbmuis 2). HaBemeHi Huk4Ye
MIPKYBaHHS CTOCYIOThCSI MEPEBAXKHO HECUIAYUX 1 CUIASAYUX MALIEHTIB, IPOTE JIEAKI
aCIEeKTH TaKOXX MOXYTh CTOCYBaTHCSl CJIA0KMX XOJSUMX TMALIE€HTIB JUTAYOrO 1
nopociioro Biky 31 CMA tumy 3, y SIKUX 4acTO CIOCTEPIraeThCsl EBHE MOPYIIECHHS
auxanbHOo1 (QyHKIIT 200 mpobiieMu 3 XapyyBaHHSM, 1 SKI HapakKeH1 Ha MiJBUIICHUN
PH3HK I1iJ] YaC TOCTPOTo 3aXBOPIOBaHHS (101aTKOBa TadmIsa S2).

6.4.06cmedicerns i 002150 y pazi 20CMpo20 3axX80PHOBAHHS 8 OOMAUHIX YMOBAX

Cnig po3poOuTH 1HAMBIAYaNi30BaH1 IUTAHW YNEPEeIHKYBaJIbHOTO JOTISALY, SIKi
MarTh BKJIFOYAaTH BUMIPIOBAaHHS OCHOBHUX MOKA3HUKIB XXUTTENSUILHOCTI (HapUKiIa,
KUCHEBA JecaTyparllis 1 TaxXikapiis) 1 XapaKTEPUCTUKY CUMIITOMIB, a TaKOXX BKa31BKHU
1010 TOCUJIEHHS 3aXO0/1iB 13 AOTJISIY 3 KOHKPETHUMH PEKOMEHIAIISIMU 1010 OYUCTKU
IUXaTbHUX [UISXIB, BEHTHJIALII, XapuyyBaHHs, BIJHOBJICHHS BTpPAaTU pIIUHH,
3aCTOCYBaHHS aHTHOAKTEpiaIbHUX 3acO0IB Ta TEpeiKy KOHTaKTHHX oci0 y pasi
BUHUKHEHHS HEBIAKIaAHuX cutyamii (Taomus 2).

[HaMBITyaTi30BaH1 MPOTOKOJIU CJiJi CTBOPIOBATH HA OCHOBI MICIIEBHX PECYPCIB,
MOCIYT HEBIIKIJIAIHOI MEIUYHOT JOTIOMOTH Ta MOKJIMBOCTEH JIIKYBAJIBHUX 3aKjIaiiB
3abe3neuyBatd Jgorsia JiTed 1 gopociux 31 CMA Ta iHIIMMH HEHUpPOM SI30BUMH
pO3JaIlaMHu.

3a MoxauBOCTI CIM'T ciig 3a0e3neduTd  JOMAIIHIMH TEXHOJIOTISIMHA IS
MOHITOPUHTY (YHKIII AWXaHHS Ta HaJaHHS BIAMOBIIHOI JOIMMOMOTH, TaKoi SK
MIITPUMYBaJIbHE BUAUICHHS CEKpelliid, nBopiBHeBa NIV ToImio 3 MeToro 3amoOiraHHs
rocmitajizaiii Ta OnmTHMIi3allii CTaTyCcy A0 3BEpPHEHHS B JIIKyBaJIbHHUM 3akiaa. Take
oOnagHaHHS, SKIIO BOHO JOCTYITHE, Ma€ BUKOPHCTOBYBATHCS CIM'€I0 Il dYac
TPAHCTIOPTYBAHHS MAIIEHTA.

B pamkax mpodinakTHYHOTO AOTIISYy OOTOBOPEHHS 3 CIM’SIMH MOMJIHBOCTEH
XPOHIYHOTO Ta TOCTPOTO PECIIPATOPHOTO AOTJISITY CITiJl BAKOHYBATH Ha paHHIX eTanax
nepediry 3aXBOPIOBAaHHS; CHUTBHO 13 CIM'€I0 CITiJ MIATOTYBAaTH MUCHMOBI IHCTPYKITIi
010 peaHIMaIliIiHUX 3axO0JiB JJII MEANPAIBHUKIB, SKi OyayTh 3amydeHi 0
TPAHCIIOPTYBAHHS TalliEHTa a00 HaJTaHHS KOMY JIOTIOMOTH Y BiJIIIJICHHI IHTCHCHUBHO1
teparnii. CX0XUM YUHOM, y CiM'T Mae OyTH CIHCOK MEAMYHUX MOTpPed 1 Mepesik
MEIMYHUX MPaIIBHUKIB, SIKI CHEIIaTI3YIOThCA Y HEHPOM sI30BUX po3jiafax, y TOMY
yucii (axiBiliB 3 MyJbMOHOJOT11/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 OOMEXKEHb JOMAallHIX TEXHOJOrid Jaorsiay Ta ocid, sKi

3a0€3MeuyIoTh JIOMAIIIHIN T0TJIsI.

Tabmumsa 2

3aBiaHHs 1HTEHCHBHOI Teparii, cTpaTerii TepaneBTUYHOIO BTPYYaHHS Ta
peKoMeHaIli N0J10 AOMJISIAY: OIS Y JOMAIIHIX YMOBAaX 1 TpPaHCIIOPTYBAHHS

JomaiHi yMoBH

Crix po3pobuTty iHAMBITyai30BaH1
IUTaHH YIIEPEKYBAIBHOTO TOTIISITY,
1[0 MAIOTh BKJIFOYATH TaKl aCIIEKTH:
6.1.1.

OYHCTKa AUXaJIbHUX ]J_[J'IHXiB,

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

6.1.2. BeHTHIALIA, HOCTAYAHHS KHCHIO

6.1.3. xapuyBaHns, Cuin 3a3maserias iHGopMyBaTH MiCLIEBI CITyKOH
6.1.4. BiIHOBIICHHS BTPATH PIIMHH, HEBIJIKJIaTHOI JIOMIOMOTH TPO 1HAWBITyalbH1
6.1.5. 3acrocyBaHHs N0Tpe6H nauienTa.

aHTHOAKTEpiaTbHUX 3aC0O0IB,
6.1.6. KoHTaKTHI ocoOH y pasi
BUHHUKHEHHS HEBIIKIAIHAX
CUTYaIlii

3aranpHe 00CTEKEHHS Ta OIliHKa
O3HaK 1 CHMIITOMIB

He3zanesxno Bix moka3aHHs Ul TOCIITaI3aIii
HaWBUIIMM MPIOPUTETOM Ma€ OyTH pecripaTopHe
00CTEXEHHS 1 pecripaTopHa MiATPUMKA

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

Kputepii MaroTh BKIIIOYATH CTYIiHb TSIKKOCTI
KIIIHIYHHUX O3HAK 1 CHMIITOMIB Y BIJIHOIIICHHI JI0
MOJJIMBOCTEH 0Ci0, 10 3a0e3Meuyr0Th JOMAITHIH
JIOTJISA/I, @ TAKOK OOMEKEHDb JOMAIIHIX TEXHOJIOTIH
(morssimy i MOHITOPHHTY)

[HpopmMartis 1st ciry)ou
HEBIAKIJIAHOL JOIIOMOIH 1
ME/IIpaIliBHUKIB, 5Ki 3a0€311eYyI0Th

V cimeii MatoTh OyTH B HASBHOCT1 CTHCITUH OTJISIT
MEJIUYHUX TIOTPeO, TIepeITiK 3aKIaliB IEPBUHHOI
MEIUYHOI JOITTOMOTH, TPOTOKOIH MEAUIHOTO
JIOTIISITY, & TAKOXK TUCHMOBI THCTPYKIIIT III0J10

IHTEHCUBHY Tepariio ny, a |
peaHIMaLiiHUX 3aXOMiB.
Tpa.HCHOPTyBaHH’I Micuesi cyx0u omepaTuBHOTO Cuayx0a HEBiIKIaIHOI TOTOMOTH Ma€e OyTH
B MiCIeBi CYKON | pearypanms YKOMILIEKTOBAHA TIPaI[iBHUKAMH,
OIEPaTUBHOTO KBaJTi(DiIKOBAaHUMH LTS HAIaHHS 1IHTEHCUBHOI
pearyBaHHs Teparii 3 MATPUMKH CepIeBOl isSUTBHOCTI 32

PO3IIMPEHUM MTPOTOKOIOM Ha JOTIKaAPHIHOMY
eTarri abo pIBHOIIIHHKX 3aXO0JIiB, SIKI TAKOX 3/1aTHI
3a0e31eYNTH HEIHBA3UBHY 1 TPAHCTpaxeallbHy
BEHTHJIALIIIO JIs1 OCi0 13 3aXBOPIOBaHHAM THITY | 1
Il.

Crioci6 TpaHCIIOPTYBaHHS

Crioci0 TpaHCIIOPTYBaHHSI BiJl JIOMY JIO 3aKJIa Ty
IHTEHCHBHOI Tepallii BU3HAYA€ThCS 1HIUBITyaJIbHO

Hanpasnenns 3 npuiiManbHOrO
BIJUIJIEHHSA

PimenHst mpo 3BepHEHHS B HAWOIMIKINH 3aKTa]1
CJIIJT MPUIMATH Ha OCHOBI CTYTICHSI TSXKKOCTI
3aXBOPIOBaHHS, BiJICTaHi J10
BHCOKOCTICIIIaII30BaHOTO 3aKJIa ]y, HAssBHOCTI
TPAHCIIOPTHOT OpHUTajy JUTS TIepPEeBE3CHHS JIITCH,
MipKYBaHb IIOJIO JOBKULIS Ta 3aBIaHb MEIUIHOTO
JOTTISIY.

JlikyBanbHUit 3aK1a]]

Hireit i mononux sroneit 31 CMA Tumry 1 a6o 11
CITiJ] TOCITITATI3YBATH Y BUCOKOCIICIIiaIi30BaHA N
3aKJIaJ1, He3aJEXKHO BiJ TOTO, YH IS TOCITITATI3aIlist
€ IJTAHOBOO 200 HEBIAKIIAIHOIO.
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ITix yac TpaHCHOPTYBaHHS CIM'T CiIijL
BUKOPHUCTOBYBATH JIOMAILIHE 00JIaHAHHS
(mampuknan, NIV, npuctpiit i gornomoru y
BiJIKAIINTFOBaHH1, MaCKU-1HTepdeiicH,
acripauiHuii anapat, OKCUMETp, TaCTPOCTOMIUH1
ajanTepu).

[epconansHe Menn4He 00J1aIHAHHS
i1 9ac TPaHCIOPTYBAaHHS

(NIV — HeinBa3uBHA BEHTHJISAIIS (ABOPIBHEBHI MO3UTHBHHUN TUCK y AUXAIBHHX IIISIXaX, HE MOCTIHHMUI
MO3UTHBHUHN THCK y TuxainbHuX nuisixax); CMA — chinanbHa M'si30Ba aTpodist).

6.5. Mipkysanns wooo mpancnopmy8anHs 6i0 00OMY 00 JIKY8AIbHO20 3aK1A0Y
ma obcmedicents y 8i00iNeHHI HeGIOKIAOHOI 00noMocu

Posrisiparoun MOKIIMBICTB rocmiTanizallii, ¢l BpaXOBYBAaTH TUI JIIKYBaJIbHOT'O
3aKIaay ado piBEHb MEIMYHOTO JOTJISAY, CTYITIHB TSKKOCTI 3aXBOPIOBAHHS, a TAKOXK
3aBJaHHS MEJMYHOTO JOIJISAAy, B TOMY YHCIl morpeda peanizaulii MpPOTOKOIIB
pecnipatopHoi Tepamii, XapuyBaHHs 1 BIAHOBJIEHHS BTpatu pinuau. Hecuasuux i
CUJIYUX TIALIEHTIB CJIJI HAMPABISATH y BUCOKOCHEIIAai30BaH1 3aKjIaJu 13 JOCBIAOM
nikyBanHss CMA. PimieHHs mpo 3BepHEHHSI B HAWOIMKUUKM 3aKiaj CIiJl MpuiMaTu Ha
OCHOBI 3aBJIaHb MEJIMYHOTO JOTJISY, BIICTAH1 JO BUCOKOCTIEIIa130BaHOTO 3aKIaly,
HAsIBHOCT1 TPAHCIIOPTHO1 OpUTaau NI TIEPEBE3CHHS ITEH Ta 1HIIMX ACIEKTIB, TAKUX
SIK MIpKyBaHHS I10JI0 JIOBKJLJIA.

Kputnuno BaXJIWMBHM i 4Yac 1HTEHCHUBHOI Teparii € 3allydeHHs Opuraau, Iio
CHEIaNI3YEThCS Y HEHPOM SI30BUX po3Jaaax.

Cnyx6a HEBIIKIAIHOI JOTIOMOTH Ma€ OyTH YKOMIUIEKTOBaHA CIEIilaliCTaMH,
KBaTihiKOBAaHUMHM TSI 3a0€3MeUeHHsT BEHTUIIALIT Ta MIATPUMKH CEPIIEBOI 1 JUXAIbHOT
TISTTBHOCTI Ha HAMOUIBII aICKBATHOMY PIBHI.

Cnoci0 TpaHCHIOPTYBaHHS Big JOMY JO 3aKjaay I1HTEHCUBHOI Teparii
BU3HAYAETHCSA I1HAWUBIAYabHO 13 3allydeHHSM OpHraaud, IO CHEIiadi3yeTbes Y
HEWpPOM SI30BUX pO3ajax.

6.6.Mipkysanusa w000 modxcausocmen MeOUYHO20 YeHmpy/IiKy8aibHO20 3aKIA0Y

HaiiBumnum npioputeToM Mae OyTH pecripaTopHe OOCTEKEHHS 1 pecIipaTopHa
niaTpumka [22—25] (tabmuis 3). MeauuHui AOTIISA] Ma€e BKIIOYATH YIIEPEKYBaIbHI
3aX0/Md, B TOMY YHCII ONTHUMI3AIli0 PECHipaTOpHOi MIATPUMKH 3a JOMOMOTOIO
JIBOPIBHEBOTO MO3UTUBHOTO TUCKY B MuXalbHUX nuIsixax (Tooto NIV, a e CPAP) i3
PE3EPBHOIO YaCTOTOIO TUXATBHUX PYXIB (110 3a0€3MeuyeThCsl MUISIXOM HEeIHBa3WBHHX
METOJIB, TpaxeocToMii abo eHjoTpaxeanbHOI TPYOKH) Ta MIATPUMYBAIbHUM
BHUJIUICHHSIM CEKpeIIiil Iepe] MOCTa9aHHAM KHUCHIO Ha OCHOBI €MITIPUYHHX MTOKa3aHb.

[locTauaHHs KHWCHIO HE CIiJ 37IHCHIOBATH HA OCHOBI €MIIPUYHUX TOKA3aHb,
K110 He 3a0e3neueHo NIV abo Hemae MOHITOPHHTY ra3000MiHY JIOKCHY BYTJICITIO.
[TocTayaHHsS KUCHIO HE CJIi/I MPUTIMHATH, & CKOPOUYBATH 10 MIHIMAITLHOTO TTOKA3HUKA
nepen eKcTyOaIliero, a TakoXk HE 3aCTOCOBYBATH 3aMICTh BEHTHJIALIT 3 MO3UTUBHUM
THUCKOM.

Jlns gomomoru B peanizaiii MpOTOKOJY IHTEHCHUBHOI Tepamii CIiJ 3aiy4yaTu
OaratonpoduibHy Opuraay (dhaxiBili 3 HEMPOM SI30BUX 1 pecHipaTOPHUX PO3JIAJIB), 13
3aJIy4EHHSIM JIIKaps, K IPaBUiI0, HEBPOJIOTra ad0 JUTAYOTO HEBPOJIOTra, SKOMY BIJOMO
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po repedir 3aXBOPIOBaHHS Ta MOTEHIIIHHI ipooseMu [26,27]. Ciig TakoX 3a1y4aTv
cim'to [28,29].

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

JlikyBanbHUA
3aKyan

3aBAaHHs METUYHOTO
JIOTIISI Y

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

S0 boro He 3po0IIeHO, CITiJl 3ATyYUTH KOHCYIBTAHTIB IS
KOOpPAMHAIIIT 00rOBOPEHB 3 OpUTaiol0 IHTEHCUBHOI Tepallii Ta
ciMm'ero. ITocTauaHHS KMCHIO HE CITiJ 31HCHIOBATH HA OCHOBI
EeMIIIPUYHMX MTOKa3aHb, SIKIIO He 3a0e3meyeHo 1BopiBHeBOT NIV,

IIporoxonu
pecmipaTOpHOTO JIOTIISIITY

Crin peanizoByBaTH paHHI Ta IHTGHCHBHI IPOTOKOIN
pecrmipaTopHoro 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.

[liaTpumyBanbHe
BUJIUICHHS CEKpeIIiit

[ligTprMyBanbpHE BUIUICHHS CEKpeniif Mae OyTH MPiOpUTETOM
ITi]] YaC TOCTPUX PECIIPATOPHUX 3aXBOPIOBAHb.

PecniipatopHa miarpumka
y BUIUICHH]
HEBIAKIIAIHOL JOIIOMOIrA

HeinBasuBHY pecripaTopHy MiATPUMKY CITiJl BIPOBAKYBATH Ha
paHHIX eTamax.

Pornb KOHCYIIBTAHTIB

[TpamiBHUKH BiJUIIJICHHS HEBIIKIITHOI JIOTIOMOTH MatOTh
3BEPHYTHUCS J10 KOHCYJIBTAHTIB (HampuKia, GaxisIiis 3
HEHpOM’30BHX 200 PECHipaTOPHHUX PO3JIAIIB) IO IMATPUMKY B
peautizailii TpOTOKOJIIB IHTEHCUBHOI TEpaITii.

EnnorpaxeanpHa
THTYOAIIS

[Toporosi 3HaYCHHSI TS €HI0TPaxXeabHOI IHTYOAITiT CITiT
BHU3HAYUTH BiJ[pasy MpH MOCTYIUICHH] namienTa. Ciix B3SITH 10
YBaru MOYJIMBICTh TIOPYIICHHS TPOX1THOCTI AMXAIBHUX MUIAXIB
Ha OCHOBI KOHTPAKTYpP HUXKHbBOI IIEJICITH, OOMEKCHOI
PYXJIMBOCTI IIHI, TO3MINIMHAX OOMEKEHB Ta 1HIMX (PaKTOPIB.

Kpwurepii ekcryodartii

SIk110 Ha peHTreHorpami HassBHE YIIUTbHEHHS JISTeHi, TTepe/t
EKCTYOAIII€r0 CIT1JT BUKOHATH TIOBTOPHE po3mupeHHs. [Ticis
excTyOarii ciin 3actocoByBatu NIV sk mepexinHui
JIOTTIOMDKHUH 3axif. [TocTayaHHS KACHIO CITiJi CKOPOUYBATH JI0
MIHIMQJIBHOTO TTIOKa3HHMKa Iepe]] eKCTYyOaIli€r0, a TAKOXK He
3aCTOCOBYBATH 3aMiCTh BEHTHJISIIIT 3 TTO3UTHBHUM 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
3arajbHOK0 aHECTE3IEF0 CIIiT TPOBECTH KOHCYJIbTAITIT 3
(haxiBIsIMH 3 pecIipaTOpHOI Teparii, KOHCYJIbTAHTAMH Ta
aHecrtesionorom, o0izHaHuM 100 CMA. Citiji 0OrOBOpHTH
MOYKJIMBOCTI 1HBa3MBHOI Ta HEIHBA3UBHOI MiATPUMKH
JIUXAJIBHUX IIIAXIB.

OO0cTexxeHHs TIepet
aHeCTe31€10

[1ix gac iHTEpKYpEHTHOTO 3aXBOPIOBaHHSA y HamieHTiB 31 CMA
YCIX THITIB CIiJ PO3IILAATH HU3bKUX TIOPIT [UIS BIACTPOYCHHS
CIICKTHBHOI/HEEKCTPEHOI celalii/anectesii.

Jlo oOcTexkeHb Mmepe/ aHECTE31€K0 MOYKHA BKITFOUUTH
KapIioJoriyHe 00CTEIKEHHS, TIOJIICOMHOTPAMH Ta OL[IHKY
xapuayBaHHs1. Pecripatopry nmiarpuMky (a came NIV i qonomory




65

y BIJIKAIIUTIOBAHHI) MOKHA BIIPOBAIXKYBATU A0 celalii Ta
aHecTesii /Ui onTUMi3alii JOMpoLeypHOro 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 (1omomora y
aHecTesii BiJIKAIIUTIOBAaHHI IpH 1HTyOawii Ta ekcTyOarii) MaroTh OyTH
HEB1I'€MHOIO YaCTHHOIO JOTJIsITy Micis anectesii. CiiJl yHUKaTH
HaJMIPHOTO NTOCTa4YaHHsI KUCHIO 3aMiCTh MO3UTHUBHOTO TUCKY Ta
excTyOamii 1o NIV.

3HeO0IeHHS VY paMKax cTaHIapTHOTO MiCISIPOIEeypHOTO JOTJISILY CITij
PO3IIISIHYTH 3aCTOCYBAHHS aHATIBI€THKIB HA OCHOBI omiaTiB. [{is
Bcix TMNiB CMA MOXHa pO3IVISHYTH MOXIIUBICTh 3aCTOCYBaHHS
MICIIEBOTO 3HEOOIEHHS.

(NIV — neinBa3iBHA BEHTUIIAIIS (IBOPIBHEBHI MO3UTHBHHI THCK Y ANXAIBHUX MIIAXaX, HE MOCTIHMIMA
MO3UTHUBHUHN THCK y JuXajdbHUX nuisixax); CMA — chiHaibHa M'si30Ba aTpodist).

Sk 3a3HadYeHO B PO3AUINI TPO JIKyBaJIbHE XapyyBaHHS, IiJ Yac TOCTPOTO
3aXBOPIOBAHHSI CJIiJ] YHUKATH TiepeOyBaHHs 0e3 rojyBaHHsI, 100 3amobiratu TakKum
NOPYIICHHSIM, K METa0OJNIYHUI anuao3, Tifnep- 1 TINOrJiKeMis Ta MOPYLIEHHS
meTabomismy skupHuX kuciaor [20,21,30-32]. JloctaTHe CHOXHBAHHS PIAMHHA 1
3a0€3MeUeHHsI eJIEKTPOIITHOTO OajJaHCy € 000B’ A3KOBUMHU.

[Tpu mepopanbHOMY rogyBaHH1 C1a0KOi AUTHHM M1 Yac XBOPOOU CIIiJl BKUBATU
3axoau OE3MeKH IS 3aro0iraHHs pU3uKy acmiparii.

Kpurepii BCcTaHOBJIEHHSI MOPOTOBUX 3HAY€Hb I €HIOTpaxeajbHOl 1HTyOAaIli
CIII BU3HAYUTH 3 ypaxXyBaHHSIM JEKUIbKOX (aKTOpiB, y TOMY YHCII OOMEXEHOT
PYXJIMBOCTI M1 1 HUXKHBOI IIEJIeNH, TO3UIIMHIX 00MeXeHb Ta TToOakaHb MaIfieHTa 1
cim'i.

Crnin BU3HAQUUTH KpHUTEpil ekcTybarii Ta gertani mporeaypu (AuB. JTOJATKOBY
Ta6mumro S3).

[lepekoHIMBI T0Ka3u HA MIATPUMKY €MITIPUYHOTO 3aCTOCYBaHHS aHTHOIOTHKIB
a00 BITHOBJICHHS 00'eMy IUPKYJIFOI0UOT KPOB1 (OKPIM JIIKYBAaHHSI CETICUCY B 3arajbHii
MOMYJIAIIT) M Yac TOCTPOTO 3aXBOPIOBaHHs ab00 MpW BUKOHAHHI aHAII31B HA BIpycH
YW IHITAX JIAaTHOCTUYHUX 3aXOJIB BiACYyTHI. Po3rismarodu 1i mMUTaHHS, MEIUIHOMY
MIEPCOHAIY CJII B3SITH JO yBaru MOKA3HWKH TAIli€HTA MPHU MOCTYIUICHHI, HAsBHICTh
MOCTIMHUX TPHUCTPOIB Ta ICTOPII0 HEMIOJABHIX XIPYpPriuHMX BTpPy4YaHb, a TaKOXK
ICTOPIIO MEePIOAUIHOTO 3aCTOCYBAHHS aHTHO10THKIB.

BrnockoHanuTi iHIII acmeKTH JOTOMOTH, TaKi SK JOIISLA 3a INKiporo abo
KOHTPOJIb PU3HUKY TEPEIOMY KiCTOK, MOXKHA MIJISIXOM IMOETHAHHS (I3UYHOT Teparii Ta
eproTepariii, ICUXOCOIIAIBHOI MATPUMKH, TIOCTYT JIOTOMNE A, TATIaTUBHOI TOMTOMOTH
Ta KOHCYJBbTAIlIN 3 €HIOKPHUHOJIOTOM.

6.7.Bunucka 3 niKy8aibHo20 3aK1A0)y

[InanyBaHHS BUMHUCKHU CIIiJ PO3MIOYATH HEBOB31 MICIS MOCTYIUICHHS MAIllEHTA 3
METOI0 BHU3HAUUTH 3aBJAaHHS 3 MAIllEHTOM 1 CIM'€l0, MEPCOHAIIOM CTalllOHApy Ta
JiKapsIMU TIEPBUHHOI MeIMYHOi Aomomoru. [lpu mianyBaHHI Cifl pO3TJISIHYTH Taki
MATaHHS, SIK TIOPOTOB1 3HAYEHHS [JI BUIHCKHU, MOTpeda BIOCKOHAJIEHHS
aMOyJIaTOPHUX MOCHYT, JOTJISAl B paMKaX MOJAIbIIOT0 CIIOCTEPEKEHHS Ta MOKa3aHHS
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JUIsL HEBIIKJIAIHOI MOBTOPHOI rocmiTtanizauii. [loporose 3HaueHHs AJig BUINMCKU Ha
OCHOBI CTaHy MaIl€HTa 3aJIeKaTHUME BiJl BIEBHEHOCTI 1 HAaBUYOK YIEHIB CIM’i Ta
MEIPAaliBHUKIB, sIK1 3a0€3Me4yl0Th aMOyIaTOPHUI JOTJISIA.

6.8./[onpoyedypne  obcmencenns [33], amnecmesis/ceoayis  [34,35] ma
3HeOOoNeHHs

J1o oOcTexxeHb nepes aHeCTe31€10 MOKHA BKIIFOUUTH MOTICOMHOTPAMHU Ta OLIHKY
xapuyBaHHs. Kapmionoriune oOCTeXEHHST HE PEKOMEHIYEThCSA, 3a BUHSITKOM
HAsBHOCTI 3arpo3u AUcyHKLII cepls y crapmux ocid abo 3axBOproBaHb, HE
noB’si3aHux 31 CMA. Cnig B3SITH A0 yBaru MOXJIMBICTH NMOPYUIEHHS MPOXIJHOCTI
JTUXAJIBHUX IIIX1B HA OCHOB1 KOHTPAKTYp HUKHBOT IIEJIEIH, 00MEXKEHOT PyXJIUBOCTI
mMi, MO3UIIKHUX OOMexeHb Ta 1HmuX dakrtopiB. [lim yac I1HTEPKYpPEHTHOIO
3aXBOpPIOBaHHA y maiieHTiB 31 CMA ycix TUNIB CHIil PO3IIIAAaTH HU3bKUM MOPIT st
BIJICTPOYEHHS €JIEKTUBHOI/HEEKCTPEHO1 ceaarllii/aHecTe3ii. Y paMkKax CTaHAapTHOTO
HICSATIPOIIEAYPHOTO JOTJISTY CIiT PO3TIISTHYTH 3aCTOCYBAHHS aHAJIBI€TUKIB HA OCHOBI
oriaTiB 3 ypaxyBaHHSIM He0OXiMHOCTI 3a0e3neuynTH BianoBiaHy NIV Ta momomory y
BIJIKAIJTIOBaHHI.

Jist Beix TuniB CMA MOXKHA pO3MIISTHYTH MOKJIMBICTH 3aCTOCYBAaHHSI MICIIEBOTO
3HEOOJICHHS, 1[0 MOXXE JO03BOJIUTH 3aCTOCYBaHHS MEHIIOr0 OOCITy CHUCTEMHHX
3HE00TIOBATFHUX 3aC001B 13 MOJAJBIITUM BIUTMBOM Ha aKTUBHICTH JUXAIBHOTO EHTPY
1 TEepUCTaNbTUKY  KHUIIEYHWKA. Po3risgaroud  MOXIMUBICTH — BCTAHOBJICHHS
eniypaibHOro Karerepa Ha (POHI HASIBHOTO CKOJI03Yy CIiJi OOOB’SI3KOBO B3ATH JI0
yBaru NpakTU4YH1 MipKyBaHHs. J{0 3aX0/11B MOHITOPHHTY TIiJ] 4ac MPOIETyPHOI ceaii
Ta aHEeCTe31i CJIII BKIFOYUTH KarmHOTrpadiro K JT0JATOK 10 OKCUMETPii, OCKUTBKH CIIi]T
YHUKATH alTHOMHOT UM T1ITOMTHOWHOT OKCUT€HAII11.

Inosayitini 3acobu emionamozenemuunoi mepanii CMA

JlomaTkoBi peKoMeHAallli, Mo He PO3MIAINCS TiJ Yac AenbpIChKUX CEeCii,
BKJIFOYAIOTh 3aCTOCYBaHHS HOBITHIX TGHOHAMPABJICHUX BHJIB Teparii Ta 1HIIMX
BTpyuaHb s JgikyBaHHa CMA. Hanpuknan, 3acTtocyBaHHS —OaraTOKpaTHHX
IHTpaTeKAIBHUX BU/IIB MEIMKAMEHTO3HOI Teparii, TAaKUX SK HEIOJJaBHO 3aTBEPIKCH1
AHTUCMUCIIOBI OJIITOHYKJICOTHIH, BUMAraTUMe PETeIbHOTO TIaHyBaHHS O€3MeYHOTO
MEIMYHOTO JIOTJISAY, BIAMOBIIHOTO CTadli PO3BUTKY, Y TOMY YHCII MPOLETYPHY
cefarliro, IHTEpBEHIIHY peHTreHorpadio Ta MOTEHIIWHI OPTONEANYHI MipKyBaHHSI.
Teparmis BipyCHUMHU BEKTOpaMH Ta IHIIMMH 3aco0amu, M0 MOAHQIKYIOTH mepedir
XBOpOOHM 1 CHMIITOMIB, TaKOX MOXXE€ BHMAaratv IiCTOTHOI MIATPUMKHA B paMKax
IHTEHCUBHOI Teparmii. YCBIIOMJIEHHS TOr0, IO TPUPOJHUNA TEepedir IHOTo
3aXBOPIOBAHHS Ta WOTO BiOMUX (PEeHOTHUITIB Oyae 3MIHEHO, MA€ MIMTOBXHYTH BCIX
MEJIPAIiBHUKIB (sIKi 3a0€3MedyroTh IHTCHCUBHY TEpAIilo, XPOHIYHUW JOTJISI,
rocrmitanizamito ado JOTJs 3a MICIeM MPOKUBAHHS) J0 ydacTi B iH(HOpPMOBaHOMY
00roBOpEeHH1 Ta MPUCTOCYBAHHI MEXAaHI3M1B IHTEHCUBHOI Teparii.

7. MeaukaMeHTO3He JIIKYBAaHHS, XapuyoBi 100aBKH Ta IIeMNJIeHHS
Jlo HemaBHBOT'O Yacy KOJHE MEIWKAMEHTO3HE JIIKyBaHHS HE JOBEJIO 34aTHOCTI



67

BILJIMBATU Ha nepedir 3axBoproBaHHs CMA. KokpaHiBCbKHil Orisij, omyOaiKOBaHUH Yy
2012 poui, NOBIAOMHMB MPO IIICTh PAHAOMI3OBAHUX IJIA[€00-KOHTPOJIbOBAHUX
nociipkeHb  JikyBaHHS CMA 3 BUKOpUCTaHHSM KpeaTuHy, (eHUI0yTuparty,
rabaneHTuHy, TUPEOTPONIH-PUIII3UHT-TOPMOHY, TAPOKCUCEYOBUHU Ta KOMOIHOBAHO1
Tepanii BajgblpoatoM i anetui-L-kapuituaom [36,37]. YKomHe 3 ux JOCTIHKEHb HE
BUSIBUJIO CTATUCTHUYHO 3HAYYIIOTO BIUIMBY Ha MOKA3HUKH PE3yNbTATIB B YUACHUKIB 13
CMA Tunis 2 1 3. IHmi MOBIOMJISUIM MPO BUKOPUCTAHHS I1HIIMX MOXKJIUBUX
TEPANeBTUYHUX MIAXO1B, TAKUX AK albOyTepos1, OeTa-aApeHepriuHuid aroHicT, SIKUM
nokaszaB 0araToo0ilsdoul (PyHKI[IOHATBbHI MOKPAIICHHS Y BIAKPUTUX JTOCTIIKEHHAX
[38,39].

He3Baxkaroum Ha BIICYTHICTh JIOKAa3iB Yy paHJIOMI30BaHUX IuIanedo-
KOHTPOJIbOBAaHUX JIOCTIPKEHHSX, JESIKI 3 IHUX MpernapariB, 0COOIUBO anbOyTepoll,
4acTO BHUKOPUCTOBYIOTHCS B JIEAKUX KpaiHaX y KIIHIYHIA MpakTULl B CHUIAYUX 1
aMOyJIaTOPHUX TAII€HTIB.

AHTHO10TUKY 200 JIIKK/T00aBKH JIs 310POB’ s KICTOK, Taki sIK BiTaMiH D, KanbIii
1 6icdocdonar, abo miku B ractpoe3odareaibHOTo pedIIoKcy, Oy peKOMEHI0BaH1
3a BUHATKOM BiTaMiHy D, sSIKHH p1IKO BUKOPUCTOBYBABCS 3 MPOPUIAKTUYHOIO METOIO 1
B OCHOBHOMY BHUKOPHCTOBYBaBCSl 3a NoTpeOu/nedinuty. BoHn 0OGroBOproloThCs B
pO31iiaxX, IPUCBSIYEHUX 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, 1110 BUBYAIOTHCA B KITHIYHHUX
BUINIPOOYBaHHAX, HE OYJI0 3aBEPIIICHO PEECTPAIIITHOTO TIPOIIECY, 1 KOJICH 3 HUX HE OyB
JOCTYITHUM Ha puHKY. [IpenapaTt HyciHepceH, aHTUCMUCIIOBUNA OJIITOHYKIICOTH, IS
SKOTO 3aBEPIICHO KIIiHIYHI BUTIpoOyBaHHs (a3u 3 3a yuacti naiieHTiB 31 CMA tuny 1
i 2 [3,40,41], vemonaBHO OyB 3aTBEPKCHUN SK YTPABIIHHIM 3 KOHTPOJIO SIKOCTI
NPOAYKTIB XapuyBaHHs Ta Jikapchkux 3aco0iB CIHIA, Ttak 1 €Bpomneiicbkum
areHTCTBOM 3 JiKapchkuXx 3aco0iB y €C mis nikyBanHs CMA BCiX THIIIB, 1 AOCTYITHUHN
HAa pPUHKY B JEKUIBKOX KpaiHax. Xoua mepin KIiHIYHI pe3yJbTaTH, Ipo SKi
MOBIIOMJISIIOTh TAIIEHTH 1 POAWHU, € HAJI3BUYAMHO MO3UTHUBHUMHU, 3 OIJIAIY Ha
HEOOXIHICTh 1HTPATEKATBHOTO BBEJCHHS HYCIHEPCEHY BHUMAracThCcsi HAsBHICTD
BIZIMOBITHOT IHPPACTPYKTYPH B JTIKYBATBHUX 3aKJIa/1aX, sika HE0OXiaHA JIJIs1 HAIIHHOTO
BBEJICHHS Ta TMOCTIPOIEAypHOro MoHiTOpuHTY. KpiMm TOro, uepe3 BapTicTh
JIKapCchbKOro 3aco0y 3roja Ha JOBMOCTPOKOBE MOKPUTTS 3 OOKY CTpaXxOBUX KOMIaHIH
3aJIUIIAETHCS HETIEBHOIO.

Jlnst mpemapary OJIECOKCHM, HEHPOMPOTEKTOPHOTO 3acoly, Oyno 3aBepiieHo
BurpoOyBanHs (a3u 3 3a yuacti namieHTiB 31 CMA tuny 2 1 3, mpoTe OCHOBHA KiHIIEBa
TOYKAa JOCSATHYTa He Oyna. BTOpuHHI KIHIIEBI TOYKM Ta pe3yibTaTH aHaTi3iB
YyTIMBOCTI BKa3yIOTh Ha TE, IO OJIECOKCUM MOXKE IMITPUMYBATH MOTOPHY () YHKITiO
y mamieHTiB 31 CMA [42]. V xiriHIYHUX BUNPOOYBaHHSAX TAaKOXX BHUBYAIOTHCS IHIII
MIJIXOAH, TaKl IK HU3bKOMOJIEKYJISIPHI 3aCO0H 17151 MiABUIIEHHS piBHS O1u1ka SMN abo
3amira TteHa SMN1 3 BHKOpUCTAaHHAM BIPYCHOTO BEKTOpa, JIEMOHCTPYIOUU
oOHaIIIUBI TIoTIepeIHi pe3ynbratu [43], ToMy IMOBIPHO, IO MPOTITOM HACTYITHHX
JEKUIbKOX POKIB ClIeHapiil Oyze MIBUIKO 3MIHIOBATUCS.
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Komenmap pooouoi epynu: B ceimi exce 3apeccmpogano 3 emionamozenemuyni
3acoou ona nixysanns CMA — nycinepcen, pucouniam, oHacemHnozen abanapsogex. B
Ykpaini 3apeecmposano 2 nikapceki 3acobu 0 emionamoceHemuyno20 NiKy8aHHs
CMA pucounnam ma wuycinepcen. Egexmuenicme ma 6Gesnexka yux npenapamis
008e0eHa y MIJHCHAPOOHUX 0azamoyeHmposux 00CNiOxCceHHsAX. Bonu 3abe3neuyromo
3HAYHEe NOKPAWeHHS BUNCUBAHOCMI, OUXANbHOI ma pyxoeoi ymkyii ma saxocmi
aocummst. Jlikapcokuti 3aci6 onecokcum Ha MOMeHmM pO3pOOKU KIIHIYHOI HACMAHOBU 8
Ykpaini ne 3apeecmposanuii. Mixcnapoona HenameHmosaHa HA3684 JIIKAPCLKOSO
3aco0y anbbymepos — carbOymamon.

Pucounnam. lleii npenapam € moougikamopom cniaicuHey nonepeoHurd
mampuynoi PHK (npe-wPHK) eena susicusanns momonetiponie 2 (SMN2), pucouniam
kopueye cnaaticune SMN2, sminow0uu 6aniauc 3 8UKIIOUEHHS eK30H) 7 HA 8KIIOYEHHS
ekzony 7 6 mpanckpunm MPHK, y pesynemami uozco 36ineutyemvca eupobieHHs
@ynryionanvno2o ma cmabinorozo dinka SMN. Takum wurnom, pucouniam moougikye
nepebic CMA 3a60saxu niosuwjenHo ma ympumanuo QyHKYIOHAIbHO20 PIHA OLIKA
SMN. Ilpenapam nputimaecmocs nepopanvho.

Hycinepcen ¢ anmucmucnosum oniconykieomuoom (ACO), saxuii 30invuiye
YaCcmKy mpancKpunmis mampuunoi pubounykieinogoi kuciomu (MPHK) 3 exnrouennam
eK30Ha 7 2eHa sudcusanocmi momonelponie 2 (SMN2), 36’a3youuce 3 iHMpOHHUM
cauiencepom cnaavicuney (intronic splice silencing site — 1SS-NI). pozmawosanum 6
IHmpoHi 7 nonepeOHuxa mampuduoi pubounyxieinosoi kuciomu (npe-mPHK) cena
SMN2. 3g’asyiouuce 3 num, ACO eumicHse akmopu cniaiicuney, sKi 6 HOpMI
npucHiuytoms tio2o. Bumicnennsa yux gpaxkmopis npuzeooums 00 30epedxicenHs eK30Ha
7 6 MPHK SMN2, a omoice, nicisa cunmesy mPHK SMN2 mooice iobysamucs it
mpauncaayia 6 oinoxk SMN 3 nosnorw 0osxcunoio nauyroea. Hycinepcen 6sooumscs
IHMpPameKanvbHo (3a npoyedyporo aoMOANbHOI NYHKYIL) ma 6 IHCmpYKyii Micmumo
nonepeodcentss Wooo SUKOPUCMAHHA V HEeMO8Iam ma NayieHmie 13 CKOI030M,
nayieHmie 3 NOPYUIeHHAM @YHKYII HUPOK, MPOMOOYUMONEHIEl0 ma NopyueHHIM
320pMAaHHsL KPOSI.

IIpenapam onacemnozen abenapgigek Ha MOMeHM pPO3POOKU HACMAHOBU 8
Ykpaini ne 3apeccmposano. Onacemnozen abenapgieex - ye 2eHomepanesmuyHuli
npenapam, HNpU3HAYeHUtl O B88e0eHHs (OYHKYIOHAIbHOI KONIi 2eHa BUINCUBAHHSL
momopnux Hetiponie 1 (SMN1) y mpancoykoeani KiimuHu O1sl YCYHEHHS. MOHO2EHHOT
nepuonpuyuny  CRiHAnbHOI  M'a3060i ampogii.  Ouikyemwvbcs, wo  3a80aKU
8NPOBADINHCEHHIO 8 MOMOPHI HEUPOHU AlbMEPHAMUBHO20 O0dxceped eKkcnpecii Oinka
SMN, npenapam 3abe3neuums  BUNCUBAHHA [ KOpeKmHe  (QYHKYIOHYBAHHSL
MPAHCOYKOBAHUX MOMOPHUX HelipoHie. OnacemHoceH abenapgisek s6s€ o000
PEKOMOTHAHMHUL A0eHOACOYIOBAHULL BIPYC, WO He PEeNnaiKyemsbCs, I 6UKOPUCMOBYE
Kancuo aderoacoyiuosano2o eipycy cepomuny 9 (AAV9) ona docmasku cmabinbHo2o,
NOBHICMIO (OYHKYIOHAILHO20 mpanceeHa 1100cbko2o SMN. Bemanoeéneno, wjo kancuo
AAVY 30amuuti nponukamu uyepe3 cemamoenyedaniuHuil o6ap'ep i mpancoykysamu
momopui  Hetipouu. Ien SMNI, wo micmumvbci 6 onacemHoceH abenapsigeky,
npusHaueHutl 0 moz2o, oo nepcucmysamu 8 A0pi MpPAaHcOYKOBAHUX KIITMUH Y UeHA01
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enicomanvroi J[HK, ouikyemwvcs, wo 6iH 6y0e cmabiibHO eKcnpecysamucs npomseom
MpuUBAIo2o0 yacy 6 NOCMMIMmOmuyHux xiimunax. Pioxicui eunaoku inmezpayii
gipycHoeo eexmopa 6 J[HK moounu modcausi npu 6UKOPUCMAHHI peKOMOIHAHMHO20
AAV. 30amnicmo eipycy AAVY suxiuxkamu 3axeoprosanns y atoounu Hesiooma. llpu
3acmocy8aHHi OHACEMHO2EHY AOenapsieeKy MOXNCYMb BUHUKAMU BANCKI 20CmpI
VPAdHCEHHA NEUIHKU.

Bapmo 3a3nauumu, wo emionamoecenemuuna mepania mae 6ymu po3noyama
SAKOMO2A paHiuie niciis 6CManosieHHs diacno3y. Piuenus wooo nikapcbko2o 3acooy
ma cnocooy 1o2o 66e0eHHs MAE NPUUMAMUCL Cheyianicmamu pepepenmHo2o yeHmpy
3a HANPAMKOM CYMICHO 3 NAYIEHMOM MaA U020 NPeOCMA8HUKAMU.

Bionosiono 0o European consensus statement on gene therapy for spinal
muscular atrophy 810 2024 POKY
(https://www.sciencedirect.com/science/article/pii/S1090379824000874) yepes
BIOCYMHICMb NEepPeKOHIUBUX 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 PEeKOMEeHOYEMbCSA Ma NOMpPeOy€e NOOAIbULO20 BUBUEHHSI.

IIpome, na OymKy yKpaincbKux cneyianicmie 3 Hep8o8o-M s1308UX 3aX80PIOGAHL 3
NOCUNAHHAM HA NPAKMUYHUL 00C8I0 BUKOPUCMAHHS X80POOOMOOUDIKYy0OU0i mepanii,
y nayienmis 3 008e0eH0l0 HeepeKkmuHicmio 2eHHOi mepanii ma npoepecy8aHHIM
3aX680PIOBAHHS 6CENHC BAPMO PO3NAHYMU KOMOIHAYII0 080X Memoodi8 JiKY8AHHS.
Oyinky egexmusHocmi 6apmo nNpo8OOUMuU KOJCHI 6 Mmicayie ma piuleHHs
NPULLMAEMBCS. KOHCEHCYCHO NPe0CMA8HUKAMU peqhepeHMHUX YeHMPI He PaHIule HidC
yepes 9 micayis 8i0 NPosedeHH sl 2eHHOI mepani.

V' paszi eiocymnocmi eghexmusnocmi, BUHUKHEHHI He2AMUBHUX PeaKyill,
HenepeHocumMocmi abo npomunokasié 00 3acmocy8aHus NiKapcbko2o 3acoby, 8apmo
DO3STAHYMU MONCTUBICMb 3MIHU mepanii (mobmo, HyciHepceH HA pucouniam ado
HABNAKU,).

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

8. YpakeHHs iHIIUX CHCTEM OpPraHiB

CMA € roloBHUM YHHOM 3aXBOPIOBAHHSM MOTOPHUX HEHPOHIB, ajie JedilluTHUN
oimok SMN  MOBCIOAHO  EKCHpPECYEThCS B yCIX  KIITHHAX  MPOTITOM
BHYTPIITHHOYTPOOHOTO Ta IMOCTHATAIBLHOTO PO3BUTKY [44—46]. Takum yuHOM, TpUBa€E
JUCKYCIis IIIO/I0 TOTO, HACKUIHKY 1HIIN TKAHWHU MOXKYTh OyTH ypakKeH1 y MaIli€HTIB 31
CMA. Kinpka TBapuHHUX MOJENEH 1 JesKi 3BITH MPO BUIMAIKH a00 HEBETWKI cepii
BUIAJKIB TOBIJOMJISIOTh TPO 3allydeHHs IHIIMX CHCTEM OpraHiB, TaKuX SK
nepudepuaHu HEPB, MO30K, M’ SI3H, CEpIIE, Cy/IMHHA CUCTEMA Ta MIAILTYHKOBA 3271032
(ormsin muB. [47-50]). V Toli yac sk 3ay4CHHS IHIIMX TKAHWH MOYKE MAaTH HACIIIKU
JJIsL TEpAneBTUYHUX MIAXOA1B, JUIIE MEHIMICTh naiieHTiB 31 CMA neMoHCTpy€e YiTKi
KJIIHIYHI TIPOSBY 3QJIyYEHHS 1HIIUX OPraHiB.

[ToBimomMsiiocss PO TE€MOJMHAMIYHO PEJIEBAHTHI CEPIEBl BaJld y JyXKE TIKKO
ypaxeHux HeMoBIAT 31 CMA Ttumy 1. Ocranni orsyam Jtiteparypu  [50,51]
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i1eHTU(IKyBald HU3KY BHIAJIKIB BPOJKEHUX BaJ CepIsl, TakuX SK Jedextu
MDKIEpeicepIHOT a00 MUIKIITYHOUYKOBOI MEPEropojKu. Y BCIX LHUX MAIIEHTIB
CIOCTEpIraBcsl BaXKKUH HEOHATAJIbHUM MOYATOK, TaKOX MNo3HaueHuil sk tun 0, 3
pecIipaTOpHUM JUCTPECOM MPU HAPOHKEHHI. YC1 BOHM MaJId JIUIIE OJIHY KOIIiIO
SMN2 [51]. ¥V nosrorpuBanux mamieHTiB 31 CMA 1 THmy, sKi OTpHUMYyBaJId
BEHTWIALIWHY MATPpUMKY, 15 13 63 maiieHTiB (24%) Manu TSHXKKY CUMOTOMATHYHY
OpaauKapito, 10 CBITYUTh PO MOXKIIUBY CYIYTHIO BereTaTUBHY AUChYHKIIO [52].

VYpaxkeHHs ceplisi, HaBIaKK, 3ycTpivaeTbest HabaraTo piauie npu CMA 2 13 tumnis.
€ nesiKi OBIOMJICHHS MPO aHoMalii cepueBoro putmy npu CMA 3 tumy [53,54].
HemonaBHi qocnimkenss, npoBeaeHi s TmiB 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 MAIIEHTIB pO3BUHYTHCS sBHI KiiHI4HI, EKT
a0o exokapaiorpadiuni o3Haku kapaiomionaTii [33,55]. Sk moBigoMIsIIOCS B po3/aiii
Opo JOrJsiA 3a xapuyBaHHsAM, y namieHTiB 31 CMA mnoBinomisuiocs mpo OKpemi
BUTIAJKU JUCHYHKIIIT MIIUTYHKOBOI 327103, BKJIIOYAIOYH /11a0€eT 1 3MiHU MeTaboI13My
rioko3u [56]. Tinmepnentuaemis BusBicHa y xBopux Ha CMA 1, 2 1 3 tunis [57].
MirtoxonapianbHa TUcyHKI[IS Oyia onucaHa y NalleHTIB 1 KIITUHHUX JiHIA HEUPOHIB
moaunam [21,58,59].

Excneptu niinmiy 3roaM mIOAO0 TOTO, IO crenu(pidHe CIOCTepe)KEHHS 3a
YpaXXEHHSIM IHIIMX OpraHiB MOBUHHO, SIK MPaBUJIO, IPYHTYBAaTUCA Ha KIIHIYHHX
CUMIITOMAx 1, OT)KE€, HE € HEOOXIJHUM I OUIBIIOCTI HaIi€eHTIB. MOXIMBUMH
BUHSTKAMU € BUKIIFOUECHHS BaJl CEPIISI Y BAKKO ypakeHUX HeMOBJAT 31 CMA 1 tumy ta
MOHITOPUHT MeTaboJi3My Tioko3u Tpu Beix Tunmax CMA. Hesaxkaroun Ha
iMMoOLTI3aIlit0 O6arathox mamieHTiB 13 CMA, mpodirakThyHa aHTHKOATYJALisS HE
BBAKAETHCS HEOOX1THOIO 32 BIJICYTHOCTI I0JIaTKOBUX (haKTOPIB PU3HKY.

OcKUTbKH IHTpaTEKaIbHE BBEJICHHS HYCIHEPCEHY TOJJOBHUM YHMHOM CIPSIMOBAHE
Ha MoToHe#ponu [40], BUHHMKIIO 3aHENOKOEHHS, IO 1HIN TKAHWHH, HE IIOB’sI3aHi 3
[IEHTPAJIbHOIO HEPBOBOIO CUCTEMOIO, MOKYTh 3TOJIOM MPOJEMOHCTPYBATH CUMIITOMHU
a60 o3Haku quchyHkKii uepes aedinut 6uika SMN. PyxoBa HeTOCTaTHICTh MOXKe OyTH
NMOM'SIKIIICHAa TPHU TIOSB1 IHIIMX CHUMIITOMIB. PEKOMEHIyeThCS crocTepiratd 3a
MaIi€HTaMU, K1 JIKYIOThCS HYCIHEPCEHOM, 11010 OTEHIIIMHUX CUCTEMHUX MPOOIIEM.

9. ETnuHi MmipkyBaHHSI

3acTocyBaHHS MaNIaTUBHOI JIOMOMOTHM pa3oM 13 CYNYTHIMA €THUYHUMHU
npobiemamu OyJio B IIEHTP1 yBard MDXHAPOIHOT MIKAUCIIUIUIIHAPHOT TPYITH, 0 SKOi
BXOJWIIM KIIIHIITUCTH, JTOCTITHUKH Ol0CTUKH, OAThbKHM Ta MPEICTABHUKH TAIlI€HTIB, a
TaKOX TeIIaTPUYHI CIIEeIiaTICTH 3 MAIIaTHBHOI JOTTIOMOTH.

[TorrepeHst Bepcisi peKOMEHIAIIIH MO0 CTaHAapTIB porisiay [1] migkpecmroBana
BIJICYTHICTh KOHCEHCYCY Ta CYMEPEYHOCTI MO0 MaTIaTHBHUX MPOTHIHTEPBEHITINHUX
MiIX0MiB. 3a BIICYTHOCTI Tepamii psja CIMEH CHpuiMalid 1HTEPBEHIIMHMN MiAXis,
0COOJIMBO TPAXEOCTOMIIO, SIK KOH(IIKT MIXK SIKICTIO JKUTTSI Ta TPUBAIICTIO KUTTH,
MPOJOBKEHHSI CTpaXKJIaHb, a HE TOJCTIICHHS Tsaraps xBopobu [26,52,60,61].
[lonepenniii KomiTEeT JIAIIOB KOHCEHCYCY IIOAO TOrO, IO, HE3Ba)XalOud Ha
BIICYTHICTh ~MOpaJbHOIO IMIIEPATHUBY OyIb-AKOi Tepamii, ICHye TIJIMOOKa
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BIIMOBINAJIBHICT, 32 TPEACTABICHHS BaplaHTIB JOTJSAAY Vy CIPaBEIJIMBUM 1
30amaHCOBaHUM CMOCIO, HAaJalouu TOYHY 1H(OpMAIII0 Npo Te, 0 BUOIp ManiaTUBHOT
YY1 IHTEPBEHIIIHOI MATPUMYI0YOI Tepalnii He € BUKIIOYHUM O1HapHUM BHOOPOM.

OHOBJIEHHS OTJISAY JIITEPAaTypu HaJIalo Majo JOJATKOBHX BaroMHuXx JI0Ka3iB 1
BIJICYTHICTh KOHCEHCYCY 1100 CTaHAAPTIB MaJIaTUBHOI JOMOMOTH P 3aCTOCYBaHHI1
1o CMA [62-65]. Takum uuHOM, poOoda Tpyma BCe IEe HE 3MOIJIa JOCSTTH
KOHCEHCYCY II0JI0 MaJiaTUBHOI JIOMOMOTH 1 MOTJIa JIMIIIE BU3HATH ICTOTHI €THYHI
MUTAHHS, SIKI TOBUHHI CYIPOBO/)KYBATH PIIICHHS [IPO HAJaHHS TONOMOT'H B KOHTEKCTI
CMA, Tenep Tako y CBITJI1 HAMHOBIIIKX TePANEeBTUYHUX MiXoaiB. ['pyna Bu3Haumna
3 kirouoBi cdepu s MarbyTHbOro aHamizy; 1) KoHueniiis nmaniaTuBHO1T JOMOMOTH Y
3actocyBaHH1 10 CMA, 2) BejeHHs namieHTIB 1 NPUHAHATTS pillieHb, 3) YTpaBiaiHHA
OUIKYBaHHSIMHU.

HesBakaroun Ha Te, 10 KOHIICTIIISA MaTiaTUBHOT JTOMOMOTH OyJjia BU3HAYCHA Ta
nepeTiymMaueHa OaraTo pasziB, ICHye MOTpeba po3msiaaTH 1€ SK MOCTIMHUN
pedekcuBHMI Mpoliec, 0COOJMBO Yy 3aCTOCYBaHHI /10 TAKMX KOHTEKCTIB, Sk CMA, siKi
He € cratnyHuMH [66]. CMA 3a BciMa CTYIEHSIMH TSKKOCTI HE BIATOBIZAE MoJei
CTaHy 3 HEBIIMHHUM IHTpaBiBaJIbHUM mepebirom [67,68]. HemomaBHs AOCTYIHICTH
HOBUX METOJIB JIIKYBaHHS CTBOpHWJIAa Baromi TIJCTaBH CIOJIBAaTUCS Ha 3MIHU B
NPOTHO31, ajie JIesAKi MUTAHHS MOTPEOYIOTh MOJAIBIIOIO PO3’SICHEHHS, TMEPII HiX
MOKHa OyJie MOCSATTH TNEpexXoay M0 CTaHAapTy mnajiaTuBHOI nomomoru npu CMA
[40,41], BkIrOUarO4M HEOOXITHICTD PO3TJISHYTH 3HAYCHHS TATIaTHBHOT JIOIOMOTH JIJIS
cnutbHoTH CMA. HesBakatoun Ha OCTaHHI TEHJICHINI, K1 MiIKPECTIOTH POJIb
NaJTiaTUBHOI JOMOMOTH Y 30CEpPEHKEHH1 Ha TMOKPAIIEHHI SKOCTI HUTTS, 3 TOYKOIO
BXOJly «BTOp1» B TPAEKTOPIi 3aXBOPIOBAHHS, BCE IlI€ ICHYE 3B’S30K MNalTlaTHBHOT
JIOTIOMOTH 3 JIOTJIS/IOM HAMPUKIHII XXUTTSA. ToMy icHye TToTpeda miATpUMYBaTH 3MIHY
KyJIbTYpH, SKa PO3IVISLAAE IMATIaTUBHY JOMOMOTY SIK POJb TMOPSI 13 JIIKYBaHHSIM
XpOHIYHUX BUCHAXJIMBUX CTaHIB, sIKI MAIOTh JJOBMOTPHUBAIHMMI MPOTHO3. TaKMM YHMHOM,
KJTFOUOBOIO TIPOOJIEMOI0 € BIAMOBA BiJ] JUXOTOMIYHOI MOJIENi, sSKa IMPOTHCTABIISE
najgiaTUBHY  JIOIOMOTY  aKTUBHOMY  JIIKyBaHHIO  Ha  KOPHUCTh  MOJEI
KOMIUIeMEHTapHOCTI. ETHYHI BUKIWMKH, OE3CYMHIBHO, 3ajuINaTbcs W Hagami, IS
BUPIIICHHS SKUX MOTPIOHI AK KIIHIYHI JTOKa3Hu, TaK 1 po3yMHe cymkeHHs. OIHI€0 3
TakuX MpobiieM € mpobiiemMa yIpaBIiHHS TATAPEM JIKYBaHHS, KOJIU «T€PANeBTUYHE
CHIBBIIHOIIEHHS» MDK MOOIYHMMHU edeKTaMu Ta T[epeBaraMu Mae OyTu
30anancoBanuM. I[lo-mpyre, me ympaBiiHHA (azaMu TEpPexXony MDK TOYKaAMU
TPaEKTOPIi 3aXBOPIOBAHHSI, KOJIM MPOTPEeCcyroda XBopoba CUTHAII3Y€E PO Mepexia Ha
KOPHUCTh MATIaTUBHOI JOTIOMOTH Ta NPUITMHEHHS JIKYBaHHS, SIKE MPOJIOBKYE JKUATTS
[69]. 3aBmanHs ynpaBiiHHS OYiKyBaHHSMH B IIbOMY MIHJIHBOMY KOHTEKCTi, OCOOJIMBO
KOJM OYIKyBaHHS 3aThMapeHi OaraTbmMa CyNepewIMBUMU ITYMKaMH, JI0JaTKOBO
YCKJIQTHIOE 3aBJaHHS BCTAHOBJIICHHS CTaHAAPTy Meau4yHoi momomoru. HeobximHo
TaKOX BPaxOBYBAaTH OOMEKEHHS 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 JOIMOMOTH
narjieHTaM, ski OepyTh ydacTh y KIiHIYHUX nochipkeHHsx [70]. HemomaBue
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OMUTYBaHHSA Cepell JIKapiB-JOCIIIHUKIB, CIHEMIANICTIB 3 KIIHIYHOI OI[IHKH Ta
KOOPJMHATOPIB JOCIIIKEHHS 3 PI3HUX KpaiH MIATBEPAWIO KOHUEMNIII0 TOro, M0 B
bOMY KOHTEKCTI HEOOXITHHUM € 3a3Jajerilb BHU3HAYEHUH CTYIMiHb HIATPUMKHU
XapyyBaHHS Ta BEHTUIISLII.

10.BucHoBkH

CninanbHa M’si30Ba  aTpo(iss MpOSBIAETHCA PIZBHOMAHITHUMU (DEHOTUIIAMU
PYXOBUX TMOpYIIEHb 1 TMOB’A3aHUX CYIYTHIX 3axBopioBaHb. EdekTuBHe Ta
pe3yiabTaTuBHE JiKyBaHHsA mamieHTiB 31 CMA BuMmarae KoopAMHAIli KUIBKOX
KJIIHIYHUX CHELIaTICTIB AJI1 BUPIIICHHS SIK MOTOYHUX, TaK 1 04iKyBaHUX mpoOiem. L1
OHOBJIEHI MIPKYBaHHS WIIOJI0 CTaHJAPTIB AOMISAY Oynau po3poOiieHi, mo0 Haaatu
NOTOYHY eKCIEPTHY JAYMKY MI0J0 HEOOXigHOTO JOINISIAYy Ta, JIe Ie JOpPEYHO,
ONTUMAJIBHOTO JIiKyBaHHA. [lepernmsmaroum pe3yabTaTd, MH OYJId 3JMBOBaHI
PO30DKHICTIO MK JiiTepaTyporo Ta aHamizom Delphi. He3pakaroun Ha Te, mo Oyno
JOCSITHYTO 0araTo ycmixiB y 0araTb0X acnekTax JIIKyBaHHS, 1 BOHU MaJIM BEIUYC3HUM
BIUIUB HA BI)KMBAHHS, TMOYATOK 1 TSDKKICTh YCKJIAIHEHb, JIITEpaTypHI JaHi Oyiu
MizepHUMU. Jlyke HebaraTo TOCHiHKeHb Halaau IEBHUM PiBEHB J0Ka31B, 3aCHOBAaHUM
HAa HAJEKHOMY PiBHI, 1 OUIBIIICTh JOKYMEHTIB MOBIJOMJISUIM TMPO KIIIHIYHI
CIIOCTEpEKCHHS Ta HeBeluKi cepii. HaBnaku, He3BaXkaroum Ha HECTauy PEKOMEHIAITIH,
3aCHOBAHMX Ha JIOKa3aX, IJisi KOKHOI TeMH ICHYBaB BEJIMKHII KOHCEHCYC E€KCIIEpTIB
mo10 6arathoX KOoMmoHEHTIB JiikyBaHHS CMA. Jlns 6aratboxX acmekTiB, TaKUX SK
3aMpoBaPKeHHS] PaHHbOI Xipyprii xpeOTa Ta MATPUMKM KalUIbOBOTO araparty,
OUTBIIICTH, @ YACTO ¥ YC1 eKCIIepTH, OYyJIM MepeKOHaH1 y BIUTMBI IMX PEKOMEHAAIlIi Ha
3MIHY TPUPOJHOTO Tepediry. Y IuX BHUIIaJKaX BBAXKAJIOCA, IO XO4Ya BEIUKI
paHIOMI30BaH1 TOCTIKEHHS OyJIn O KpaluMu JUIsS OUTBIIT CHCTEMATUYHOI OIIIHKH X
e()EeKTUBHOCTI, BIUIMB Ha TMPUPOJHHMM Tepedir Ao 1 micias iX BOPOBaKEHHS OyB
JOCTaTHIM, 11100 PEKOMEHAYBATH iX BKIIIOUCHHs B 3BUUYAlHy NMpakTuKy. He3Baxkatouun
Ha Te, 10 OpaK JOKYMEHTIB, IO 0a3ylOThCs Ha J0Ka3aX, YCKJIQJAHIOE OTPUMAaHHS
TOYHOI OIIIHKHM PiBHS €()EKTUBHOCTI OKPEMHX aCHEKTiB JIIKyBaHHS, OJHO3HAYHI Ta
HEIO/IaBHI1 MOKPAIICHHS BM)KMBAHOCTI MPH THUI 1 Ta MOYATKy MPOTPECyBaHHS BCiX
tuniB CMA miATBEpIKYIOTh BILTUB CIIUTBHOTO BIPOBAHKCHHS IIUX BTPYYaHb.

KiHmeBoro MeToro IUX peKOMEHJAIlii € MOCTIHHE MparHeHHS JO0 MOKpaIeHHS
SKOCTI1 JKUTTS Ta 3MEHIICHHS TATaps 3aXBOPIOBAHb IS IMX Malli€HTiB. Xo4a 6araro 3
[IUX MIpKYBaHb 00YMOBJICHI TEXHOJIOT1SIMH, YC1 BOHH MTOYMHAIOTHCS 3 (OKYCYBaHHS Ha
KIHIYHUX CUMIITOMaXx 1 O3HAaKax MallieHTa Ta MOB’S3aHUX 3 HUMH (DaKTOpax pU3HUKY.
Pexomennaiii Tenep 0a3yr0ThCsl HA TOTOYHOMY (PYHKITIOHATHPHOMY CTATyCl MAIli€HTA:
HE CUOUTH, CUAUTH 1 XoauTh. HeoOXigHO moBa)kaT aBTOHOMIIO MAII€HTIB 1 OATHKIB, a
TaKOXK €TUYHI aCIleKTH. TakuM YUHOM, Il peKOMEH/IaIIii CJIi] 3aCTOCOBYBATH 3 YBaror
70 1HAUBIIYadbHHUX IMPOOJEM 1 CKIAIHOIIIB TAIliEHTa, a HE SK CYyBOPY IOKTPHHY.
[HaMBITyanbHI JOKA30Bi MUTAHHS, SKiI CIiJT PO3MVISTHYTH, BKJIIOYAIOTH BIK TAIli€HTA,
3arajibHuil MEANYHHUIM cTaTyc 1 00CST MIITPUMYIOUOi Teparmli, HasBHICTb MiCIIEBOTO
KJITHIYHOT'O JJOCB11Y, 0OCST HaJaHHS MEIMYHOT JOTOMOT'H Ta HOBI BapilaHTH JIIKYBaHHS.
3 MOSBOIO MEPUIOr0 CXBAJEHOIO IMpenapary Juis JiKyBaHHS mnauieHTiB 31 CMA
0COOJIMBO BAXXJIMBO MOEAHATH ONTUMAJIBHUI JOTJIA 13 JIKYBaHHSIM, SIKE JOKOPIHHO
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3MIHIOE TpUpOAHUN mnepedir xBopoOu. Ili 3ycwins BUSBWIM TUTaHHS, SK1
3aIMIIAlOThCA B Oaratbox cdepax NiATpUMYroUdoi Tepamii mamieHTiB 31 CMA, 1
CIIOHYKAaTUMYTh MalOyTH1 nociimkeHHs. [loTpiOHI TakoX MOJANbINl JOCTIIKEHHS
IIOJI0 IHIIMX aCHEKTiB, TAKUX SIK MCUXIATPUYHE Ta €MOLiiHe 310poB’s, a0 IHIIKX
aCIEKTIB, MOB’SI3aHUX 3 ONTUMI3ALIEI0 MOBCIKACHHOrO (pyHKIIOHYBaHHS. OCKUIBKU
nepeBakHa OUIBIIICTh ACHEKTIB AOTJISAY MOB’A3aHa 3 HaWBaXXYMMH (PEHOTUIIAMU, K1
MOYMHAIOTBCS y TMENIaTPUYHOMY BILl, TaKOX HEOOXiJHAa mojanblia polOoTa s
BUPIIIICHHS TPO0JIeM, OB’ A3aHUX 13 CTAPUIMM HACEJICHHSIM, BKJIIOYAIOUW MIJJIITKIB 1
nopociux. Takox moTpiOHa mojasnbina poodoTa Jjisl BUBHAYCHHSI HOBUX MOJIECNEH IS
OIATPUMKH CIM'IM 1 JIIKapsiM Ui MOKpalIeHHS MICHEBOiI MEAMYHOI JOMOMOTH Ta
3MEHIIEHHS KUIBKOCTI BI3UTIB 1 TOCHITaNi3aliil 0 LEHTPIB TPETUHHOI MEAMYHOI
JOTIOMOT!.
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