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Ctucnwmii ornap,

CniHanbHa m’a30Ba atpodia (CMA) — Le TAXKKe HepBOBO-M'A30Be 3aXBOPIOBAHHSA, BUK/IUKaAHe AePEeKTOM Y reHi BUKMBAHHA MOTOHelpoHiB 1
(SMNL1). 3axsoptoBaHicTb Ha CMA cTaHoBUTL NpmbansHo 1 sunagok Ha 11 000 xumsux Hapomwerb. Y 2007 poui MixHapoaHa KoHbepeHLisa 3i
CTAHAAPTHY NikyBaHHA CMA ony6nikyBana KOHCEHCYCHUI BUCHOBOK WOAO CTaHAApTy AikyBaHHA CMA, WO BiATOAl LWMPOKO 3aCTOCOBYETLCA MO
BCbOMY CBITOBI. Y Uil Nny6AiKauii M1 NOAAEMO OHOB/IEHHA Y ABOX YaCTUHAX LLLOAO TeM, OXOMN/IEHMX Y NonepeaHix pekomeHgauiax. Y yactuHi 1 mu
NpeACTaBASEMO METOAM PO3POOKU LMX PeKOMeHAALin Ta OHOBAeHY iHQOpMaLilo WoA0 AiarHOCTyBaHHA, peabinitauii, opToneamyHoi Tepanii i
[ornagy Ha xpebTom, a TaKoXK NiKyBa/sIbHOrO XapyyBaHHs, 3abe3neyeHHs KOBTaHHA Ta AOMNAA4Y 33 LW/IYHKOBO-KMLIKOBUM TPAKTOM. Y YacTuHi 2
PO3rNA[aTbCA KOHTPOb 33 QYHKLE ANXAHHA, IHTEHCMBHA Tepanin, ypaXKeHHs iHLIMX OpraHiB, eTMYHI MUTaHHA, iKapcbKi 3ac0bM Ta BN/IMB HOBUX
BMAiB NikyBaHHA Ha CMA.
© 2017 Onyo6uikoBaHo kommawieto Elsevier B.V.
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1. Bctyn

CniHanbHi m’s3o8i atpodii (CMA) oxonoloTb rpyny HepPBOBO-M'A30BMX PO3/1a4iB, LLLO XapaKTepM3yoTbCA AereHepalieto anbda-
MOTOHEMPOHIB Yy CMMHHOMY MO3KY 3 MPOrpecnBHoto aTpoodieto m’asis, cnabkicTio Ta napaniyem [1]. HannowwupeHiwa ¢opma CMA
BMK/IMKaHa AedEeKTOM reHy BUMKMBaAHHA MOTOHelpoHiB 1 (SMN1), nokanizosaHoro B 5q11.2-q13.3 [2]. Jo ui€ei dopmu HanexuTb
LWMPOKUI cnekTp GeHOoTUMIB, WO KAAacUdiKyTbCA B KiHIYHI rpynu 33 Bikom AebloTy 3aXBOPIOBAHHA Ta MAaKCMMasibHOI JOCATHYTOI
MOTOPHOI OYHKL,i: Ay»Ke cnabki HemoBAATa, HE34ATHI cMAiTM 6e3 NigTPMMKKM (TN 1), HexoaAYi NaLieHTN, 34aTHI CUAITU CaMOCTIMHO
(Tvn 2), a TakoX xoAA4i NaLieHTM 3 Ae60TOM 3aXBOPIOBAHHSA B guTadyomy (Tvn 3) i gopocnomy Biui (Tvn 4).

Y 2004 poui MixkHapoaHa KOHbepeHLia CTBOpMAa eKCNepTHUIA KOMITET, 40 CKnaay AKoro ysiwau ¢axisui 3 BuBYeHHA CMA, 3
METOI NiArOTOBKM KOHCEHCYCHOIO BMCHOBKY LLLOAO CTAaHAAPTY AiKyBaHHA CMA [3]. [1nA BMBYEHHS Pi3HWX acneKTiB AiarHOCTUKMK 1
NiKyBaHHA, ro/I0BHMM YMHOM peabiniTauii Ta opToneanyHoro aornagy, 3abesneveHHs GyHKLUIT ANXaHHA, OpraHisaLii xapyyBaHHA Ta
naniaTMBHoro pornagy 6ynm ctBopeHi pisHi poboui rpynu. KoxkHy rpyny o4ontoBanun no ABa KEPiBHUKMU, AKI KoopauHyBanu poboTy
iHWKMX 3anpoLueHnx ekcrnepTiB. [1n1Aa BUBYEHHA KOHCEHCYCHOI eKCNepTHOT AYMKU Ta BUSHAYEHHA TEM, LLOAO AKUX He BAANOCA J0CATTU
KOHCEHCYCY, Ta AKi BUMaratoTb NoAanbloro AoCNiaKeHHs, BUKOpUCToBYyBanacs genboincbka metoamka (Delphi technique ) [4].

3BiT 3@ KOHCEHCYCHMM BUCHOBKOM LLLOAO CTaHAApTy AlikyBaHHA (C/1) CMA 6yno onybaikoBaHo B 2007 p. [3]. BiaToai pekomeHaauii
LUIMPOKO 3aCTOCOBYHOTLCA /IIKapAMM y BCbOMY CBIiTi, 6y M nepeknageHi iHWMMM MoBaMU Ta MONYAAPU3YIOTHCA FPYNammn 3aXMCTy Npas
NaLiEHTIB | MiXKHaPOAHMMM OpraHi3aLismm y chepi HepBOBO-M'A30BUX 3aXBOPIOBaHb, TakMmK ak TREAT-NMD. HewoaagHo, i3 nosiBoto
KNiHiYHMX BMNpobyBaHb 3a y4acTi naujeHTiB i3 CMA [5—8], peKkomeHAaaL,ii TaKoX NoYyaanu BUKOPMCTOBYBaTM B MPOTOKONAX AK €TasIoH
NiKyBaHHA Npu Habopi NayienHTiB Ta Nig Yac yyacTi B KNiHIMHOMY BUNPOOYBaHHI.

MpoTArom OCTaHHbOrO AecATUpiYYA 3'ABNAETLCA Aedani Hinblwe cBig4eHb NPO MOKpalleHHA nepebiry 3axBoptoBaHHA 33 BCiMa
Tunamu CMA [9-11]. HaBiTb npu HalTaxuin dopmi CMA, Tuny 1, cnocTepiranoca nNigBuLLEeHHS PiBHA BUXWBAHOCTI AK pe3ynbTat 6inbu
NPOAKTUBHOIO Nigxoay nicna BNPOBaAKEHHA HEiHBA3WBHOI BEHTUAALL Ta €HTepasbHOro Xxap4yBaHHA, WO NPOMNOHYETLCA Y BUXIAHUX
pekomeHgauiax C/1[12,13]. IMOBipHO, W0 TaKe NOKPALLEHHSA € pe3y/IbTaTOM peani3alii peKoMeHAaui, HaBegeHUX Y KOHCEHCYCHOMY
BMCHOBKY, @ TaKOX BAOCKOHaNEHHA MeAMYHOro AOMNAAY, WO He 3aBXK AW Bifo6paxKaeTbca B MOTOYHUX NybaikaLisx.

Y uiit cTaTtTi Mu Ny6AiKYyEMO OHOBNEHHA KOHCEHCYCHOTO BUCHOBKY 3 Ornagy Ha noTpeby BKIOYEHHA HOBMX ONy6aiKOBaHUX AaHMX
Ta, 3arasiom, BifobparkeHHA NOCTyny B Temax, Lo po3rnagannca B no4yaTkosi Bepcii. TaKOX A,04aHO0 HOBI acMeKTH, 30Kpema, NoB’a3aHi
3 eKCTPEHOLO Ta HEBIAKNAAHO MeAUYHO AOMNOMOrOK, IKAPCbKMMM 3aC06aMM Ta YPAXKEHHSAM iHLIMX OPraHiB.

MoTpeba OHOBNEHHA TaKOX BUKAMKAHA MOABO KAiHIYHWMX BUNPOOYyBaHb [14]. CxBaneHHA MepLlloro NikapcbKoro 3acoby ana
nikyBaHHA CMA B rpyaHi 2016 poky Ta 6araToHaZiliHi nonepeaHi pe3yabTat iHWKWX KAiHIYHMX BUNPOByBaHb 3MiHWUAM NiaxXia Nikapis i
cimen, aki Tenep 6iNbLIOK MiPOK CXUbHI BXXUBATU aKTUBHILLMX 3aX0/iB Y NiKyBaHHI LbOro 3aXBOPOBaHHA, 0cobaneo Tuny 1.

2. Metopgonoria

Y ue oHOB/MEHHA BKAOYEHO AeB’aTb Tem: 1. [liarHOCTUKA i reHeTuKa; 2. disioTepania i peabinitauia; 3. OpToneanyHe NiKyBaHHS,
CMOCTEPENKEHHA 33 POCTOM i CTaHOM KIiCTOK; 4. Xap4yyBaHHA; 5. MNynbMoHOANOriYHE NiKyBaHHA; 6. IHTEHCMBHA Tepania B ymoBax
CTauioHapy; 7. YparkeHHs iHLKMX opraHis; 8. JlikapcbKi 3acobu; 9. ETMYHI NUTaHHA | NaniaTUBHUIA gornsa.

[ns poboTn Hag, KOXKHOK TeMOoto 6yno BU3HAaYeHO ABOX KepiBHMKIB, y BifblLIOCTi BUNaaKis no ogHomy 3 €EBponu Ta 3i CLUA, sKi
0Y40/110Ba/IM BiAMNOBIAHY poboYy rpyny i 3anpoLlyBaamn iHWKX daxiBLLiB, a TAKOXK, 32 NOTPebU, WoHaMmeHLwe ogHOro nauieHTa 3 CMA
Ta 6aTbKiB/0OnNiKyHIB. BUBip y4aCHMKIB KOXKHOT MiArpynu FpyHTYBaBCA Ha CyBOPUX Kputepiax. [lo ydacTi 3anpowysanuca daxisui 3 ycix
KOHTUHEHTIB, AKi mann nybnikauii Ha BignosigHy Temy abo BO/NOAINM 3HAYHMM O0CBIAOM Yy Ui cdepi Ta BXOAUAM A0 CKNaay
HaLiOHaNIbHUX YU MiXKHAPOAHMX pobouunx rpyn.

MowyK niTepatypu [03BOAUB BUABUTU BCi AOTMYHI CTaTTi, WO Oyan KnacudikoBaHi 3aneXHO Bif iXHbOI y3rogsKeHocTi 3
nonepegHiMu pekomeHaauismm [3], a TaKOXK TOro, Yn NpPeaCTaBAAIMCA B HAX HOBI ab0 BigMiHHI pe3yabTaTy.

KoxHa poboua rpyna (PT) nposena 2 nonepeaHi TenedoHHi KoHdepeHL|ji Ta woHalimeHLe 2 cecii 3a Ae/bdiliCbKo MeToANKO
Ha OCHOBI iHTepHeT-TexHonori. Y nepwii cecii 3a AenbPiNCbKOO METOAUKO BMKOPWUCTOBYBANMCA BIAKPUTI 3anuTaHHA Ans
BM3HAYEHHA KOHKPeTHUX TeM. [lpyra cecif 30cepeKyBanaca Ha TeMax, Wo Bynun BU3HaYeHi AK HaMBaXXAMBILWI Mg Yac nepLuloi cecil.

Mig yac cemiHapy, B AKOMy 6pann yyacTb KepiBHWKKM BCiX poboumx rpyn, aHanisyBasvca Ta 06roBoproBanmncA pesynbTaTy
nepernagy Haykosux nybaikauin Ta neplimx ABox cecii. [na aHanisy pesynbTaTiB BUKOPUCTOBYBANNCA HAaCTaHOBM AMepPUKAHCbKOT
neaiaTpuyHoi akagemii woao Knacuoikauii pekomeHaaui ans KNiHivHOI NpakTnkm [15].

Y KOXHilt pobouiii rpyni Bci Temu 6yn10 NigcyMmoBaHO 33 TaKUMM KPUTEPIAMM: ) LOCATHYTO KOHCEHCYCY Ha OCHOBI OZHOFON0CHOT
AYMKM; 6) AOCATHYTO KOHCEHCYCY Ha OCHOBI AlyMKM BiNbLLIOCTI i3 3a3HAYEHHAM AYMKM MEHLLOCTI; B) KOHCEHCYCY He AOCATHYTO, Chig,
BMKOHaTW binblue poboTu.

Micna cemiHapy 6ynn npoBeaeHi AoaaTKoBi AenbdiicbKi cecii Ana noaanblioro BUBYEHHA acneKTiB, WO BMMaraau ramblioro
BM3HAYEHHSA, NPO AKi Haronowysanoca Nig 4Yac cemiHapy. [eTanbHa iHPopmaLlia NPo BMKOPUCTAHY METOA0/O0r0 HewonaBHO
onybnikoBaHa y 3BiTi cemiHapy [16].

Pesynbtatv Bynn posgineHi Ha Niapo3ainM Ha OcHOBI Knacudikauii, BUKOPUCTaHI Yy BUXiZHOMY KOHCEHCYCHOMY BWMCHOBKY.

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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BpaxoBytoum Toi ¢aKT, WO NauieHTn 3 TMNOM 3, AKi BTPATUAM 34aTHICTb MepecyBaTUCA, NOAINAIOTL H6araTo CnibHMUX acnekTiB 3
nauieHTaMK 3 TUNOM 2, NPEACTaBHMKM LUX ABOX FPYN CRiIbHO MO3HAYAOTLCA AK KCUAAYI NALIEHTUY», TOAI AK NALIEHTM 3 TUNOM 3, AKi
He BTPaTWAM 34aTHOCTI MepecyBaTMCA, MO3HAYAOTLCA AK «XO4A4Yi nauieHTU». MauieHTM 3 TMNOM 1 NO3HA4YalTbCA AK «Hecuaadi
NauieHTU».

2.1. fdiaeHocmysaHHa CMA

3 MmomeHTY ny6niKaLii BUXiZHOrO KOHCEHCYCHOTO BUCHOBKY npoLec agiarHoctyBaHHA CMA He 3miHMBCA [3], npoTe cTana fOCTYMHO
ToYHilWwa iHpopmauia NpPo reHeTUYHU GoH. B uinomy, npm BiACYTHOCTI nonepenHix BMMAAKIB B POAMHI, MPOLLEC AiarHOCTYBaHHSA
CNUPAETLCA Ha KAiHIYHI 03HAKU. [epBMHHE OOCTEKEHHA HEMOBAAT BUAB/AE TaKi KAiHIYHI O3HAKKW, AK TiMOTOHIA, NporpecuBHa
CMMETPUYHA | NPOKCMMaNbHA CNAbKICTb, L0 HiNbLIOK MIPOKD BPAXKAE HOTU, HixK PYKM, 6e3 yparkeHHA m'a3iB 061myua, npoTe YacTo 3i
cnabkictio 6ynbbapHux m’asie. CnocTepiraeTbCsA TaKOXK CAAbKiCTb MiKpebepHUX M’A3iB i3 BiAHOCHUM 36epeeHHAM QYHKLIT
Aiadparmu, WO NOSACHIOE TUMOBY «A3BOHOMNOAIOHY» dopMy rPyAHOI KAITKKM | NapagoKcanbHUI TUN AUXaHHA. [eboT y HacTynHomy
BiKOBOMY nepiogi nicna rpyAHoro Biky nogibHMM YMHOM XapaKTepPU3YETLCA TMOTOHIED | MPOKCMMA/IbHOW CNabKiCTIo, ane 3 MeHLU
BMpPaXKeHMMK bynbbapHMMKM 11 pecnipaTOpHUMM O3HAKaMM.

Y npnbansHo 96 % nauieHtis CMA CNpUYMHAETLCA TOMO3UTOTHO BiACYTHICTIO 7-r0 i 8-Ff0 eK30HiB y reHi SMN1, abo, a geakux
BMMaAKax, TiIbKM 7-ro eK3oHy [2,17-20]. binbwicTb nauieHTIB ycnaakoByoTb Aeseuito reHa SMNI Bia cBoix 6aTbkiB; y fiTepaTypi
onucaHi ceiaYeHHs npo de-novo geneuii B oAHOMY 3 ABOX anenen y 2 % nauieHTis [21]. Y 3—4% nauieHTiB MOXKyTb 6yTM BUABNEHI iHLWI
MmyTau,ii reHa SMIN1, sk npasuno, i3 geneuieto SMN1 Ha iHwomy aneni [22].

PesynbTaT nonynsauiiHMx AocnigKeHb CBig4aTb NPO Bapiauii YacToTHOCTI HociiB geneuinSMNI — HaMBMLWA YaCTOTHICTb
HociiBaeneuilt cnoctepiraeTbcsa cepes NPeacTaBHUKIB MOHronoiaHoi pacu (2,4 %) [23]. lokyc SMN | HaneXuTb 40 reHOMHOTO perioHy
3 iHBEpPTOBaHOW AynJiKalieto Ha NHOACBKIA XpoMoOcoMi 5, AKa MicTUTb TeH-napanor, SMN2. Y Bcix nauieHtiB 3 CMA reH SMN2
HeyLlwKoAKeHuI. MpoTe KinbKicTb Konii reHa SMN2 y 3aranbHiii nonynauii nepebysae B Ajana3oHi Big 0 Ao 4 Ha xpomocomy 5. Y
nauieHTiB 3 CMA 3aBXAM NPUCYTHA WoOHalimeHwe 1 konia reHa SMN2.

B ocHosBi gjarHoctyBaHHA CMA nexaTb MOJIEKYNAPHI FeHeTMYHi aHanisn. FeHeTnyHuin aHanis Ha SMN1/SMN2 € Hag3Bu4aiHo
HaZiHUM | HaneXuTb A0 obcTexeHb Nepwoi AiHii npu nigo3pi Ha CMA y Tunosomy Bunaagy (Puc. 1). Tunosi BMNagKku He BUMaratoTb
BMKOHAHHA bioncii m’asi..

- —_p NiaTBepakeHa CMA 3a
0 koniid NoKanisauieo y 5q \
MLPA SMN1 »  1konia [=P|CekBeHyBaHHA SMNI | mup myTauin
60 i
KniHiuna Tect Ha a — EAVWHOKPOBHICTb f I _
i Aenevjto qPCR >2 Konii > 6es myraui
nigospa — 22 Konii
Ha CMA SMN1
_’ I'IporHoc‘rwme 3HAYEeHHA CTyneHA TAXKKOCTI
SMN2 A !
- IHWi Bnan CMA abo
JlonycKaeTbca HeramHe HMP
| BKIIOYEHHA B Nporpamy
NiKyBaHHA

v

EMI, LUMH, KK

|

HeilporeHHui TMn

v

MaHenb reHHUX TecTiB
HMP a6o NEC/NIC

Puc. 1 [iarHOCTUYHUIA anroputm Ans cniHanbHoi m’asosoi aTpodii (CMA: cniHanbHa m’a3oBa aTpodis; SMIN1: reH BMMKMBAHHA MOTOHelpoHiB 1; SMIN2: reH
BUXXMBaAHHA MOTOHelpoHiB 2; HMP: HepBoBO-m’A308i po3naau; EMT: enektpomiorpadis; LUMH: weunakicte nposigHocTi Hepsa; KK: KoHUeHTpaLia KpeaTuHKiHasu; MNEC:
NOBHOEK30MHe ceKBeHyBaHHsA; MIC: NOBHOreHOMHe CeKBEHYBaHHSA).
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Puc. 2 MixkgucumnniHapHuia nigxia,.

AK npasuno, y giten i3 Tnom 1 i 2 TakoXX Hemae NnotTpebu BUKOHYBaTU EMT; Le ob6CcTexkeHHs MoXKe A0MNOMOTTH NPU AiarHOCTYBaHHI
6iNbll XPOHIYHUX dOpPM, MPU AKMX GEHOTMM MOXKe ByTU He TaK YITKO BMpaxkeHWM. AK npasuno, y nauieHtis 3 CMA KoHueHTpauis
KpeaTWHKiIHa3n B CMPOBaTLi KPoBi NepebyBae y mexkax HoOpmuM abo AnLle He3HAYHO NiABULLEHA; BOAHOYAC, 3aPEECTPOBAHO AeKi/bKa
BMHATKIB i3 cyTTEBO (B 10 pasiB) MigBMLULEHOI KOHLLEHTPALLIEID, TOMY Liei TecT He 060B’A3KOBO BUK/OYAE AiarHos [24].

«3010TMUM CTAHOAPTOMY» TEHEeTUYHMUX aHanisiB Ha CMA € KinbKicHMA aHanis ak SMNI1, Tak i SMN2 i3 BUKOPUCTaHHAM
MY/IbTUNEKCHOI NirasHoi amnaidikauii AHK-30HAiB (MLPA), KinbKicHoi nonimepasHoi naHutorosoi peaku,ii (QPCR) abo cekBeHyBaHHSA
HacTynHoro nokoniHHA (NGS) [23,25-27]. FTomo3uroTHi geneuii SMN1 TakoK MOXyTb 6yTV BUABAEHI 3a Aonomoroto PCR i3 HacTynHUM
PECTPUKLINHUM aHanisom. Leii meTog, € WBMAWNM i AelweBWMM Ta YacTo AOCTYMHMM Yy HaraTbox nabopartopisx, npote BiH He
[,03BONSAE BU3HAYUTU KinbKicTb Konit SMN1 abo SMN2. BogHouac, iHpopmauia npo konii SMN1 € Ba*KNMBOK A/1A BU3HAYEHHSA
reTepo3nroTHUX Aeneuin, Toai sk BigomocTi npo Konii SMN2 € icTOTHUMUW 418 BUSHAaYEHHA NPOrHo3y  TepaneBTUYHMUX MigXOLiB.

BiacyTHicTb 060x NoBHUX Koni SMN1 cTaHOBUTb OCHOBY A8 AiarHocTyBaHHA CMA. AKLLLO HasiBHa iMLwe 1 NoBHa Konis, | KNiHIYHWUIA
deHoTnn cymicHuin 3 CMA, cnif, BUKOHATU CeKBEHyBaHHA iHWoro reHa SMN1, wob 3HaWTK iHWI NpuxoBaHi myTauii. AKLWO HaABHI
06uagi nosHi Konii SMN1, giarHo3 CMA € HaA3BM4YalHO MalIoMOBIPHUM, NPOTE, AKLLO CNOCTEPIraeTbCA ABHO BUPAXKEHUA TUNOBUIA
deHoTMN abo KpoBHA CMOpigHEHICTb, C/if, BUKOHATU CeKBeHyBaHHA reHa SMNI. AKWO pe3ynbTaTh CEKBEHYBaHHA CBiAYaTb Mpo
HeyLWKoaKeHnn reH SMN1 3a HaaBHOCTI ¢peHoTuny, xapaktepHoro ans CMA, BKAOYHO 3 HeliporeHHoto EMTI, cnig po3rnsaHytm
HAABHICTb iHLWIMX 3aXBOPIOBAaHb MOTOHEMPOHIB.

Byno 40CArHYTO KOHCEHCYCY, WO HaBiTb i3 ypaxyBaHHAM TOrO, WO KiNbKicTb Konih SMN2 He € cyTTeBOtO ANA AiarHoctyBaHHs CMA,
Lel NOKa3HWK CAig, BU3HAYaTU B MeKax CTaHZapTHOI npoueaypu, OCKiNIbKM BiH € BaXK/NIMBUM YMHHUKOM, LLO BR/IMBAE HA CTYNiHb
TAXKKocTi peHoTmuny CMA [26,28-30] (aoaaTkoBa Tabanuga S1).

Binbwictb naujieHTie i3 CMA Tvny 1 matoTb Agi Konii SMN2, nauieHtn 3 CMA tuny 2 i Tuny 3a (Ae6toT A0 AOCATHEHHS 3-piYHOro
BiKy) — Tpu Konii SMN2, nauieHT 3 CMA Tuny 3b (ae6toT nicna gocAarHeHHA 3-piyHOro BiKy) — 4oTupu Konii SMN2, Toai Ak naLuieHTn
3 TMNom 4 — BiZ YOTMPbLOX A0 LWecTu Konii [26,30]. Xo4ya cnocTepiraeTbca MiLHa KOpenawuis MixK KinbKicTio Konii SMN2 i ctyneHem
TAXKOCTi 3aXBOPIOBAHHSA, iCHYIOTb TAKOX BUHATKW, TOMY B OKPEeMMX BMNAZKaX KisbKicTb Konii SMIN2 moxke He nepeabayvati CTyneHn
TAXKKOCTI peHoTUNy. Lle obmerKeHHA ciia.aragyBati Npy NoBiAOM/IEHHI NPO KiNbKICTb KONi abo Npu KOHCYAbTYBaHHI NaLEHTIB UM
IXHIX pOANH.

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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LLle ogHa NnpuymMHa BM3HA4YaTK KifbKicTb Koniin SMN2 nonarae B TOMy, WO CbOroAHI Liel MOKa3HUK BUKOPUCTOBYETLCA AK KpUTEpiit
Habopy NaLieHTIB y KNiHiYHi BUNpobyBaHHA [7,8].

HasagHicTb SMN1 3 04HO4YaCHOK rOMO3UTOTHOIO BiACyTHICTIO SMIN2 — reHoTUN, BUABAEHWUI Yy NPUBAM3HO 3—5% KOHTPObHUX OCi6
— He Ma€ 04eBUAHOr0 3HaYeHHA ana deHoTuny [2,20]. HasBHICTb LiOHAMEHLLE OAHOTO NOBHICTIO dyHKLioHanbHoro reHa SMN1,
LLLO € TUNOBO cUTyaLieto ana Hociis CMA, € pocTaTHbO AnA 3axucTty Big CMA.

OuyeBUAHO, WO reHeTUYHEe KOHCY/IbTYBAaHHA € BAaXXMBMM Mif, 4ac NOCTAHOBKM [AjarHo3y, Tak CamMo AK MCUXONOTIYHA NiagTPUMKA
poauH, ocobarBo Npu noBigomaeHHi npo giarHo3s CMA tuny 1.

2.2. KoHmponb nepebizy: mixcoucyunaiHapHuli nioxio

MixamcumnaiHapHUiA Niaxig € KAYOBUM eNleMeHTOM KOHTposto nepebiry 3axBoptoBaHHA y nauieHTie 3 CMA [1,3]. CMA — ue
KOMMNJIEKCHUIM po3nag, Lo nepeabayvac pisHi acnekTy JOrnany Ta 3a/yYeHHs pisHMX GpaxisLis, TOMY KOXEH 3 aCMEKTIB cNif po3rnagaTu
He i30/1bOBaHO, a B paMKax MiKaucuunaiHapHoro nigxoay (Puc. 2). Y mMUHynomy poguHam A0BOAMNOCA KOOPAWMHYBATM BCi
06CTEKEHHA Ta Bi3WUTW, NPOTE 3apa3 PeKOMEHAYETbCA, WOob yCi Ui acnekTn KoopauHyBaB OAMH NiKap, AK NpaBMIo, HeBposor abo
OMTAYMIA HEBPOAOr, AKOMY BiZOMO Npo nepebir 3axBOpPtOBAHHA Ta NOTeHLUiMHI npobaemu. Lle [o3BosnTb cnoctepirati 3a
Pi3HOMAHITHUMM acneKkTamu, WO, AK BiAOMO, € YACTUHOK MNPOrpecyBaHHA 3aXBOPKOBAHHA, @ TaKOX, 32 MOM/MBOCTI, HajaBaTu
npo¢inakTMuHM gornaa,

2.3. Hepsoso-m’azose obcmexceHHA ma 0obcmexeHHA 0opPHO-Pyx08020 anapamy
KniHiyHa ouiHka CMA BK/tOYa€E BUKOHaHHA di3nKanbHOro obctexkeHHA i3 0c061MBOIO yBarok Ha ONMOPHO-PYXOBUI anapaT i Nos’A3aHi
dyHKUioHanbHi po3naan. Bubip obcTexkeHb BigobpaxkaTMMe acnekTy, LWo € Binbll AOPEeYHUMU ANA KOKHOIO CTYNEeHs TAMKKOCTI
(mopaTkoBa TabunuAa S2).

[0 HUX cnig BKAKOYMTU pi3Hi 3acobM OLiHKK CMAKM Ta Aiana3oHy pyxiB cyrioba, BiANOBIAHI WKaAW 3 OLiIHKM MOTOPHOT GyHKUi [31-
35], a TAaKOXK TeCTU Ha WBUAKICTb 419 MOHITOPUHTY TUX acneKTiB GYHKLiOHaIbHOro CTaTyCy, L0 BiA06parkatoTb NOBCAKAEHHY AifANbHICTb
(Tabnnua 1).

KBanidikoBaHMM OLiHIOBaYaM C/liZ, BUKOHYBATU Lii OBCTEKEHHSA KOXKHI 6 MicALiB AK CTaHAAPTHY NPOLLeAypY, 38 BUHATKOM 0CO6INBUX
06CTaByWH, WO BUMAratoTb iHLWOro NOAA/bLIOrO CNOCTEPENKEHHS.

PerynapHWin MOHITOPUHI LMX acneKTiB A03BOJIMTb BiACTEXYBATU MOMKAMBI 3MiHM 3 nepebirom 4yacy, BM3Ha4vatTM chepwu, WO
BMMAraTMmyTb BTPYYaHHsA, @ TaKOX BiANOBi4i Ha BTPyYaHHA. BUKOPUCTAHHA UUX 0BCTEXKEHb TAaKOX A03BO/INTb NMOPiIBHIOBATU OKpPEMI
pe3ynbTaTh 3 TPAEKTOPIAMM NPOrpecyBaHHA, NPO AKi MOBIAOMAAETLCA Y HELWOAABHIX AOCNiAKeHHAX [36,37].

2.4. Peabinimauis

3 MOMeHTy nybAiKau,ii BUXigHOro KOHCEHCYCHOTO BUCHOBKY 3’'ABAAETLCA Aenani binblie cBiAYEHb TOrO, L0 NPOAKTUBHUI Niaxia, y
TOMY YmMChi perynapHi cecii ¢isiotepanii (PT), moxke BNAUHYTU HA TPaeKTOPIl NporpecyBaHHA. Y HewWo04aBHbOMY AOCAIAKEHHI 33 y4YacTi
CUMAAYMX | XOAAUMX NALEHTIB DYHKLOHaNbHI 3MiHM NpPoTArom 12 micaAuis Ana BCiEl KOropTH ByAn MiHIManbHUMMK, @ HE3HAYHA KiNbKICTb
CTaTUCTUYHUX BUKMAIB 3 6inbll icTOTHOW BTpaTolo (YHKLiIOHaNbHUX BUAIB AiANbHOCTI YacTo 6yna npeacTaBfneHa nauieHTamu 3i
36i/IbLUEHHAM KOHTPAKTYpP CYr106iB, panToBMM MOTipLIEHHAM CKOMio3y abo HagMipHUM 36inbleHHAM macu Tina [36]. B iHwMx
ny6nikaLiax NoBiZOMAANOCA MPO KOPUCTb 3aCTOCYBaHHSA KOpCeTiB, opTesiB i ¢pisnuHmx Bnpas [38—45] (goaaTtkosa Tabamua S3).

2.4.1. Hecudsaui nauieHmu
[lo OCHOBHUX 3aBAaHb peabiniTauii HecMgAYNX NaLEHTIB HafeXaTb: ONTUMI3aLia GYHKLIOHANbHUX MOXKAMBOCTEN, MiHiMi3auin
nopyLleHb Ta ONTUMI3aLLif TONePaHTHOCTI A0 Pi3HUX NoNoXKeHb (Tabanua 1).

Tabanua 1
Peabinitauin: o6CcTeXKEHHA 1 TepaneBTUYHE BTPYYaAHHSA
Ob6cTeXeHHn TepaneBTUYHe BTPYYaHHsA Acnektun gornagy
Hecunpavi MocTypanbHUI KOHTPOb lMo3uyioHy8aHHA | opme3ysaHHA [Ona pocarHeHHs epeKTUBHOCTI opTesu chig,
nauieHTn Ckonio3s LLloaeHHe BUKOPUCTAHHA CUCTEM AN1A CUAIHHA, BMKOPUCTOBYBATU NPOTArom nepioay Big 60

BuBux cTerHa
3paTHicTb nepebyBatu B
NONOXEHHI cnaaun

Ledopmauis rpygHoi KNiTKK

KoHTpakTypu (obcar pyxis,
roHiomeTpis)

3acobiB NiATPMMKM NOCTaBM Ta NO3MULOHYBAHHSA,
TOpaKasbHUX | LUMNHWUX OpTe3iB Ana NiATPUMKK
roNoBu.

CTaTUYHi TOpaKabHi opTesn matoTb byTn
obnaaHaHi BBYA0BaHUMM NPUCTOCYBAaHHAMM
ONA pecnipaTopHOi NiATPUMKK, B TOMY YUCTi
BMpi3aMM AN1A KUBOTA.

Po3msazysaHHA
LLlofgeHHe BUKOPUCTAHHA OPTE3iB AN1A BEPXHIX i
HUWXKHIX KiHLiBOK, OpTe3iB AN1A pO3TAryBaHHA Ta

XBUNMH 40 LiNoi Houi.

TpuBanicTb cecii Ana 3abesneyeHHn
edeKTMBHOro PO3TAryBaHHA Ta ZlianasoHy pyxis
3aN1eXuTb Big NOTPeb OKPemoro naljeHTa, cTaHy
cyrnobis Ta 3aBAaHb peabinitauji.

MiHimanbHa YacToTa Ceciit i3 po3TAryBaHHA Ta
PO3LWMPEHHA Aiana3oHy PyxiB CTAaHOBUTbL 3—5
pasiB Ha TUXKAEHb

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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CnabkicTb m’asis
(aHTurpasiTauiiHi pyxum) Wkanu
dyHKLioHanbHOT ouiHKK (CHOP
INTEND)

Po3BuTOK MoTOpUKM (HINE)

MocTypanbHWiA KOHTPO/b
[Jedopmadii cronu i rpyaHoi
KNITKN

CKoNio3 i Kocuii Tas

BuBumx cTerHa

KoHTpakTypu (obcar pyxis,
roHiomeTpis)

LLIKanu dyHKLioHaNbHOT OLLHKK
(HFMSE, RULM, MFM)
Cnabkictb m’'s3iB (cnnosi Tectu)

MobinbHicTb

TecTv Ha WBUAKICTb

OuiHka BuTpmBanocti (6MWT)
MagiHHA

NiATPUMKIN GYHKLiOHANbHOT aKTUBHOCTI i
36iNblUEHHA amNAITyaM pyxis.

CTaTUuYHi opTe3n: AnsA No3uLiOHYBaHHA i
pO3TAryBaHHA PEKOMEHAYETLCA
BMKOPMCTOBYBATM iMOBIiNi3aTOpM KONIHA i LUMHK
AnA pyK. A po3TAryBaHHA i NO3ULLIOHYBaHHSA
MOYTb BUKOPUCTOBYBATUCA OpTE3N
rominkosoctonHoro cyrno6a (AFO) i KoniHo-
rominkosoctonHi optesu (KAFO). Ans
NO3MLiOHYBAaHHA BUKOPUCTOBYIOTbLCA
TOpaKanbHO-tOMBO-cakpanbHi opTesn (TLSO)
CTOAHHA 3 NiIATPMMKOO

Midmpumka pyHKYioHanbHOi akmusHocmi i
mobinbHicme

BuKOpUCTaHHA cucTeM ANA CUAIHHA i
MobinbHoCTi

Mob6inbHi onopu ans pyk ANs cnpuaHHA
bYHKUiOHaNbHI aKTUBHOCTI BEPXHbOT KiHLiBKU.

lMo3uyioHye8aHHA i opme3y8aHHA

[NnA NigTpMMKK nocTasu i GyHKLiOHaNbHOI
AKTUBHOCTI PEKOMEHAYETLCA BUKOPUCTOBYBATH
TOpaKanbHi opTesun.

3 MipKyBaHb 6e3neku i Npu TpaHCNopTyBaHHiI
ANA NIATPUMKM rON0BU YacTo
BMKOPWCTOBYHOTBCA LWWIHI OpTE3N.
PozmsAayeaHHA

[ns niaTpumKm GYHKLIOHANbHOT aKTUBHOCTI i
obcary pyxiB BUKOPUCTOBYOTbCA OPTE3N BEPXHIX
i HM3KHIiX KiHLBOK.

PerynapHe po3taryBaHHA AinAHOK 3
NiATBEPAXKEHUM PU3NKOM PO3BUTKY KOHTPAKTYp:
Ky/IbLLIOBUIA Cyrno6, KOAIHO i roMiIKOBOCTONHUI
cyrnob, 3an’ACTOK i KUCTb.

[nA no3uLioHYBaHHA i NIATPUMKM NONOXKEHHA
CTOAYM PEKOMEHAYETLCA BUKOPUCTOBYBATU
imobinisaTopu KoniHa, optesn
rOMiZIKOBOCTOMHOrO cyr/ioba i KoniHo-
rOMiZIKOBOCTOMHi opTe3un. [InAa nepecyBaHHA 3
NiATPMMKOK MOXKHa BUKOPUCTOBYBaTU OpTE3N
ONA 3BOPOTHO-NOCTYNANbHMX PYXiB MPU XOAIHHI
(RGO) i KoniHo-romisIKoBOCTOMHI opTesun. Aas
MO3MLiOHYBaHHA BUKOPUCTOBYIOTbCA
TOpaKasbHO-NtOMB0-CcaKpanbHi OpTe3N i WNHK
ONA PYK.

MidmpumKa pyHKYioHanbHOI akmusHocmi i
MmobinbHicme

BuKkopuctaHHA cuctem AnAa CUAIHHA i
MOBiNbHOCTI.

BuKkopucTaHHA NPUCTPOIB ANA HAaBYAHHA XO4iHHA
Ta 3acobiB AnA NnepecyBaHHA 3 NiATPUMKOIO.
Mob6inbHi onopu AN pyK ANa CNpUAHHSA
bYHKUiOHaNbHI aKTUBHOCTI BEPXHbOT KiHLiBKU.

MidmpumKa pyHKYioHanbHOI akmusHocmi i
MmobinbHicme

[na pocArHeHHs epeKTUBHOCTI MiHIManbHa
YacToTa opTe3yBaHHA CTaHOBWTbL 5 pasis Ha
TUKAEHb.

PekomeHayOTBCA irPaLLKM 3 BUMUKAYaMK, fierki
6pA3KanblAa, 061aLHAHHA ANA BaHH, a4anToBaHi
NiXKKa, A0NOMiXKHI 3acobu Ana BEPXHbOI
KiHLBKW, @ TAKOXK MIANOMHUKMY,

3ac061 KOHTPOAK HABKOULLIHBOTO
cepeaoBuLLa, NPUCTPOI CTEXEHHA 33 PyXxamu
oueil, HeobXiAHi Ana BUKOPUCTAHHSA
Komn'toTepis i 3abe3neyeHHA KOMyHiKaLii,
[WTAYI Bi3KM 3 BiAKMAHOK CMMHKOO Ta
MOX/IMBICTIO BCTAHOB/IEHHA B FOPU30OHTa/IbHE
MONOMKEHHSA; eNIeKTPUYHI Bi3KM MatoTb ByTn
obnagHaHi GYHKLUIE BigKMAAHHA/HaxuNy
CMWHKM, aanTOBaHi CUCTEMUN ANA CUAIHHA
OpTesu cnif HOCUTM NpoTArom nepioAy Biag 60
XBUAWH A0

Linoi Houi.

MiHimanbHa YacToTa opTe3yBaHHA: 5 pasis Ha
TUNKIEHb.

MiHimanbHa YyacToTa poO3TAryBaHHA i
PO3LIMPEHHA Aiana3oHy pyxis: 5-7 pasis Ha
TUKAEeHb. Mig yac postarysaHHA abo mobinizauji
cyrnobis cnig 3a6e3neunTn BUpiBHIOBAHHA
cermeHTiB cyrnobis npoTarom Bciei Tepanii.
CTOAHHA 3 NIATPMMKOIO Ma€E TPMBATU A0

60 XBMAWUH 3 MiHiManbHO YacToToto 3-5 pasis
Ha TMXKAEeHb; ONTMMa/ibHa YacToTa CTaHOBUTL 5—
7 pasiB Ha TUXAEHb

Di3nyHi BNpaBM MOXKYTb BMJIMHYTU Ha
dYHKLiOHaNbHY aKTUBHICTb, CUY, Aiana3oH
PyXiB, BATPUBANICTb, MOBCAKAEHHY AiANbHICTb,
AKTMBHY 3any4eHicTb i Bia4yTTA piBHOBaru
PekomeHayeTbcA NnaBaHHA, inoTepania i Buan
cnopty ans oci6 Ha iHBanigHWX Bi3Kax. Y BCix
CUMAAYMX NALEHTIB MAtOTb BYTU €N1eKTPUYHI Bi3KK
3 iHAMBIAYaNi30BaHO NiATPMMKOK NOCTaBU Ta
CUCTEMAMUN AN1A CUAIHHA

IHOAj ANA cnablumx NALEHTIB Bi3KM MatoTb ByTn
obnagHaHi GYHKLIE0 BigKMAAHHA/Haxuny
CMUHKM i NiAAOMHUKOM CUAIHHSA.

lgeanbHUMK ANA NIATPUMKM MOXKIUBOCTI
CaMOCTIHOTO NpuBEAEHHA B pyX Bi3KiB
CU/IbHILWMMM NaLiEHTAaMM € Nerki iHBaNiAHi Bi3KK
3 py4HUM npuBogom abo nigcuntoBayem Kosnic.
Ona xopaumnx nauienHTis 3i CMA pekomeHayt0TbCA
aepobHi ¢isnyHi Bnpasu Ta
3ara/ibHO3MiLHIOBa/IbHI BMPaBK.

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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LUKann GyHKLiOHAaNbHOT OLHKK MpuKknagu: NnaBaHHA, XOA4iHHA, i34a Ha

(HFMSE, RULM) Besiocunesi, iora, inotepanis, BecnyBaHHs,

Cnabkictb m’asiB (cunosi Tectun) eninTuyHi TpeHaxkepu/opbitpeKu.

KoHTpakTypw (obcar pyxis, Po3mazysaHHA Mporpamy TpeHyBaHb Ma€ po3pobnaTH Ta

roHiomerpis) KOHTpoAtoBaTu daxiseup i3 GpisnyHoi peabinitauii
abo eproTepanesT, 06i3HaHuMi woao CMA.

MocTypanbHWiA KOHTPO/b lMo3uyioHy8aHHA i opme3y8aHHA OnTMManbHa TPUBANICTb aePOBHMX BNpPaB:

Ckonio3s woHanmeHwe 30 XBUAWH

BuBux cTerHa MiHimanbHa YacToTa: 2—3 pasu Ha TUXKAEHD,

onTumanbHa: 3-5 pasis. Cnig niaTpumysatn
THYYKICTb LUAAXOM aKTUBHOMO PO3TATYBaHHA 3
NiATPMMKOIO Ta BUKOPUCTOBYBATU OpTe3un
BiANOBIAHO A0 KOHKPETHWX NOTPED.
PekomeHAy€eTbCA 3aCTOCOBYBATH NEBHY hopmy
BMpas Ha BiAYYTTA piBHOBaru.

OpTesn HUKHbBOI KiHLiBKM BUKOPUCTOBYIOTLCA
04 NiATPUMKIM NOCTaBW | GyHKLIOHANbHOI
AKTUBHOCTI B AiNIAHLL FOMINKOBOCTOMHOIO
cyrnoba i KoniHa. TopakasbHi OpTE3U MOXKYTb
BMKOPWUCTOBYBATM A4/1A NIATPMMKM NOCTaBU B
NONOXEHHI cnaaun

CHOP INTEND — TecT OL,iHKM HEMPOM'A30BMX NOPYLIEHb Y HEMOBAT, PO3POBAEHUI y ANUTAYIN NiKapHi WTaTy Pinagenvoia (Children Hospital of Philadelphia InfantTest
of Neuromuscular Disorders); HINE — HeBponoriyHe obcTexeHHs HeMoBAAT 3a Fammepcmitom (Hammersmith Infant Neurological Examination); AFO — oprtes
rominikosoctonHoro cyrnoba (ankle foot orthosis); KAFO — koniHo-rominkosoctonHuii optes (knee ankle foot orthosis); TLSO — TopakanbHO-NOMB0-CaKpanbHUI
opres (thoraco lumbo sacral orthosis); HFMSE — Po3swupeHa wkana ¢pyHKLioHaAbHOI MOTOPMKM 33 Fammepcmitom (Hammersmith Function Motor Scale Expanded);
RULM — MepernaHytuit Moaynb 415 OLIHKM PyXiB BepXHix KiHUiBOK (Revised Upper Limb Module); MFM — OujiHnka moTopHoi ¢yHKuii (Motor Function measure);
6MWT — TecT Ha X04iHHA NpoTArom 6 xBuUauH (6 minute walk test); CMA — cniHanbHa m'a3oBa aTpodis.

2.4.1.1. PozmszysaHHSA. BKNOYAE BUKOPUCTAHHA OPTE3iB i WWWH, aKTUBHO-A0MNOMIXKHUX i MACMBHUX METOAMUK, GiKCOBaHMX pam Ann
NIATPMMKM MONOMKEHHA NeXaun/ctoaun/cToaun, -a TaKoX eTanHoro rincyBaHHA. [ns crabinisauii noctasu Ta MiATPUMKMK
dYHKLiOHaNbHOT aKTUBHOCTI PEKOMEHAYETLCS BUKOPUCTOBYBATU TOpaKasbHi opTesun. o6 miHimizyBaTn pu3smK acdikcii y NosoxKeHHi
CTOAYM YACTO BUKOPMUCTOBYHOTHCA WNIMHI OpTE3U, 30Kpema, ANA NiATPUMKM FON10BU, OCKiJIbKM KOHTPOJIb FOJIOBU HEpPiAKO BiACyTHINM
abo He LiNKOM PO3BUHYTUN.

OpTe3un BepPXHiX | HUXKHIX KiHLiBOK BUKOPUCTOBYHOTHCA ANA NiATPUMKU GYHKLIOHAbHOI aKTUBHOCTI Ta aMnAiTyamM pyxis.

2.4.1.2. Mo3uyioHysaHHA. [JO cuCTeM AnA CUAiIHHA Ta 3acobiB MiATPMMKM MOCTaBM CAig, BKAKOYUTK 3acobu NiaTPUMKKM xpebTa 3a
[OMOMOrol0 Ba/MKiB, Kpicen-milKiB 3 HamoBHIOBayem, monepesHbo chOpPMOBAHUX MOAYLWOK abo KAMHONOAIGHMX onop. Takox
PEeKOMEHAYETbCA 3aCTOCYBAHHA iHAMBIAYaNi30BaHUX Ta nonepesHbo CHOPMOBAHUX CUCTEM AN CUAIHHA B iHBANiAHMX Bi3Kax Ta
iHOMBIAYani30BaHMUX CUCTEM  AAA chaHHA. [aa. nigTPMMKM  MOGINbHOCTI Ta MOMK/IMBOCTI MepemilleHHs pPeKOMeHAYETbCS
BMKOPUCTOBYBATM Bi3KM Ta EIEKTPUYHI iHBaNILHI Bi3KM 3 QYHKLiEIO NepeBeAeHHA CMMHKM B NMOXMAE NOJIOXKEHHSA Ta af4anTUBHUMM
CUCTEMAMM AN CUAIHHA.

2.4.1.3. MobinbHicms i ¢izuyHi enpasu. Ana NioTpUMKM GYHKLiOHaNbHOT aKTUBHOCTI peKOMEHAYETLCA BUKOPUCTOBYBATU TEXHIUHI
3acobu peabinitauii Ta aganTMeHe ob6sa4HaHHA. 3 METOK MOKPALLeHHA KOMYHiKauii TaKoXX PEeKOMEeHAYETbCA BMKOPUCTOBYBATU
NPUCTPOI i3 CUCTEMOIO BiACTEXEHHS PyXiB oyel. [esKMm HecuasuyMm nauieHTam 6e3nevyHo BMKOHYBaTWM BOAHI npoueaypu i3
Ha/IeXKHO NIATPUMKOLIO rON0BM i WK Ta NOCTIMHUM Harnaa0M.

2.4.1.4. ®iziomepania epyoHoi Knimku. ®isioTepanis rpyaHOi KAITKUM € BaXK/IMBOK CKNAA0BOK OLHKM Ta KOHTpOA nepebiry
3axBOploBaHHSA. BoHa HabyBae 0cob6aMBOT Barv NpoTArom PO3BUTKY 3aXBOPIOBaHHA abo nig vac nepuonepaLiiHnxX Nepiois, a TakoX
AK NPodiNaKTUUHE NYNbMOHOOTIYHE NiIKYBaHHA 3 METOH CMPUAHHA OUYMCTKU OMXANbHUX LIAAXIB Ta MOKpaLLeHHA BeHTuAAuii. [o
MaHyaNnbHUX METOZIB HaNeXaTb NepKycia, BibpaLia Ta NO3WLiOHYBaHHA ANA NIATPUMKM NOCTYPaNbHOIO ApeHaxy.

2.4.2. Cudayi nayieHmu
OcHOBHi 3aBAaHHA peabiniTauii cMasunx nauieHTiB — 3anobirTM KOHTPaKTypam i CKoNio3y, a TakoXK 3bepiraTu, BigHOBAOBATU Ta
niaTpmyBaTn GYHKLiOHANbHY aKTUBHICTb | MOBINbHICTb.

2.4.2.1. PosmszyeaHHA. [0 NpUAOMIB PO3TATyBaHHA Ha/iexKaTb MeTOoAM, AKI MOMHa 34JMCHI0BAaTM MaHyaNbHO, a TaKOX 3
BMKOPUCTAHHAM OPTE3iB, LUMH, aKTUBHOTO PO3TAryBaHHA 3 NiATPMMKOIO, CTOAHHA 3 MiIATPUMKOI/DIKCOBaHUX pam AAasa MiaTPUMKK
NONIOXKEHHA CTOAYM | METOAMK NO3ULIOHYBAHHA, TAaKMX AK eTanHe rincyBaHHA. MpUiioMM po3TATyBaHHA MatoTb BUKOHYyBaTuUCA Ta (abo)
KOHTpotoBaTUCA daxiBLuamK 3 di3nyHoi Tepanii abo eproTepanesTamn. baTbKu i NiKAYBaNIbHUKM TaKOXK MatOTb NMPONTU IHCTPYKTaXK
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LLLOAO0 BMKOHAHHA LLOAEHHMX 3aX04iB i3 PO3TAryBaHHA.
TpuBanicTb cecii ana 3abesneyeHHAa ePEKTUBHOIO PO3TAryBaHHA 3a/l€XUTb Bifd NoTpeb OKpemoro nauieHTa, cTaHy cyriobis Ta
3aBAaHb peabiniTauii.

2.4.2.2. Mo3uyioHysaHHA. Ons NiATPUMKM NoCTaBu i GYHKLiIOHANbHOI aKTUBHOCTI PEKOMEHAYETLCA BUKOPMUCTOBYBATU TOPaKasbHO-
Ntombo-cakpasibHi opTesn. 3 MipKyBaHb 0e3MeKM | npu TPaAHCMOPTYBaHHI 4acTo BUKOPMUCTOBYHOTHCA LWWMHI opTe3n. [na
NMO3WULLIOHYBAHHA | CTOAHHA, @ TAKOX, 33 MOMJMBOCTI, MepecyBaHHA 3 MiATPMMKOK BUKOPUCTOBYIOTbCA CTATUYHI, OUMHAMIYHI i
dYHKLiOHaNbHI opTesun.

CTOAIHHA 3 NiIATPMMKOIO € BaXK/IMBMM ANA NiATPUMKMN PO3TATYBaHHA HUMKHbOI KiHLIBKM, @ TAKOX ANA NiATPUMKM GYHKLIA opraHismy
i 310pOBOro CTaHy KiCTOK, LLLO CNPUAE AaKTUBHIN 3a/1y4eHOCTi Y NIATPMMKY BEPTUKANbHOTO MOJIOXKEHHS, | MIATPUMKKM NocTaBu xpebTa i
Tynyb6a.

2.4.2.3. MobinbHicme i ¢izu4Hi enpasu. Y BCiX CUAAYNX NALEHTIB MalOTb BYTU eNEeKTPUYHI Bi3KM 3 iHAMBIAYaNi30BaHO MiATPUMKOO
nocTaBmM Ta cucTeMamum AnA cuAiHHA. OUHKM LWOAO0 MOMAMBOCTI BUKOPUCTAHHA €NEeKTPUYHUX BIi3KiB MOXYTb MOYMHATUCA A0
DOCATHEHHS 2-piyHOro Biky[46]. laeanbHUMKM NS NiIATPUMKA MOXKAMBOCTI CAMOCTIMHOMO MPUBELAEHHA B PyX Bi3KiB CUMAbHILLMMU
naLieHTaMu € NIerKi iHBaNiAHi Bi3KM 3 py4HMM NpMBOAOM abo nigcuntoBadyem Kosic. Cnig 3aoxouysaTv Nporpamm TpeHyBaHb i 3axXo4,is,
O CNPUAIOTb aKTMBALIT M'A3iB, OCKIZIbKM LIe MOXKe BM/IMHYTM Ha 36epekeHHA Ta MOKPaLWEeHHA GYyHKLIOHaNbHOT aKTUBHOCTI, cnan,
AianasoHy pyxiB, BUTPWBANOCTI, BiAYYyTTA pPiBHOBAaru, NOBCAKAEHHOI AiANbHOCTI, @ TAKOX 3a/y4eHOCTi B HaBYa/IbHOMY 3aKaagi,
CYCNiNIbHUX 3axofax i npodeciiHii akTMBHOCTI. [JOo peKoMeHAOBAaHWX BRAPAB A/ CUAAYUX NALLEHTIB HasexaTb BOAHA Tepanis,
KOHLEHTPUYHI Ta eKCLLeHTPUYHI BNPaBK, a TaKoXK aepobHi ¢i3nyHi BNpasu Ta 3arasibHO3MiLHIOBabHI BNPaBu 3i cnpoTnsom i 6es.

2.4.2.4. ®iziomepania 2pyoHoi kKaimku. Tak camo AK i Ana Hecuaauux naujieHTis, ¢isioTepania rpyAHOI KAITKU € BaXKNIMBO CKNaA0BO
OLHKM Ta KOHTPO/IIO Nepebiry 3axBoptoBaHHSA, 0COHMBO A5 CIAOKMX NALEHTIB i3 3aXBOPIOBAHHAM TUNY 2, K A1A NPodiNakTUKK, TaK
i NpoTArom po3BUTKY 3axBOptoBaHHA abo nig yac nepuonepauiiHux nepioais. MaHyanbHi METOAM CXOXi 3 TUMM, WO PO3rAsganncs
ONA HEeCUAAYNX NALLIEHTIB.

2.4.3. Xoodaui nayieHmu
OcHoBHi 3aBAaHHA peabinitTauii xogaunx nauieHTiB. — 36epiratn, BigHOBAOBaTU abo NiaTPMMYBaATU QYHKLLIOHAbHY aKTUBHICTb,
MObiNbHICTb Ta AianasoH pyxiB cyrn06iB, a TaKOX MOKPaLLyBaTH BiAYYTTA PIBHOBArM i BUTPMBANICTb.

2.4.3.1. Mpozpamu mpeHysaHb/8udie akmusHocmi MNporpama TpeHyBaHb BKNtOYAE 6arato peKomeHAaL, i, Lo BUKOPUCTOBYIOTHCA
417 CUAAYMX MaLieHTiB. Kpim TOro, B Nporpamy TPeHyBaHb TaKOX CJlig BKAOUYMTM MEBHWUI Pi3HOBMA, BNpPaB Ha BigvyTTA
piBHOBAru, AK B CTaTUYHIl, TaK i B AUHAMIYHIN popmi.

2.4.3.2. PozmszyeaHHsA i nowupeHHA diana3oHy pyxie 0o NPpUAOMIB po3TAryBaHHS i NOWMPEHHA Aiana3oHy pyXiB HasexaTb NacuBHe
PO3TAryBaHHA Ta aKTUBHE PO3TArYBaHHSA 3 NiATPMMKOK. OPTe3n HUMKHbBOI KiHLIBKM NepeBa*kHO BUKOPUCTOBYOTLCA A1 36eperkeHHn
MObiNbHOCTI, NMocTaBn Ta (YHKLiIOHaNbHOI aKTMBHOCTI FOMIZIKOBOCTOMHOrO cyrioba i KoniHa. fIK nmpaBuao, Nig, Yac XOAiHHSA
TOPaKaNbHUIN OpTe3 He 3aCTOCOBYETHCA, OCKIZIbKM BiH MOXe MaTW HeraTMBHWIM BNMB Ha 3[aTHICTb A0 NepecyBaHHA Ta 0OMEeXUTH
edeKTMBHI KOMNeHcaTopHi cTpaTerii. MpoTe 3a NOTpebu Moro MoXxHa BUKOPUCTOBYBATK A5 NiATPUMKM NOCTaBK Mifg 4ac CUAIHHSA.

2.4.3.3. MobinbHicms. [Ana 3a6e3neyeHHs GyHKLiOHaNbHOT CAMOCTIMHOCTI PEKOMEHAYETbCA BUKOPUCTOBYBATW NIETKi iHBaNiAHI Bi3KK
3 py4YHMM NpMBOAOM abo NiacMAOBAYEM KONIC, SIKLLO BUTPUBANICTL € OOMEKeHO. CXOXKMM YMHOM, TaKOMXK MOMKHA PO3MAHYTH
MOX/INBICTb BUKOPUCTAHHA eIeKTPUYHUX Bi3KiB ab0 eNeKTpUYHUX CKyTepiB A/1a 3abe3neyeHHa He3aneKHoi Mob6ibHOCTI Ha AOBLWiI
BiACTaHi.

2.5. Opmonedu4Ha mepanis

2.5.1. BedeHHs deppopmauili xpebma
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2.5.1.1. Hecudsayi nauienmu. OoTenep NikyBaHHA XpebTa AK MOXKAMBOro BapiaHTy BeAeHHA HECUAAYMX MaLieHTiB 06roBopoBaiocs
PiAKO 3 ornsaAy Ha iXHIO 0BMeXKeHy BUMKMBAHICTb, 32 BUHATKOM MaLi€HTIB 3i CTabinbHOWO PYHKLIEID AMXaHHA | XxapyyBaHHsA [3,47].
MoXHa BMKOPUCTOBYBaTM CneLjiasibHi KOPCTKI opTesn, Wwo 3abesneuyytoTb nepebyBaHHA B MONOMKEHHI CMAAYU, AKLWO BOHM He
3arpoXKytoTb fiereHesin ¢yHKuii (Puc. 3). na noAanblioro cnocTepeKeHHn 3a TaKMMK MaLiiEHTaMM MOKHa 3acTocoByBaTh KyT Kobba
B MOJIOXKEHHI sIeXKaun abo B MOJIOXKEHHI CMAAYM 33 foNoMOoroto optesa Tyayba [47]. Nossa HOBMX BMAIB Tepanii, Wo NigBuLLyOTL
piBEHb BMMKMBAHOCTI Ta MOKPALLYOTb 3arasibHe GYHKUiOHYBaHHA([7,8], WBMAKO 3MiHIOKOTb CLEeHapii NiKyBaHHA xpebTa ANA TaKux
Naui€eHTIB.

KniHiuHe obcTe)eHHsA
XpebTa

PeHTreHorpadin

XpebTa
| ]
. AKwo >15-20° >50°
ﬂKI.I.I,O.<15—20 Uil Po3rnsHbTe XipypriuHe
MoHiTopuHr opTesyBaHHSA i
MOHITOPUHT BTPYYaHHA

Y nauieHTiB, AKi He gocaran I .
CKeNIeTHOI 3piNocTi, po3rnaHbTe Y naujienTis, AKi gocaram
3aCTOCYBaHHA 3pOCTalOUMX CKe/IeTHOI 3pinocTi:

crepxHiB, VEPTR, marHitTHux
2 cnoHaunoaes
CTEP3KHIB AUNoA

Puc. 3 BegeHHa gedopmauiit xpebta (VEPTR: Vertical Expandable Prosthetic Titanium Rib, BepTuKansHe poslmpioBanbHe opToneanyHe TUTaHoBe pe6bpo).

2.5.1.2. Cuos4i nauienmu.

2.5.1.2.1. O6cmexceHHA. CKoNio3 Haaani € Haga3BMYaMHO nolmpeHum y aiteit 3 CMA Tuny 1 i 2. 3axBOpOBaHiCTb CTaHOBUTbL 60—
90% 3 NOYaTKOBMMW MPOSBaMM B PaHHbOMY AUTUHCTBI [1,48]. MpOTArom AUTUHCTBA MOCTIMHO MPOrpPecytTb FMNOTOHIYHI BUIMHU
XxpebTa. Y 6inbloCTi NaLiEHTIB TAKOXK PO3BMBAETHCA TOPaKaAbHUI Kih0o3 pisHOro CTyneHs.

B pamkax CTaHAAPTHWUX KNiHIYHMX OBCTEXKeHb CNifg BUKOHYBATU ornag, xpebra. AKLLO Npy BUKOHAHHI TECTY HA Haxun Brnepes B
NoJIOXKEHHI cnaaum abo cToAYM BUHMKAE Nigo3pa Ha KidOoCKoio3, ciig BUKOHATU peHTreHorpammn xpebta B nepeaHbo-3aHil i 6iuHil
NPOEeKL,ii y HalbiNblW NPAMOMY NMOJIOXKEHHI, IKOFO MOXKE LOCATTU OKpPeMMUI MaLieHT (TOBTO B MOJIOXKEHHI cuasuum gnsa aitein, aki
MOKYTb CUAITU CAMOCTIIHO, B NO/IOXKEHHI CTOAYM ANA nauieHTis 3 CMA Tuny 3) 3 MeTo BU3HAYUTU | NpeaCcTaBUTU B KiflbKicHi dopmi
cTyniHb aedopmauii xpebta B KOpOHapHIl i caritanbHilM naowmHi. Y nauieHTis 3 CMA Tuny 1 i 2 MOHITOpUHT ckosio3y >20° chig,
34iMCHIOBATM (WO 6 MICALIB A0 AOCATHEHHS CKefeTHOI 3pinocTi i WOpOoKy nicns AOCArHEHHA CKeneTHoi 3pinocTi. Yacto
peKoMeHAyETbCA 3aCTOCYBaHHA OpTe3iB CAUHWU A1 NIATPUMKM FiNOTOHIYHOro Tyay6a i NiKkyBaHHA CKONio3y
>20°, 0cobAunBO Y AiTei 3i 3Ha4HMM 3anacom pocTy [42,49]. KoHceHcycy Woao TUMNy opTesa He A0CATHYTO,

OCKiZIbKM PEKOMEHAYBANNCA AK }KOPCTKI, TaK i M'AKi TOpakanbHO-1tOMbanbHi OpTeE3U CNINHM.

2.5.1.2.2. XipypeiyHe empy4yaHHs. OpTe3yBaHHA € MNaniaTUBHUM BTPYYaHHAM, AKe He 34aTHe 3aTpPMMaTU MNPOrpecyBaHHs
nedopmauii xpebra [49,50]. 3 ornagy Ha Le HepiAKO € NOKa3aHMM 3aCTOCYBaHHS XPebTOBOro iHCTPpyMeHTapito 3 meToto 36eperkeHHsn
piBHOBaru Tynyba, BUPiBHIOBAHHA BUKPUBIEHOT rPyAHOT KNITKM A41A NiATPUMKM AnxanbHOi GYHKLiT Ta MOKpaLLeHHA 3araibHOoi AKOCTI
*KUTTA[50-55]. PiweHHsA npo 3acToCyBaHHA XipypriYyHOro iHCTpyMeHTapito Ha XpebTi 3aTBepAKYETbCA MEepPeBaXKHO 3 ypaxyBaHHAM
CTyneHs BUTMHY (a came BennKkuiA KyT Kob66a =50°) Ta WwBMAKOCTI nporpecyBaHHs (210° Ha pik). Cnig TaKoXK BpaxoBYBaTH iHLLT YMHHUKM,
Taki SK noripweHHa AuxanbHoi QYHKLUiT, napacosnenoaibHa aedopmauia pebep, rinepkipos, a Takox Heba)kaHUK BMAMB Ha
dYHKUiOHaNbHY MObGINbHICTb, KOCUI Tas i nopyweHHs piBHoBarn Tyayba. [Ansa OUIHKKM XipypridHOro pPuU3MKY i BU3HAYEHHS
nicnsonepawitHoi pecnipaTopHoi Tepanii cnif, Po3rfAAHYTU MOKAUBICTb BUKOHATU AOCAIAMKEHHA GYHKLiT 30BHILUHBOTO AMXaHHA AK
YacTUHY NnepeaonepaLinHOro 06cTeXKeHHs.

Byno [OCATHYTO KOHCEHCyCy, WO XipypriyHe nikyBaHHA aedopmauii xpebta cnig BigKknactm go AOCATHEHHA 4-pivyHOro BiKy
(mopaTroBa TabnunuAa S4).

Y nauieHTis monoawe 8—10 poKiB, AKi He ZOCATIN CKENETHOT 3piiocmi, CNif, PO3rNAHYTU MOXK/IMBICTb 3aCTOCYBaHHA «aAanToOBAaHOrO
[0 POCTy» iHCTPYMEHTapito, AKUI cTabiniaye Ta nokpallye ctaH gedopmalii xpebTa, BogHOUAC He NepeLlKkoaxKaoum pocty xpebTa
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[3,50,52,56—60]. Ans 3meHLWeHHA NoTpebu NOBTOPHUX XipypriYHMX BTPYYaHb OCTAHHIM YacoM NiATPUMYETbCA 3aCTOCYBaHHA MArHiTHO-
KOHTPO/IbOBaHUX 3POCTAlOUMX CTEPIKHIB [61] AK aNbTePHATUBM TPAAMLIMHUM 3pOCTAOUMM CTEPMKHAM, LLO BMMaraloTb BUKOHAHHA
NoCiZ0BHUX XipypriYHMX NpoLeayp i3 NoA0BKeHHA [62—65]. YneHn eKcnepTHOT rpyny BOIOAIOTb BiAMIHHUM NPAaKTUYHUM A0CBIAOM
LLLOA0 NiKyBaHHA AiTel Bikom 8—12 pokiB; XipypriyHWIA Nigxig 3an1exunTb Big, KNiHIYHMX 3MiIHHUX, 0cO6/1MBO CKeNeTHOI 3piaocTi Ta 3anacy
pocTy xpebTa. Y nauieHTiB Bikom 12 pokiB abo cTaplue, fKi MaiKe AOCATIN CKENEeTHOT 3PiNoCTi, CNig BUKOHYBATU NOCTIMHUI 3a4Hil
cnoHAMNoAe3 3 BUKOPUCTAHHAM MNOABINHOTO CTep)KHA, BaraTocerMeHTHUX KOHCTPYKLUiM i3 mowupeHHAM Ha Ta3 abo 6e3 Hboro,
3a/1€}KHO Bif, TOrO, YN HANEXKUTb Ta3 A0 CKONIO3HOro BUrMHY [66]. He3sBarkatoum Ha BiAgCYyTHICTb onybiKoBaHMX AOCNIAKEHDb WOA0
34iICHEHHA IHTPATEKaIbHOro AOCTYNY Y NALLIEHTIB, AKMM BCTAHOB/OETLCA XPeBTOBUN

iHCTPyMeHTapi, 6yn0 [AOCATHYTO KOHCEHCyCy, WO ANs 3A4IMCHEHHA iHTpPaTeKasbHOro A0CTyny, HeobXiAHOro Aas BBEAEHHA
HeWo0AaBHO 3aTBEPAKEHUX JNIIKAPCbKMX 3ac00iB, TAaKMX AK HYCIHEPCEH, @ TAKOX aHTMCMMUC/IOBOTO OJIFOHYKNeoTUAY, AKUNA He
npoxoauTb rematoeHuedaniyHnin 6ap'ep, Ha cepeanHHIN NiHii cnig 3anMWNTU HEBIAKPUTMMM O0ANH abo ABa cepefHbO-NOMbANbHI
piBHi. PilueHHA Npo nepexiz Big a4anToBaHOro A0 POCTY iHCTPYMEHTapito 40 NOCTIMHOro 3a4HbOr0 CNOHAMN0AE3Y CAi4 NPUIAMATKU Ha
iHAMBIAYaNbHIN OCHOBI.

2.5.1.2.3. [lechopmauisa epyOdHOI KAimKu, mopakaabHa He0oCMamHicms i cmaH aAe2eHs. BHacnigok cnabkoi m’a30B01 NiATPUMKM
Tynyba i TopaKanbHoi AinaHkM y aiteir 3 CMA cnocTepiraetbcs NigBULLLEHA 3aXBOPHOBAHICTb Ha TOpaKasibHY HeAOoCTaTHICTb, fAK
pe3ynbTaT cKonio3y i Aepopmalii pebepHoro Kapkacy rpyaHoi Knitku [50,67]. Konanc pebep (3a MexaHi3MOM CXOKMI Ha CKNadaHHA
napaco/i) BUKAMKaE «napaconenogibHy» aedbopmadito pebep[53,54,67-69]. PesynbTaT peTPOCNEKTUBHOrO AOCNIAMKEHHA AiTei 3
riNOTOHIYHMM CKOJlIO30M, fKi OTPUMYBanWM NiKyBaHHA 3a Aonomoroto pebepHux abo xpebToBMX afanToBaHUMX A0 POCTY
iHCTPYMEHTaIbHMX CUCTEM, CBiAYaTb MPO iXHI0 cnabky eGeKTUBHICTb WOA0 NOKPALLEHHS Napaco/sienoaibHoi aebopmalii pebep abo
36i/IbLUEHHA EMHOCTI TPYAHOI KNITKW, TOMY 3aCTOCYBaHHA TaKMUX CUCTEM He peKoMeHAY€eTbcA [67].

2.5.1.2.4. HecmabinbHicmb Kynbwiogozo cyenoba HecTabinbHiCTb KyablWOBOro cyrnoba € nowmpeHoo Npobaemoto y NauieHTiB 3
CMA [3,50,55,70]. Y peKinbKOX CTaplmx AOCNiAKEHHA PEKOMEHAYETbCA He BUKOHYBAaTWM XipypriyHy PEKOHCTPYKLit; B LMX
OOCNIAKEHHAX BiAMIYAETbCSA, LLLO KY/IbLIOBI CYyrn06u, Ha AKX BYN0 BUKOHAHO XipypriyHe BTPYyYaHHSA, LEMOHCTPYBAAN TEHAEHL O A0
NOBTOPHOIO 3MillleHHA abo BUBMXY, @ NaTONOriA KyAbLUOBOIO Cyri06a piako BUKAMKana 6inb [3,50,55,70]. MpoTe ui A0CAiAKEHHS He
BPax0OBYBa/IM CYYaCHUX XipypriYyHMX MEeTOAiB, a TaKOX He OLiHIOBAN MOJ0AMX MALIEHTIB | MaLEHTIB cepeAHbOro Biky. XipypriuHe
NiKyBaHHA OAHOCTOPOHHbLOI abo ABOCTOPOHHBOI HECTabiNbHOCTI Ky/bWOBOro cyrioba cnif, BUKOHYBATU TifIbKM Yy NALEHTIB, AKi
BiA4yBalOTb 3HAYHUI Binb.

2.5.1.2.5. KoHmpakmypu. KoHTpaKkTypu € MowmnpeHumn cepes nauieHTis 3 CMA BHacnilok 3MeHLIEHOro Aiana3oHy pyxis,
TpuBanoro nepebyBaHHA B OAHOMY MOJIOXKEHHI Ta aroHiCTMYHO-aHTaroHiCTMYHoro m’asoBoro aucbanaHcy [50,71,72]. 3
bYHKLIOHANBbHOrO | CMMNTOMATUYHOTO NOFAAAY KOHTPAKTYPU MOXKYTb BUKAMKATK Binb Ta NpurHivyBati GyHKLIOHabHY aKTUBHICTb Y
nauieHtis 3 CMA [24,42-46,71-75]. KoHcepBaTMBHE NiKyBaHHA KOHTPaKTyp CyrnobiB po3rnfaHyTo B po34ini,
npuceayeHomy peabinitauii' [24,42—46). XipypridHe niKyBaHHA KOHTPAKTyp BEpPXHiX abo HUMKHIX KiHLIBOK chig,
pOo3rnsazaTu, KoM BOHU BUKANUKAOTL 6inb abo nopyluyoTb GYHKLIOHANbHY aKTUBHICTb.

2.5.1.2.6. JlixyeaHHA nepesomis. Y pjteit 3 CMA tiny 1 i 2 nowMpeHMMM € NaTO/IOTIYHI NepesioMu, BUKAMKaHI Be3aisnbHicTio,
OCTEONnopo30OM i HU3bKMM piBHEM BiTamiHy D. [na HexoaAauYMx MaALEHTIB 3arajlom PEeKOMEHAYHTbCA 3aKpuTi meToan  3i
3HEPYXOMJIEHHSAM 3a A0MOMOrOH TiNCcoBOI MOB’'S3KM, NPOTE C/ig, YHUKATM TPMBAJIOrO 3HEPYXOMEHHS (>4 TUXKHIB), WO Moriplye
Mm’A30By aTpodito Ta OCTEONOpPO3 BHACNIAOK 6e34ianbHOCTI. XoA4Aadi NauieHTX 3 nepenomamu A0BruMxX KiCTOK HUMKHIX KiHLIBOK i
Hexo4A4i MauieEHTM C Nepenomamm KyabllOBOro cyrioba 3arajiom OTPUMYHOTb KOPUCTb Big, XipypriyHoi ctabinisauii 3
BUKOPUCTAHHAM iHTpameay/ApPHUX CTEPKHIB abo mocTonoAdibHMX NAacTUH ANA HeraHoro BiAHOB/IEHHA CTabiNbHOCTI
KICTOK, WOo6 OTpMMaTM MOMKAMBICTb 30iNblUeHHA Aiana3oHy pPyXiB KiHWIBKM Ha pPaHHbOMY eTani 3aXMBaHHA Ta
3abe3neyeHHA NPUCKOPEHOTO 3POLLLEHHSA Nepenomy.

2.6. JlikysasnbHe xap4yy8aHHs, OUCPHYHKYiA KOBMAHHA ma OUCHYHKUIA WYHKOBO-KUWKOB8020 MPAKmMy

[l0 OCHOBHUX TeM HanexKaTb AUCOYHKLIA KOBTAHHSA i aucdarisa, KOHTPONb MacK Tina i ANCOYHKLIA LWAYHKOBO-KULIKOBOTO TPAKTY
(tabnuua 2).

Tabavua 2
XapuyBaHHA: 06CTeXKeHHA 11 TepaneBTUYHE BTPYYAHHA.
O6cTeXeHHn TepaneBTUYHE BTPYYaHHA Acnektn gornagy
Hecnpaaui . . . - . .
. BigeopeHTreHorpadiuHe AKLWO pe3ynbTaTy JOCNIAKEHHA QYHKLi BusHauTe noTpebu B KanopiiHOCTi Ha OCHOBI
nauienT LOCNIAKEHHA QYHKUIT KOBTAHHA  KOBTaHHA € NO3UTUBHUMM, Cif, PO3MNAHYTU Temnis pocty. CtaHaapTU30BaHi KapTn
MOX/IMBICTb HanNpaB/aeHHA A0 cneujanicTta 3 $i3NYHOro PO3BUTKY € HANEKHWUM IHCTPYMEHTOM
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Cnpaui
nauieHTn

HEeBAO0B3i NiCNA AiarHOCTYBaHHA
260 Npu HAABHOCTI KNiHIYHMX
03HaK, Lo BKa3ylTb Ha
amcoarito (cnabke CMOKTaHHSA,
BTOM/IIOBAHICTb, FON0COBI
XapaKTepUCTUKMK, L0 BKa3yOTb
Ha HaABHICTb HaAMipHOro
3BOJIOXKEHHSA r010COBOr0
anapary, T.3B. «BOJIOTUIA ronoc
[humid voice]», nHeBMOHii)
TpyAHoOLLi 3 rogyBaHHAM
(TPMMaHHS i B poTi TpUBanui
4ac 3aMmiCTb NPOKOBTYBAHHSA,
KOHTPaKTypu Lwenen,
36iNbLWEHHA KiNIbKOCTI
npuiomis ki)

AHani3 xapyoBoi LiHHOCTI i¥i Ha
OCHOBI 3anucis Npo npuitommn
TKi/peXumy xapuyBaHHs
[loBroTpuBanuii KOHTPONb
QHTPOMOMETPUYHMX
XapaKTepuctuk MoHiTopuHr B
YMOBaX iHTEHCMBHOI Tepanii
JlabopaTopHi aHani3n Ha BMIcT
25-rigpokcusitamuHy D, aHanis
KOMMO3ULiMHOro CKNaay Tina Ta
aHani3 WinbHOCTI KicTKOBOI
TKaHMHW 3anop

OujiHKa cumnTomis
avcoarii/acnipauii/TpyaHoui 3
roflyBaHHAM
BiseopeHTreHorpadiuHe
[OCAIAKEHHA GYHKUIT
KOBTaHHSA, AKLLO HasBHi KAiHIYHi
03HaKM, WO BKa3yloTb Ha
ancoarito.

AHani3 xap4yoBoi LiHHOCTI iXi Ha
OCHOBI 3anuciB NPo npuitoMmu
i/ peskumy xapuyBaHHs
[loBrotpusanuii KOHTPO/Ib
QHTPONOMETPUYHUX
XapaKTepuCcTuHK (3picT, maca
Tina, nobHO-NOTUANYHUIA
po3mip)

MoKyTb 6yTW NOKasaHi
nabopaTopHi aHani3n xapyoBoi
LiHHOCTI i3Xi MoHiTOpUWHT B
YMOBaXx iHTEHCMBHOI Tepanii
JlabopaTopHi aHani3n Ha
meTabonism rnoKkosm
JlabopaTopHi aHaNi3n Ha BMICT
25-rigpokcusiTamuny D, aHani3
KOMMO3ULiMHOro CKNaay Tina Ta
aHani3 WinbHOCTI KiCTKOBOI
TKaHWHW (ABOXEHEpreTU4Ha
peHTreHiBcbKa
abcopbuiomeTpis, DXA)

3anop

MeTOI0 BBEA,EHHA NiKyBa/IbHOrO
xapuyBaHHa/moaubiKaLii xapuyBaHHA

AKLWLO pe3ynbTaTv A0CAigKeHHA GYHKLT
KOBTaHHSA € HeraTMBHUMMM, abo y pasi BiACyTHOCTI
POCTY, 3 METOO NPEBEHTUBHOTO AOCTNAAY CAiA,
BCTAaHOBUTU Ha30€tOHANIbHUIA 30HA, 0 MOMEHTY,
KON MOXKHa Byie BCTAHOBUTM LLIYHKOBUIA 30HA,
3 dyHponniKauieto 3a HicceHom

Nikap-pieTonor NOBUHEH NPUCTOCYBATH
KaNopPiNHICTb, CNOXKMBAHHA PiaNHM,
MaKpOe/IeMeHTIB i MiKpoesieMeHTiB, @ TaKOX Yac
npuiiomy ixki MoxyTb 6yTH nokasaHi
NabopaTopHi aHaNi3n XapyYoBOT LiHHOCTI i
Tpusanictb nepebyBaHHA 6e3 rogyBaHHA nig vac
iHTEHCMBHOI Tepanii cnif CKOPOTUTU 4,0 MeHLW
HiXK 6 roauH Y pasi xBopobu 3abesneuyiite
[O0CTATHE CMNOXKMBAHHA pianHu CnigKyiTe 3a
piBHEM €/1eKTPONITIB | 338 NOTPE6U BUKOHYITE
KOPUryBaHHA.

CnigryiTe 3a piBHEM IIIOKO3M ANA KOPUTYBAHHA
rino-/rinepraikemii 45 NigTPMMKM 340p0BOrO
CTaHy KiCTKOBOI TKaHWHM 3abe3neuyiite
[OCTATHE CNOXKMBAHHA KanbLito i BiTamiHy D.
[locTaTHE CNOXKMBAHHA PiAMHKW. 3aCcTOCYBaHHA
NiKapCbKUX 3acobis ans perynauii
BUMOPOXKHEHb.

AKLLO KOBTaHHA € BE3MEYHUM, CKepyiiTe A0
cneuianicta 3 METOI BBEAEHHSA NiKyBa/IbHOMQ
xapuyBaHHA/MoAUdiKaLii xapyyBaHHs.

AKLLO KOBTaHHA HEMOXKMBE abo BTPyYaHHA
BUABUANCA HEAOCTAaTHIMM, BCTAaHOBITb
Ha3aNbHUI 30HA, /19 XapyyBaHHA 3riAHO 3
MOKa3aHHAMM, NepLU HiXX BCTAaHOBAOBATU
[0BrOCTPOKOBUIA LLYHKOBUIA 30HA, AN1A
XapyyBaHHA.

Y pasi BigcyTHOCTI pocTy 3abesnevyiite
[0AaTKOBE BBEAEHHA NOXUBHUX PEYOBUH.
HanpasneHHA Ao nikapa-aietonora ana
36iNbLIEHHA KaNIoPilMHOCTI 33 4ONOMOroto
NPOAYKTIB XapyyBaHHA 3 BUCOKOIO LLiNbHICTIO
NOXXMUBHUX PEYOBWH.

MpucTocyBaHHA KanopiiHOCTI, CNOXWUBAHHA
PiAVHWN, MaKpOeneMeHTIB i MiKpoenemMeHTiB Ha
OCHOBI POCTY Ta 06CAry CNOMKMBAHHA iXKi.

Y nauienTiB i3 HagMIpHOK Macoto Tina cnig,
3MEHLUWUTM KaNopilHICTb Ta MaKCMManbHO
NiABULLUTM CNOXKMBAHHA MOXMUBHUX PEHOBUH.
Cnif, cCKOpPOTUTU TpMBaANICTb NepebyBaHHsA 6e3
roflyBaHHA Nig, Yac iHTEHCMBHOI Tepanii.
HaneskHa TpusanicTb nepebysaHHs 6e3
roflyBaHHA 3a/71€XKUTb BiJ, MONepPesHbOro cTaTycy
LOA0 Xap4yBaHHA Ta XapaKTepy rocTporo
ABMLA. Y pasi xBopobu 3abesneyyitTe fOCTaTHE
CNOXKMBaHHA pianHu CnigKyrTe 3a piBHEM
e/1eKTPONITIB i 338 NOTPebu BUKOHyIiTe
KOPUryBaHHA.

CnigKyiTe 3a piBHEM [IIOKO3U AR KOPUTYBAHHA
rino-/rinepraikemii MokasaHo A4/1A NaLEHTIB 3
NiABWLLEHMM BMICTOM XMpiB B opraHiami abo 3
iHWKUMK NepeaaiabeTUyUHUMM CUMNTOMaMMU.
[JocTtaTHe cnoXMBaHHA KanbLito i BiTamiHy D.
[nA cCNpUAHHA NepUCTaNbTUL LWAYHKA i
3MEHLUEeHHS 3amnopiB PEKOMEHAYIOTbCA AiETH 3

O/ BiACTEXKEHHA TeHAEHLi poCTy, NpoTe
ONTUMaNbHO BUKOPMCTOBYBATM iX 3 iHLWIMMU
3acobamu BU3HAYEHHA KOMMO3ULAHOTO CKAaay
TiNa ANA OUiHKM HanexHoro pocTy.

[na 3abe3neyeHHA ONTUMasbHOIO MeAUYHOTO
[OMNALY PEKOMEHAYETLCA MPOBOAUTH
0b6CTeXXeHHA Nnikapem-aieTonorom wo 3—6
MicALiB ANA AiTel MONOAWOro BiKy Ta LOPOKY
ONA AiTei CTapLuoro BiKy/[0pocimx.
MpoBeaeHHA obcTeKeHb € 0COHMBO BaXKAMBUM
ONA NALJEHTIB HA cnewianbHUX gieTax.

LLloHalmMeHLLEe, peKOMeHAYITe BUKOHATH
obCcTexeHHnA y nikapsa-gieTonora HeBaoB3i nicis
MOCTAHOBKM AiarHo3y, a TaKoX y pasi
BMHUKHEHHA 3aHENOKOEHb LLLOA0
nepeigaHHA/HeA0CTaTHLOrO XapUyBaHHS.

[ins 3abe3neyeHHA ONTUMANIbHOrO MeAUYHOTO
[OMNALY PEKOMEHIYETbCA MPOBOAUTH
0b6CTeXKeHHA Nikapem-aieTonorom wo 3—6
MicAUiB oA AiTeit MONOALWOro BiKY Ta WOPOKY
LNA AiTeN cTapLuoro Biky/Aopocamx.
MpoBeneHHA obcTexeHb € 0COBMBO BaXKANBUM
ONA NALJEHTIB HA cnewjianbHUX gieTax.
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BMCOKMM BMiCTOM KNITKOBUHMU. Mpwn
36iNbLIEHOMY CMOXMBAHHI KNITKOBUHU
HeobXigHe AOCTaTHE CNOXKUBAHHA PiAUHU.
Moske 6yT NoKasaHe 3aCTOCYyBaHHA NiKapPCbKMUX
3acobiB Ana perynauii BANOPOXKHEHb.
Xopaui b . 3abesneyyiiTe CNOXMBAHHA MaKpO- i
- eKOMeHAYETbCA KOHCYAbTaLifA . . . -
nauieHTn . Ay ) 4 u MiKpoesieMeHTIB Ha OCHOBI peKomeHAaLin ana
3 fieTONOrOM Y pasi . . o )
3,0pOBMX OCib, AKi BeAyTb cMAAYNIA cnocib
3aHenOoKOEHb LWoA0
. KUTTA.
nepeigaHHA/Hef0CTaTHLOrO 06 . i .
XapuyBaHHs MeXKyWiTe KasopiiHiCTb .3I'ILI,H0 3 . .
AHani3 XapuoBoi LiHHOCTI PKi NoKasaHHAMM, LI.I,0.5 3anobirtn oxupiHHio. Cnig,
/MOHITOpUHT y pasi CKOPOTUTK TPMBanIFTb I'Iep66Y?aHHﬂ 6.133
HeAOCTaTHBOI 360 HAAMIPHOT rofyBaHHA nig, HaC.IHTe.HCMB.HOI Tepanii .
macyt Tina [oBroTpuBanMii ﬂox§3aHo ,D,nﬂ.l'lal.J,IGHTIB.S nigBULLLEHUM BMICTOM
KOHTPOIb AHTPOMOMETPUUHMX Xupis B.Opl'aHI3MI ab6o 3 iHWKMK
XapaKTepUCTUK (3picT, maca nepep.,,qla6equV|MM CI/IMI'ITOMaMM. )
’ " /A NiATPUMKM 34,0POBOrO CTaHy KiCTKOBOI
Tina, NOBHO-NOTUNNYHIIA A ATP AP v
TKaHWHW 3abe3neyyiiTe, 3a NoTpebu, foCTaTHE

po3mip) S e
NlaGopaTopHi aHanism Ha CMOMKMBAHHSA KaNbliito i BiTamiHy D

meTabonism rnoKkosm
JlabopaTopHi aHani3n Ha BMIcT
25-rigpokcusiTammHy D

PerynapHa ouiHKa poCTy € Ba*KNMBO ANA NaLieHTIB 3 ycima Tunamu CMA; Takox chif, 3any4ati KBanidikoBaHoro gietonora gns
3a6e3neyeHHs HaNeXHoI AiETU i MOHITOPUHTIY He TiNbKU Macu Tina, afie 1 CNOXKUBaHHA PiAUHU, MaKpPOENEMEHTIB | MiKpOenemeHTiB,
0c06MBO KasbLito i BiTamiHy D Ana nigTpMMKM 34,0p0BOro CTaHy KicTok [76—78]. KapTu ¢isMyHOro po3suTKy 3 ypaxyBaHHam CMA we
He po3pobneHi. 3 ornsay Ha 3MiHM KOMMO3WLUiAHOrO cknagy Tina npu CMA [79—-81] aymKa eKcnepTiB LOA0 BUKOPUCTAHHA Ti/IbKK
CTAaHAAPTM30BAHUX KapT isMYHOro PO3BUTKY A8 MOHITOPUHIY HAJIEXKHOIO POCTY HE € O4HOCTANHO, NPOTE Li KapTh MOXKYTb ByTK
KOPUCHUMM AN1A BiACTEXEHHA TeHAeHUil. Mpu Bcix TMnax CMA Ba*K1MBO pO3NUTYBaTH | JOKYMEHTYBaTU AeTafbHY iHpopmaL,ito npo
CUMNTOMM, NOB’A3aHi 3i LWAYHKOBO-KMLLIKOBMM TPAKTOM, TaKi fiIK ractpoesodareasibHUil pedtoKc, 3anop, 3aCTOCYBaHHA NiKAPCbKUX
3acobiB gns perynauii BUNOpPOXKHEHb, 3aTPMMKa
CMOPOXKHEHHSA W/YHKA | 6/110BaHHA.

MpoTArom OCTaHHIX AOEKiNIbKOX POKiB HagxoAuTb Aefani binble cBiAYeHb NPO MOXKAMBI MeTaboniyHi po3naam, Taki Ak
MeTaboniuyHMiA aumnaos, nopyLleHHA MeTaboniamy XKUPHUX KUCAOT, rinepainigemis, rinepraikemis, rinornikemis i posnagm m'a3oBux
MiTOXOHAPIN [82—84]. Y muweit 3 CMA noBigomnsnoca npo nopyilleHHs meTaboniamy roKosn i po3BUTKY NiALWAYHKOBOI 321031 [85—
89]. Po3nagn metaboniamy rnoKosum misHiwe 6ynu niaTsepaKeHi y aeskux nauieHtis 3 CMA i3 HagmipHoo macoto Tina, [90,91] a
BiAMIHHOCTI Y pO3BUTKY NiALWAYHKOBOI 331031 6yn NiATBEPANKEHI Yy moMepanx nauieHTis 3 CMA 185.

2.6.1. Hecudaui nauieHmu

2.6.1.1. Ob6cmexceHHa. OgHUM 3 HaBaAXKAMBILIMX aCNEKTIB, WO CAig PO3rAa4aTi Npu 06CTEXKEHHI HeCUAAYMX NALLEHTIB, € 6e3neyHe
KOBTaHHA (gogaTkoBa Tabnnua S5). bynbbapHa AMCHYHKLIA MOXKe Npu3BecTU A0 acnipauii Ta nereHesux iHdekKuit. HesgoBssi nicnn
NOCTaHOBKM iarHO3y PEeKOMEHAYETbCA BUKOHATV NOBHE MoAMdiKOBaHe PEHTreHOorYHe A0CNiAKEHHA KOBTAHHA 3 BUKOPUCTAHHAM
6apieBoi cycneHsii; AKWo pe3ynbTaTh NOYATKOBOro TECTY B MeXKax HOPMU, Cif, BUKOHYBaTU PeTeibHUIA MOHITOPUHT, o6 BUABUTK
MOMJ/IMBI PaHHi O3HaKM TPYAHOLLIB 3 rogyBaHHAM. [Jo OCATHEHHA OAHOPIYHOrO BiKY Yy MALiEHTIB YacTO PO3BMBAETLCA KOHTPAKTYypa
YKYBa/NIbHUX M’A3iB, 0BMEXYIOUM MOMKNMBOCTI ANA roAyBaHHA Yyepe3 poT. Lie moxe 6yt obmexyBanbHUM GaKTOPOM A/1A NALEHTIB,
AKi NPUIAMaOTb HYCIHEPCEH | 4&@MOHCTPYHOTb NOCUNEeHHA BynbbapHMxX m’'asiB.

OnTMManbHe NikyBasibHe XapyyBaHHA BKAKOYAE AOBrOCTPOKOBY OLHKY Macu Tina i 3p0CTy, a TaKOX aHani3 gietun. Y nauieHtis 3 CMA
TMny 1 cnabkicTb KyBanbHUX M'A3iB, Aucdaria i npobaemn 3 ANXaHHAM BUKAMKAIOTb CKOPOYEHHA CMOMKMBAHHA Kanopin i pu3smnk
HeJ0CTaTHbOrO XapyyBaHHA. KpiM TOro, nocuneHi guxanbHi 3yCMANA MOXKYTb NiABULLMTL BUTPATU eHeprii Ta noTpebu B Kanopisx,
NOCUIIOOY M PUSUK HEAOCTATHLOIO XapyyBaHHA.

2.6.1.2. TepanesmuuHe empy4yaHHA. TlicnA HeraTMBHOrO pe3ynbTaTy AOC/AIAMKEHHA KoBTaHHA abo npu  BiAgcyTHOCTI pocTy
PEeKOMEHAYETbCA BCTAHOBWUTU KOPOTKOCTPOKOBWIA HasoracTpasbHWil abo HasoeloHasbHUIA 30HA, A0 MOMEHTY, KOAW MOXHa byae
BCTAHOBWTU LOBrOCTPOKOBY racTPOCTOMIYHY TPYBOKy. OAHOCTAlHOrO KOHCEHCYCY AOCATHYTO He Byn0, ane YuMasio ekcnepTis BigaatoTb
nepesary BUKOHaHHIO ¢yHAOMANIKaLii 3a HicceHOM B NOEAHaHHI 3i BCTAHOB/IEHHAM racTPOCTOMIYHOI TPYOKM 3 Ornaay Ha 3MeHLeHHs
NepuCTaNbTMKM LWAYHKOBO-KULWKOBOIO TPAKTY, PedK/IIOKC Ta MigBULLEHHSA TUCKY Y 3B’A3KY 3 pecnipaTopHoto Tepanieto [92] (nogaTkosa
Tabamus S6).

LUloao TMNy AieTH, KOHCEHCYC AOCATHYTO MEHLWOo Mipoto [12]. LyMKMU po34innamca Woao BUKOPUCTAHHA aMiHOKMCNOTHOI AieTu,
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AKa 6a3yeTbCA Ha MOHOMIpPHIA cymiwi [83,93]. EKcnepTn noOroaxKyloTbca, WO BMOIp TUNy AIETM Ta WAAXY 3aCTOCYBaHHA Chifg,
3/4iMCHIOBATM Ha OCHOBI iHAMBIAYaNbHOI NEPEHOCUMOCTI. PEKOMEHAYETLCA AOCTATHE CMOXMUBAHHA PIAMHM, @ TAKOXK 3aCTOCYBAHHSA
NiKapcbKMX 3acobiB ana perynsuii BUNOPoXKHeHb, NPob6ioTMKIB Ta 3acobiB A1 NEepUCTaNbTUKM 3 METOK NOJErWeHHA CUMNTOMIB
3anopy Ta AMCKiHEesii WAYHKOBO-KMLLKOBOMO TPAKTY.

Llono xapyyBaHHA HecMAAYMX MALIEHTIB Nig, Yac iHTEHCUMBHOI Tepanii, HaNoONer1MBO PEKOMEHAYETbCA MPU LbOMY YHUKATU
nepebyBaHHA 6€3 rogyBaHHA, WO6 3anobiraTM TaKUM NOPYLUEHHAM, AK METaboNIYHUIN auna03, NopyweHHA MeTaboi3My KUPHUX
KMCNOT Ta rinep- i rinornikemin [82,83,93-95]. 3rigHO 3 HEOQHOCTAMHOK AYMKOK EKCMepTiB, Xap4yyBaHHSA i3 BMicToM binkKiB chig,
HaJaBaTM He nNi3Hile 6 roAWH Big, Mo4YaTKy rocTporo enisody. Y pasi XxBOpobu [AOCTaTHE CMOXMBAHHA PiaMHU i 3abe3nevyeHHs
enekTponiTHoro 6anaHcy € 0608’A3KOBUMM.

2.6.2. Cudsuyi nayieHmu

2.6.2.1. ObcmexceHHa. Ans 3abe3neyeHHs ONTUMANbHOTO MeAUYHOrO AOMNA4Y PEKOMEHAYETLCA BUKOHYBATU OLLiHKY Xap4yBaHHA
nicns NOCTaHOBKM AjiarHo3y, a TaKoXK NepioAnYHO: Wo 3—6 MicALiB 418 MONOALWUX AiTEN, @ TAKOXK LLLOPOKY Y CTapLIoMy Bilj. Y cuasaumx
NaLieHTIB YaCTO CMOCTEpiratoTbCs TPYAHOLL i3 KyBaHHAM i BTOMA Mif Yac CNoXXuBaHHSA iXi [96,97]. YBary TakoxK cnig npuainatm
6e3ne4yHOMy KOBTaHHIO Ta PM3MKY acnipauii. 3a 4oNoMOrot AocniaKeHb GYHKLIT KOBTAHHA CNif BUBYATM BUNAAKM, KOJIM MALEHTH
AaBnAaTbcA abo 3aKaLWNOTLCA Yepes CNOXKMBAHHA i, @ TAKOXK BUKOHYBATU MOHITOPUHI TaKUX BUNAAKIB.

TaKoXX PEKOMEHAYETbCA BMKOHYBATM OLHKY FOAYyBaHHA ANA MOMAMBUX MoamdiKalil Lboro npouecy abo BNpoBagKeHHS
eproTepanii 3 meToto 6e3ne4yHoro KOBTaHHA Ta ePEeKTUBHOIO CMOXKMBAHHA TXKi.

PekomeHAayeTbCA NPOBOANTM AOBIrOCTPOKOBY OLLIHKY Macu Tina i 3pOoCTy Pa3om 3 BU3HaUYeHHAM KOMMNO3ULiMHOTO CKAagy Tina gns
NiATPUMKM HANEXKHOTO POCTY.

Ona cnaaumx NauieHTiB i3 HAAMIPHOKO MACOK Tila MOXKHA PEKOMEHAYBATU OLHKY CTYMEHA OXKMPIHHA, @ TAaKOXX BM3HAYEHHA
posnagis metaboniamy raoKosun. [eaki ekcnepTv NPOMNOHYHTb BMKOHYBATU OLiHKY. cuaaumx nauieHtis 3 CMA woao HaAaBHOCTI
OKMPIHHA/3aMBOT }KMPOBOI TKAHNHM Npu IMT, Wo nepesuuLye 25-1 npoueHTUb [91].

Mpu YacTnx 3anopax peKOMeHAYETLCA BUKOHATHU OLiHKY CMOXMBAHHA PIAVMHW i KIITKOBUHMN.

2.6.2.2. TepanesmuyHe empy4YyaHHSA. B nocniaxKeHHi cepii BunagkiB y 37% cuanaumnx nauieHTiB cnoctepiranaca BigcyTHICTb POCTY, LLO
BMMaraso TepaneBTUYHOro BTpy4YaHHs [96]. Y uilh nonynauii WMPOKO 3aCTOCOBYOTLCSA XapyuyBasibHi 30HAM AK 3acib 3abe3neyeHHn
pajle A0A4aTKOBOrO XapyyBaHHSA, HiXK Xap4yyBaHHA 3arasiom; nNpono3uuii LoAO0 XapyyBa/bHMX 30HAIB i pekomeHAauii woao
XipypriyHOro BTPyYaHHA Ha LWYHKOBO-KULLKOBOMY TPaKTi 3aneXaTb Bif, OKpemMoi cuTyalLii.

CuAaAydi nauieHTM MoXKyTb NnepebysaTu nig pu3nKom HabyTTa HaAMIPHOT MacK Tina/oXUPIHHA Yy Mipy A0pOCAillaHHA 3 ornaay Ha
3MeHLWeHHA Gi3NYHOI aKTUBHOCTI y 3B’A3KY 3i 3MiHammM Komno3uujiiHoro cknaay Tina [80,91]. lo npo6aem, nos’A3aHMX 3 HaAMIpHOtO
MacoHo Tina, HaNeXnTb 3MeHLWeHHA MOBINbHOCTI Ta PU3MKKM MOB’A3aHMNX CYMYTHIX 3aXBOPIOBAHb, Y TOMY YMCAi pU3MK meTabosiiyHoro
cuHapomy [86,93].

Y cuaaumMx nauieHTiB AieTa He € oaHopigHoto. [MMOKasHMKKM KanopinHocTi, BMIicTy 6inkKiB, Kupis i ByrneBoAiB NOYaTKOBO
BM3HAYaloTbCA 33 AONOMOrO0 CTaHAApTHUX dopmyn [98] 3 moganbWmMmM 3MiHAMW Ha OCHOBI BiAMNOBIAHMX NMOKa3HWKIB pocTy i
pe3ynbTaTiB NabopaTopHMX aHanisie. LLoAO BUKOPWUCTaHHA aMIiHOKMCAOT KOHCEHCYCYy He [OCArHyTO; ANA OBrpyHTYBaHHSA
3aCTOCYBaHHA CUHTETUYHOI aMiHOKUC/IOTU Y NOPIBHAHHI 3 HE3MiHEHUM 6ikoM y nauieHTiB 3 CMA bpakye AaHuXx.

Ha ocHoBi AocBigy i po3rnany KOHKPETHUX BUNaAKiB [93—95]ekcnepTn peKomeHAyoTb 06MeXUTU TpnBanicTb nepebyBaHHs 6e3
roAyBaHHA Nij, 4ac rocTPMX BUMNAAKIB, @ TAKOXK CTEXUTU 33 PiBHEM €NEKTPOAITIB i PigMHM Ta NONOBHIOBATM iX 3riAHO 3 NOKA3aHHAMM.

3aneXHOo Bif, CTYNeHA TAXKOCTI 3anopis, 3 MeTOK NOJIEreHHA CUMMNTOMIB MOXHA 3aCTOCOBYBATU KAITKOBUHY, NPOBIOTUMKM i
NiKapCbKi 3ac0bu Ans perynsauii BUNOPOXKHEHb.

2.6.3. Xoodsayi nayieHmu

Y uit nonynauii AncdyHKLIA KOBTaHHA | TPYAHOLLI 3 roayBaHHAM CrMoCTepiratoTbea piako. KoHcynbTauia nikapa-gietonora/ouiHka
XapyyBaHHA PEKOMEeHAYTbCA Yy pasi npobnem 3 xapyyBaHHAM. HalbinbliMm 3aHEMNOKOEHHAM LLOAO XapyyBaHHA AN XOAAYUX
nauienTiB 3 CMA € pM3MK OXMPIHHA | HAAMIPHOI MacK TiNa, OCKINbKY Lie MOXKe 0OMeXUTU MOBINBbHICTb i NiABULWNTA PU3MK NOB A3aHNX
3 OXKMPIHHAM CYMNYTHIX 3aXBOPIOBaHb, TAKNX AK MeTaboNiYHUN CUHAPOM, BUCOKMIN apTepianbHUI TUCK i giaberT.

2.6.3.1. CmaH kKicmok. BusHaeTbca, wo SMN Bigirpae nesHy ponb B meTabosismi KiCTKOBOI TKaHWHKM, B3aeMogitoum 3 dhakTopom
cTumynsauii octeoknactis [99]. TakMm 4YMHOM, BMCOKA 3axXBOPIOBAHICTb Ha ocTeoneHito i nepesnomu B nauieHTiB 3 CMA moxe
MOACHIOBATMCA He TiIbKM M’A30BO0 C/1abKicTio | 6pakom ¢isnyHux Bnpas [76,100,101]. MepiognyHy ABOXEHEPTETUYHY PEHTIEHIBCbKY
abcopbuiomeTpito (DEXA) gns KOHTPOIO LLIIbHOCTI KiCTKOBOT TKAaHUHM y nauieHTiB 3 CMA pekomeHAYETbCA BUKOHYBATU LLOPOKY.
EKcnepTy 4OCArIN KOHCEHCYCY, WO piBeHb BiTamiHy D B KpOBi i MOro cnoXKMBaHHA Cif, KOHTPONOBATU LWOHAMMEHLLE WOPOKY, a Npu
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Moro HM3bKOMYy piBHI ab0 HasiBHOCTi OCTeoneHil c/lig 3acTocoBYBaTU BiANOBIAHI A0AATKM. Y pa3i YacTUX NEepenoMiB MOXKHA PO3TASHYTU
MOKUBICTb 3acTOCyBaHHA bidpocdoHaTis.

3. BUCHOBKM

PekomeHpauji, npeacTaB/ieHi B MepLii YacTWHI, CTAHOBAATb OrA4, MeAMYHOro AOrAA4y, SKUA CAig, BBa)KaTW CTaHAAPTHUM
nikyBaHHAM CMA. CTaTTa HaroNoLWY€E Ha Ba)KNMBOCTI MiXKAMCUMNNIHAPHOro niaxoay i Ha poni HeBposora/ AUTAYOro HeBposiora B
KOOPAMHYBaHHI, CMiZIbHO 3 POAMHOIO, PI3HWUX ACMEKTIB Aornaay.

3a BCciMa BK/IIOYEHMMW acneKTaMu [Ornsfy 4Yacto H6paKyBano AOCTATHLOro 06cAry onybnikoBaHMX AaHWX, | pekomeHaauii
chopmMynbOBaHO Ha OCHOBI AOCTYNHUX NybnikaLii i eKcnepTHUX BUCHOBKIB, OTPUMAHWUX 3 BUKOPUCTAHHAM aBTOPUTETHOFO MeToay
nenbdifcbKux ceciit 3 MeTor BM3HAYEHHA KOHCEHCYCY i BiAnoBigHOCTI 06CTeXeHb i TepaneBTUMYHOro BTPy4YaHHA. Poboudi rpynu
BM3HAYMN acMeKTH, LLO CTAHOBAATb ONTUMANbHUIA MeAUYHUIA AOrNA4, NPOTe BPAaXoBYoUM TOM aKT, WO AeAKi 3 UMX peKoMeHAaLii
HEMOXMBO Oyze 3 /IerkicTio 3acTocyBaTU B 3aK/iagax abo KpaiHax 3 obmexeHMMW pecypcamu, 6yno AOKNAAEHO 3ycuib, L6
BM3HAUUTU 0BCTEeKEeHHs abo BUAM TepaneBTUYHOrO BTPYYaAHHA, AKi CTAHOBAATb MiHIManbHUl medu4Hull 002740, WO NOro poaAUHM
MOMYTb O4YiKyBaTK B OyAb-AKOMY 3aK/I1a4j 3 NiKyBaHHA HEMPOM A30BMX PO3/1aLiB.

[pyra 4yacTuHa Li€i cTaTTi NpMCBAYEHA iHWMM acnekTam AOrnaay, Takum AK NYAbMOHOJIOrYHE NiKyBaHHA | iIHTEHCMBHA Tepanis,
YPaXKeHHA iHLIMX OpraHiB, NikapcbKi 3acobm Ta eTUYHI MipKyBaHHSA.
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Ctucawmii ornag,
Lle Apyra 4acTMHaA AOKYMEHTA, AKMI BHOCUTb OHOBNIEHHA B peKoMeHAaLi WoA0 CTaHAaPTHOrO iKyBaHHA crniHanbHOI M'A30801 aTpodii,

onybnikosaHi B 2007 p. Y Uil YaCTUHI OHOB/MIEHO peKkoMeHAaLii WoA0 Ny/bMOHOMOMYHOIO NiKyBaHHA Ta IHTEHCMBHOI Tepanii, a TaKoX
BK/IIOYEHO TeMM, LLO 3'ABMAUCA MPOTArOM OCTAHHIX AEKiNIbKOX POKIB, TaKi AK ypaXKeHHA iHWWX OpraHiB npu TAXKKUX dopmax crniHanbHOI
m’s30B01 aTpodii Ta posb NiKapCbKMX 3acobiB. TaKoXK pPO3rNA[alTbCA €TUYHI NMUTaAHHA | BMOIpP NaniaTUBHOro AOrnAgy y MOPIBHAHHI 3
niaATpMMyBanbHUM gornagom. Lii pekomeHaau,ii ctatoTb geaani akTyaNbHILULMMM 3 OFAS4Y HA OCTaHHI KAIHIYHI BUNPOBYBaHHA | nepcnekTnay
TOrO, WO AOCTYMHI Ha PUHKY BUAW NIKyBaHHS, iMOBIPHO, 3MiHATb MOKA3HUKN BUXMBAHOCTI | NPUPOAHUIA Nepebir wiei xsopobu.
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1. Beryn

Le npyra yacTuHa TOKyMEHTa, MeTa SIKOTO — OHOBUTH PEKOMEH/ALlii 00 CTaHIapTHOTO JIKyBaHHs, onyoiikoBaHi B 2007 p.
[1] Apyra yacTuHa MICTUTh OHOBIICHHS JSSIKUX TE€M, BKIIFOUCHHUX Y MOTEPEH] MyOiKallii, TAKHX K peCIipaTopHa Teparis, a TAKOX
TEeMH, PO3TIAHYTI B OpHUTiHANBHIN MyOumikamii JUIIe KOPOTKO, Taki SK IHTEHCHBHA Tepalisd, YpaXCHHS IHIINX OpTaHiB i eTHYHI
nutanHs. HemomaBHi kiiHiuHi BumpoOyBanHs [2,3], a Takox CXBaJeHHS MEPIIOrO JKapchKOro 3acoly st jikyBaHHs CMA
VYIpaBiaiHHSAM 3 KOHTPOJIO SIKOCTI MPOJYKTIB XapuyBaHHs Ta Jikapcbkux 3aco0iB CILIA B rpyani 2016 p. i €Bpomneiicbkkum
areHTCTBOM 3 JIKapChKUX 3aco0iB y TpaBHi 2017 p. cTanm nepeayMoBOIO I BKIIOUSHHS B MyOIKAIlif0 OTJIAAY JIIKapChKHX 3ac00iB
3 METOIO NPEACTABUTH Cy4acHY CHUTYALi0 10RO IperapariB, SKi 3aCTOCOBYBAJIMCS MPOTATOM OCTAaHHBOIO JCCATHIIITTS, a TAKOXK
KOPOTKO BUCBITJINTH HOBI T€paIrieBTUYHI ITiJXO/IH, 1110 3’ SIBJISIIOTHCSI OCTaHHIM 4acoM. L{e OHOBJIEHHS TaK0OX BPAaXOBYE BIUIMB HOBHX
BUJIIB JIIKYBAaHHSI Ha MEpeXiJ y CTaBJCHHI ciMeH 1 JiKapiB 70 OUIbII ynepeKyBallbHOTO MiJIX0y, OCOOIMBO MO0 CIiHAIBHOI
M's130B0i atpodii (CMA) tuny 1. Sk 1 y BUMaaKy nepiroi 9acTHHH, I YaCTHHA OHOBIICHHS MiCTUTH PE3YIIbTaTH pOOOTH CHeIiaTbHIX
pobOYMX TPyH y CKIadi SKCIEPTIB 3 KOXKHOI TEMH, sIKi, MICJIsi PETEJILHOTO BUBYCHHS MyOJIiKaIliil, BUKOPUCTOBYBAIH METOJ
Jenb(ifchbKUX ceciid uist BU3HaUeHHs c(ep, Ha sIKi MO)KHA OyJ10 O eKCTpamoIIoBaTH OyOJIiKOBaHI Pe3yJIbTaTH, a TAKOXK 3’ SICYyBaHHS,
YH MOXYTbh SKCIIEPTH JOCAITH KOHCEHcycy. [leTaJbHHH ONMUC METOOMKH MPEICTABICHO B HEpHIid YacTHHI, a TAKOXK Y 3BiTi 3a
HELIO0JaBHO IPOBEICHIM ceMiHapoM [4].

2. IlyabmoHosoTiuHe JiKyBaHHS

Jlo6pe BioMo, 110 criHaIbHa M’s130Ba aTpodisl BIUTMBAE Ha TUXAIIbHY CUCTEMY; TaKU il BIUIMB 3HAYHOIO MipOIO 3aJI€XKHTh BiJ TUILY
CMA a60, SIKIIIO TOBOPUTH TOYHIIIIE, Bl CTYMEHS TSHKKOCTI BTpaTh M’ s130B01 yHKIi [5].

3. Hecuasui mamienTn
3.1. O6cmexceHHsa

OCHOBHY yBary Npd BHKOHAaHHI KIIHIYHOI OIHKM CJiJ NPUIUTMTH (isnkanbHOMY obctexeHHIO (tabiuus 1). CKpHHIHT
HECH[IYUX TIAIIEHTIB 100 JAUXAIbHOI HETOCTATHOCTI Ma€ BKIFOYATH OOCTEIKEHHS 13 3aCTOCYBAHHSM IYJIbCOBOI OKCHMETpIi Ta
kanHorpadii (mapuiaJibHUH THCK JIOKCHIY BYIJICLIO B IOBITPI, 10 BuauXaeThes, B KiHui Buauxy (end tidal CO2, EtCO2) abo
Yepe3nIKipHUH mapiiabHUH THCK TIOKCHIY ByTIelno (transcutaneous CO2, TcCO2)) y cTaHi HeCIIaHHs), a TAKOXK JOCHTIHKEHHS i1
yac cHy a0o MHEeBMOrpamMa i3 peecTpalicro JIOKCHAY BYIJICI0, SKIIO ICHYe HaBiTh HaWMEHIIA I1ij03pa Ha TINOBEHTWIIAIIIO.
OnyOnikoBaHi AaHi Ta JyMKH €KCIIEPTIB MiJATBEPPKYIOTh HEOOXIAHICTh AOCIIKEHHS ITiJ 4ac CHY JUIsl MiATBEP/DKEHHS PO3JIajiiB
JUXaHHS M1 9ac CHy a00 JUXaJbHOI HEOCTaTHOCTI Ta TIOTpeOM BUKOPHCTaHHS HEIHBA3WBHOI BEHTHIIAMLII 3 MMO3UTUBHUM THCKOM
(non-invasive positive pressure ventilation, NIV) [6].

BisuTu B KIiHIKY I Hecuassuux mamieHTiB 3 CMA peKOMEHIYEThCS TOYaTKOBO BUKOHYBATH KOXKHI 3 MiCSIIi.

3.2. Tepanesmu4yHe 8mpy4yaHHA

[IpoTAromM ocTaHHBOTO JecATHpiuYsi BigOyBanacsi 3MiHa B MIJXOAI JO JIKYBaHHS IyJibMOHOJOriuHMX mposiBiB CMA: Bifg
PEaKTHUBHOTO IiJXOJY, 3T1HO 3 SKWAM JIKYBaHHS 3 METOIO CIIPUSHHS OYMCTKH JTUXAJbHHUX IUIAXIB Ta IMOKPAIIEHHS BEHTMIALI]
PO3MOYNHANOCA TIJIBKU MIPH HAIBHOCTI YiTKUX ITOKa3aHb, 10 yIIEPEHKYBAIBHOTO IMiIX0Y, IO HOJISITae y BBEICHHI IIUX BUIIB Tepamii
Ha GinbII paHHiX eTanax nepebiry 3axsoproBansst [7]. (Puc. 1). Ciix 3amyantn daxiBis 3 pecmipatopHoi Teparii 11t pO3MOInHAHHS
Ta MiITPUMKH TOTIOMIKHOT OUYMCTKH JUXAIBHUX IIISIXIB 1 Tepartii i3 3a0e31eUeHHs qiana3oHy AUXalbHUX PYXIiB.

3.3. Oyucmka AuxanbHUX WAAxie

SIK OCHOBHMII BHJ OYHMCTKHM [IUXAJIbHUX MUIAXIB, SKMM HEOOXIJHO 3a0e3MeYuTH BCIX HECHAMYUX IMAIl€HTIB, CIIiJI
3aCTOCOBYBAaTH MaHyallbHY (pizioTeparito TpyIHOI KIIITKM B TOETHAHHI 3 MEXaHIYHOO 1HCY DIsITier0-eKcCy Quisiieto (HanmpuKiai,
amapatu Cough Assist® ado VitalCough®) (tabiuus 1). 3 onisay Ha BaKIHBICTb iHTCHCHBHOTO JIKYBaHHS PECHipaTOPHUX
3aXBOPIOBaHb[6,8-12] citiji MPEBEHTUBHO BIPOBAKYBATH METOIM OYMCTKH JUXAIBHHUX IUIAXiB HA OCHOBI KJIIHIYHOI OLIHKA
e(eKTHBHOCTI KanuTio a00 MaKCHUMAIbHOI IIBUAKOCTI BUANXY NPHU KAl (KUK HE € CTAHAAPTHUM JIOCTI/DKCHHAM y HEMOBIIAT)
[6]. TTounHaroum 3acTOCyBaHHs amapariB, IO AONOMAralTh y BiIKalUTIOBaHHI, THCK iHCY(uii Ta exccydusuii cmig

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: Richard S. Finkel, et al., Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary and acute care;
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miaBuiryBatd noctynoBo a0 3040 cm H20 nosuTtnBHOrO ab0o HEraTMBHOTO THCKY, BiamoimHo [10], abo, 3aMicTh 1HOTO,
Mi/IBUIIYBAaTH NOKA3HUKH 10 MAKCUMAJILHOTO MIEPEHOCHMOTr'0 THUCKY.

3HauYHUI PU3MK BUHUKHEHHSI THEBMOTOPAKCY MPH 3aCTOCYBAHHI JJONIOMOTH Y BiJKAIITIOBAaHHI BIJICYTHIH, SIKIIO Y IalieHTa
HEMa€ iCTOTHOTO MapeHXiMaTO3HOTO 3aXBOPIOBAHHS JIETEHb 3 OOCTPYKIIEI MaldMX IWXaJbHUX NUIAXIB 1 EKCHipaTOPHUM
3aKPUTTAM AUXATBHIUX NUIAXIB. X0Ua IIPH 3aCTOCYBaHHI JJONIOMOTH Y BiKAILTIOBAHHI iICHY€E IMOBIpHICTh PO3BHUTKY aepodarii Ta
PO3TSTHEHHS LIJTYHKA, LeH PU3KK, Pa3oM i3 MOoJaIblIINM PU3MKOM acHipaii, MOKHA 3MEHIINTH LUIIXOM BUBEJICHHS HOBITPS 3
racTpOCTOMIYHOT TPYOKH.

HesBaxxaroun Ha ommcH KITIHIYHWX BHIAJKIB, SKi PEKOMEHIYIOTh 3aCTOCYBaHHA MeXaHIuHOi iHcydurmii abo NIV s
3anobiranns gedopmarii rpyaaoi crinku [10,13,14], kOHCEHCYC 100 TOTO, YK 3aBXK/AM Taka PEKOMEH/AALlIS € 00T PYHTOBAHOIO,
1 SIKUM YHHOM ONTHUMANBHO ii peaizoByBaTH, OYJI0 JOCATHYTO MEHIIOK Miporo (1o1aTtkoBa tabmums S1).

[lepopanpHe BiICMOKTYBaHHS 3a IOMOMOTOI0 MEXaHIYHOTO acmipaTopa i KaTerepa € KPUTHYHO Ba)KIMBOIO CKJIAIOBOIO
OYHCTKM JMXANbHMX WUISXIB y HECHASYMX TalieHTiB. MOro ciia BHKOHYBaTH y BCIX HAIli€eHTIB 3 Hee(eKTHBHHM
BIJIKAIIITIOBAHHSIM.

3acTocyBaHHS BUCOKOYACTOTHOI OCITIIIAIIT TPYAHOI KIIITKH (32 JOMOMOTOIO CIEIialbHOTO JKIIICTY) HE TIOKPAIy€e BUIIICHHS
CEeKpeliil Py HATBHOCTI Hee()eKTUBHOTO BiAKAILTIOBAHHS.

3.4. BeHmunsauia

HeinBa3zuBHy BeHTWIALiO 3 MO3UTHBHUM THUCKOM (NIV) ciii BUKOPHCTOBYBAaTH y BCIX HEMOBJISIT, IO JAEMOHCTPYIOThH
cumntomu[8-10,14,15], a Takok y HECHSYMX MALIEHTIB 10 BHHUKHEHHS O3HAK AMXAIbHOI HEIOCTATHOCTI, 1100 OyTH
«TOTOBMIMH» JI0 AUXAJFHOI HETOCTATHOCTI, 3aM00ITTH/MIHIMI3yBaTH Ie(hOpPMAIIifo TPYIHOI CTIHKY Ta MOJICTIIUTH AUCITHOE.

[TocriiiHuii MO3UTHUBHUIN TUCK Y JUXAJBHUX NUIAXaX (continuous positive airway pressure, CPAP) He citij] 3acTOCOBYBATH IS
JIKyBaHHS XPOHIYHOI JMXaJbHOI HEJOCTATHOCTI, MPOTE MOXKHA 3 O0AYHICTIO THMYACOBO BHKOPHUCTOBYBATH IUISl IMiATPHMKH
00'eMy JleTeHb y CTaHi CHIOKOIO ((QYHKIIIOHAIBHOI 3aIUIIKOBOI eMHOCTI, @3€) y MOIOIIIMX MAIi€HTIB, U SKUX HEMOXKIIHBO
JOCSIT'TH CMHXPOHi3alii 3 BeHTWIATOpoM y pesxknmi NIV, 1 B SKuX HeMae BUpakeHOT rimepkHanii. [le Takok cTocyeThes ciadkux
Hecuasunx nanieHtiB. Cruin BpaxoByBatu, mo CPAP Moxe BUKiIMKaTH BTOMY y mariienTiB 3 CMA 1 3aBaaT nepexojy Bix
HOCTII{HOTO 3aCTOCYBaHHS.

HanonernmuBo pexoMeHAyeThCs, 00 BHOIp iHTEpdeiicy i mMpUMipKy BUKOHYBAB JOCBITICHUN MEIIPAI[iBHIK, 3aCTOCOBYIOUHN
[IOHAWMEHIIIC IBa 3pYYHUX iHTep(deiicH 3 PISHUMU KOHTAKTHUMH TOYKAMH Ha OOJHYYi i TOYATKOBO BUKOPUCTOBYIOUN HOCOBHI
inrepdeiic. s HeCHISMUMX NALEHTIB MOCTYIHI MEPEKOHJIMBI JaHI Ha KOpUCTh po3nodnmHanHs NIV 3 BHKOpHUCTaHHAM
KITIHIYHOTO TUTPYBAHHS, IIPU/UISIOYN OCHOBHY yBary BUIIPABISHHIO a3000MiHy Ta 3MEHIIEHHIO POOOTH TUXaHHSI.

TpaxeoToMHa BEHTHJIAILISE MOYKE 3aCTOCOBYBAaTHCh Y Mamli€HTIB, Juisl sikux NIV € HemocrtaTHbOI0 abo HeedekTUBHOIO, abo
SKIIO0 HeMae epeKTUBHOTO iHTepdeicy /uis 3a0e3neyeHHs] BeHTWIIIT. BianoBijaHe pitieHHs Mae NIpuiMaTrcs 1HAUBITyaJIbHO 3
ypaxyBaHHSM KJIIHIYHOTO CTaTyCy, IIPOrHO3Y i SIKOCTI JKMTTS Ha OCHOBI KOHCYJIbTAIlIH i3 ciM'€lo.

Tabauusa 1
PekomeHaauii WoA0 Ny/IbMOHOIOMNYHOrO 06CTEXKEHHS, TEPANEBTUYHOMO BTPYYaHHA | BEAEHHS.

Ob6cTeskeHHn TepaneBTuyHe BTPyYaHHS Acnektu gornaay
Hecnpaui di3nKanbHe 06CTEXEHHA JOonomixKHa 04YMCTKa AUXaNbHUX OB6CTeXEHHA CANif BUKOHYBATKU CMOYaTKY
NaLieHTM OujiHKa rinoBeHTUAALIT wnAaxis LOHalMeHLLe KOXHi 3

(napujanbHuil TUCK Aiokeuay
BYrneLto B NOBITPI, LWLO
BUANXAETHLCA, B KiHLi BUANXY,
EtCO2)

[ocnigsKeHHa nig vac cHy abo
NHEeBMOrpamu Ans BCiX
CMMMNTOMaTUYHUX NauieHTiB, abo
O/19 BU3HAYEHHA noTpebu
po3noumHaTt NIV

KniHiyHa ouiHKa
ractpoesodareasbHOro
pedntokcy

[MepopanbHe BiACMOKTYBaHHA
disioTepanito/pecnipatopHy Tepanito
CNif, PO3NOYUHATM HEFANHO
MaHyanbHa ¢isioTepanisa rpyaHoi
KNITKN

IHcydnaTop/ekccydnatop ans
BiZIKaLWNtOBAHHA

[JonomixkHa BeHTUAALIA 3
nsopisHesoo NIV y
CMMMNTOMATUYHUX MaLiEHTIB

MmicALi, NoTiM KOXHi 6 micauis

JlonomidKHa OYMUCTKa AMXaNbHUX LWIAAXIB 3
OpOHa3asibHUM

BiACMOKTYBaHHAM, disioTepanis/pecnipaTopHa
Tepanis i

[0NOMOra y BiAKal/ItOBaHHI € KPUTUYHO
BaK/IMBMMM 3aX04aMM Y BCiX HECUAAYMX
NawieHTIB 3

HeedeKTUBHUM BiKaLLINOBAHHAM

BeHTuAALIO cif po3noYnHaATK Yy BCiX
CUMMTOMATUYHUX

nauieHTiB. [leski ekcnepTn peKoMeHayTb
3acTocoByBaTH ii g0

niaTBEepAXKEHO! AMXaNbHOI HeAO0CTAaTHOCTI, Wob
NONErnTU AUCNHOE.

PiweHHs npo ue cnig npuiimaTu iHansiayanbHo
NIV cnig po3noymHaTh nig Yac cnocTepeXkeHHs
3a MauieHTom

Y KNiHIYHMX ymoBax ans 3abesneyeHHs

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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afleKBaTHOro ra3o0bmiHy abo B pamkax
OOCNIAXKEHHA Nif, Yac CHy.

IHTepdeicn NIV matotb 6yTv NnpunalwuToBaHi
KBanipikoBaHNM

bi3MYHUM TepaneBTOM, AKUI MOBUHEH 06paTh
ABa iHTepdelicn 3

Pi3HUMM KOHTAaKTHUMM TOYKaMM Ha LLKIpi.

He cnig 3acTocoByBaTi MyKOAITUKM NPOTATOM
TpMBAnNOro yacy

Cuaaui ®disnKanbHe 06CTEKEHHA HebynisoBaHi 6poHxoamnatatopm y Ob6CTeXeHHn cnif BUKOHYBaTU Wo 6 micauis
naLjieHTm CnipomeTpin (AKLLO MOXKAUBO, naujieHTiB 3 JlonomixkHa o4MUCTKa AUXaNbHUX WAAXIB €
3a/1eXHO Big, acTmoto abo 3 NO3UTMBHOO KPUTUYHO BaKJIMBUM 3aX00M ANA BCiX
BiKY Ta MOJ/IMBOCTi KOHTAKTY) BignoBiaAto Ha 6poHxoannaTaTopu NaujieHTiB 3 HeePEKTUBHMUM BifKaLLIOBAHHAM
[ocnigyKeHHA nig yac cHy abo CTaHAapTHa iMyHi3aLis, nasinisaymab
NHEBMOrpamu A/1A BCiX MaLi€EHTIB, npotarom 24 micauis, BakuMHauia Big
HaBiTb 3 MiHIMaNbHOO NiJO3POIO HA rpuny BeHTuAAUjIO CAif, pO3NoYMHaTK Y BCiX
cMMnNTOMM LLLOPOKY MicnA AOCATHEHHA 6- CUMNTOMATUYHUX
HiYHOT rinoBeHTUAALLT MICAYHOrO BiKY naujieHTiB. [leAki ekcnepT peKkoMeHayoTb
OujiHKa ractpoesodareanbHoro JOonomirKHa 0YMCTKa AUXaNbHUX 3aCcTOCOBYBATH ii Mig vac
pedntokcy LwNAxis roCTPOro pecrnipaTopHOro 3aXBOPIOBaHHA, Wo6
disioTepanito/pecnipaTopHy Tepanito noJierwyBsaTn cekpeLiito.
cnif, po3noYMHaTK HeramHo NIV cnig po3nounHaTtv B pamkax focnigsKeHHs
MaHyanbHa ¢isioTepania rpyaHoi nig, yac cHy abo
KNiTKK NPOTArOM CMOCTEPENKEHHA 3a NaLiEHTOM B
IHcydnsTop/ekccydaaTtop ans KNiHIYHUX yMOBax A5 3abe3neyeHHn
BiAKaLLNOBAHHA afieKkBaTHOro
[lonomixkHa BEHTUAALLA 3 razoo6miny.
asopisHesoto NIV y IuTepdeicu NIV matotb 6yTv NnpunawToBaHi
CMMNTOMATUYHUX MALEHTIB KBanihikoBaHMM
bi3MYHUM TepaneBTOM, AKUI MOBUHEH 0b6paTh
ABa iHTepdeiicn 3
PI3HVMW KOHTAKTHUMM TOYKAMM Ha LWKipi.
He cnif 3actocoByBaTM MYKOMIITUKM NPOTArOM
TpuBanoro yacy
Xopsaui KniHiuHe obcTeskeHHs 3 HebynizosaHi 6poHxoaunaraTopu y 3a HanABHOCTI cnabKoro BigKawaoBaHHA abo
naLieHTn BU3HAYEHHAM edeKTUBHOCTI NauUi€eNTIB 3 peunanBHUX iHOEKLIN un

KaLL/o Ta PeTesIbHOI OLHKOM
HafABHOCTI 03HaK
HiYHOI rinoBeHTUAAL,T

nifo3poto Ha acTMmy

CraHpapTHa iMyHi3auia, wopiyHa
BaKLUMHaLiA Big rpuny.

i NTHEBMOKOKIB
NiaTpumyBansHUin gornsg 3a
notpeboto

CraHpapTHa iMyHi3auin, WwopiyHa
BaKLUMHaLiA Big rpuny

i NTHEBMOKOKiIB

nifo03pK Ha HiYHY rinoBeHTUAALIIO chig,
HeramHo ckepyBaTu A0 Ny/JbMOHOOra

3.5. JlikapceKi 3acobu

SIkiio € mgo3pa Ha acTMy, Mae OyTH 3a0e3leycHa HasBHICTH HEOYINi30BaHMX OpoHXOmWIATaTopiB. He citif JOBrocTpOKOBO
3aCTOCOBYBAaTH HEOYIi30BaHI MyKOJIITHKH, 3% abo 7% rineproniunnii po3unn NaCl abo nopHazy-anbda (Pulmozyme®), ockinbku
JlaHi, siki 0 0OIPyHTOBYBAJIM 3aCTOCYBaHHs IIUX 3aco0iB, BijicyTHi. KpiM Toro, sikio 3% abo 7% pozuun NaCl BUKOpHUCTOBY€EThCS
3a MEXaMHM TepaneBTHYHOI MOTpedH, 1Ie MOXKE 3HU3UTH HOPMaJIbHY B'SI3KICTh CEKpellii, 301IbIIYIOUN TAKUM YHHOM HaBAHTAKEHHS
cekpeii. [mikomiponaT st TiKyBaHHS TOCHICHOT CIIMHOTEU1 CJIiJl 3aCTOCOBYBATH 13 TOTPUMAHHSIM ITi[BUIICHIX 3aXO0/iB OE3IeKH,
o0 MpUCTOCYBAaTH 103y Ul JOCSTHEHHS Oa)XaHOro e(eKTy Ta YHHKHYTH IIepeCHXaHHs CEeKpelii, 10 MO)Ke HPHU3BECTH 0
BUHHUKHEHHS CIM30BHUX Mpobok. KoHcencyc momo iH'exIiii 00TyIiHOBOTO TOKCHHY B CIMHHI 321031 200 iHIINX METOJIB 3 METOIO
CKOPOTHTH YTBOPEHHSI CEKpPETiB POTOBOI NMOPOXHUHM HOCSATHyTHH He OyB. [laBinmizymald cimij 3acTOCOBYBATH IIiJ] 4ac CE30HY
pecriipaTopHo-cuHIMTIANBHOT BipycHOi iH(ekuii (PC-iHdexmii), SKkuii BU3HAYAETHCS HAa OCHOBI perioHaibHOI akTMBHOCTI PC-
iH(EKIIi1, IPOTATOM MepInX 24 MICSIIB XKHUTTS, @ BAKIIMHAIIIO BiJl TPUITY CITiJ BUKOHYBATH IOPOKY MICIs JOCATHEHHS 6-MiCIIHOTO
BiKky. C1iJi BAKOHYBaTH OOCTEKEHHS 1010 HASBHOCTI racTpoe3odareaibHOro pedIroKCy 1 BAKOHYBATH BiATIOBITHE JIIKYBaHHS.

4. Cuas4i mamicHTH

4.1. O6cmexceHHsA

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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OcCHOBHY yBary npy BUKOHAHHI KJIIHIYHOT OLIHKHU CIiJl MPAIUTHTH (Qi3UKaTbHOMY OOCTEKSHHIO Pa3oM 3 KIIIHIYHOIO OI[IHKOIO
GbyHKIiT BigkanuroBaHHs. [ CHISYMX 1 CTOSYUX MAIE€HTIB OYJI0 TOCATHYTO KOHCEHCYCY, IO BCI MAIIEHTH, 3aTHI BUKOHATH
CHIpOMETpit0, IIOBUHHI BUKOHYBATH ii MiJ] YaC KOXKHOTO BI3UTY.

O/HO3HAYHOTO KOHCEHCYCY LI00 MMOKa3HUKa MAaKCUMAJIbHOT IIBUKOCTI BUAMXY IPH Kanuli a00 4acy BUKOHAHHS JOCIIIKSHHS
MiJ1 9ac CHY MPH IOTJISAII 32 CUISIYUMHE MAI[iEHTaMU JOCSITHYTO He Oysio. TUM He MEHIIL, TOCIIKEHHS il 4ac CHY CIJIiJ 3aBXKIU
BUKOHYBATH Y CHMIITOMATUYHUX TAII€HTIB 200 32 HAsBHOCTI HABiTh HAWMEHIIIOI IiT03pH Ha HIYHY TiMOBEHTHIIALIIO, 00
BU3HAYWTH, YH y TAIIEHTA € HiYHI pO3Taai TUXaHHSI a00 AUXalibHAa HEJIOCTATHICTD 1 UM TMOTPiOHO 3aCTOCOBYBATH y HHOTO
nsopisueBy NIV [6].

JUts cuI9rX MAIi€HTiB BI3UTH B KIIIHIKY PEKOMEHIYETHCS BUKOHYBATH IO 6 MICSAIIIB.

5. TepameBTHYHE BTPYYaHHSA
5.1. Oyucmka duxanbHUX WAAXie

BukonanHs MaHyajbpHOT (bi3ioTeparnii rpyaHOI KJIITKA B MOEIHAHHI 3 MEXaHIYHON THCY(QUIsIier0-eKcCyDsiiero (HampuKia,
Cough Assist® abo VitalCough®) crmif BUKOHYBAaTH y BCIX MAIli€HTIB 3 HEC(PEKTHBHUM BiIKAILTIOBAHHAM. Taki 3aXOAH CIiJ
yIepeIKyBaIbHO 3aCTOCOBYBATH Y MAI[IEHTIB HAa OCHOBI KIIIHIYHOT OWIHKKA €()EeKTUBHOCTI BiJKAIITFOBAaHHS a00 BUMIPIOBAaHHS
MaKCHMAITbHOI MIBUAKOCTI BHAMXY Tpu Kaunt [6]. TIuTaHHS HamamTyBaHb CXOXi 3 MiAXOJAMH, OMUCAHUMH UIS HECHISTYMX
MMaIi€HTIB.

5.2. BeHmunsayis

SIK 1y HeCHASYMX MAlli€HTIB, HEIHBa3MBHY BEHTHIIALIIO 3 HO3UTHBHUM THCKOM (NIV) ciiil BUKOHYBaTH y BCiX CUMIITOMATHYHUX
nanienti [8-10,14,15]. Haiikparumii miixi/| BA3HAYAETHCS IHAUBIIyaTbHO HA OCHOBI MOTPEO MarieHTa i sKOCTi UTTA. JloCIiKeHHS
HiJ Yac CHy CIiJl BAKOPHCTOBYBATH JUIsi BU3HAYCHHS TOT0, KOJH y MallieHTa BUHUKAIOTH HiYHI PO3Nagu AWXaHHS a00 TUXaibHa
HEJI0CTAaTHICTh, 1[0 BUMATral0Th 3aCTOCYBaHHs 1BOpiBHEBOI NIV i TurpyBanHs HanamryBads [6]. (Puc. 1)

PecnipaTopHWit KAiHIYHWIA anroputm TepanesTiHe BTpyUaHHA

®diznKanbHe obcTekeHHn, nereHeBa GyHKLA,
MaKCMManbHa WBUAKICTb BUAWXY MPU KaLi,
cuna AuxanbHuUX m’ssis

KniHiuHe obcTexeHHn

PeHTreHorpadis rpyfHOI KNiTKK, fOCNioKEHHA
Baux, Buamnx, cnabkictb 6ynbbapHUX m’a3is, ckonios, nig yac cHy. OuiHKa KOBTaNbHOT GyHKLT
naToNOoriA rPyAHOI CTIHKK

MpodinakTnka: BaKuMHaLia Big rpuny i
/ \ NHEeBMOKOKIB, NaBinisymab

Nos’A3aHi 3 REM TpyaHowi HeedexTnsHe TepaneBTHYHe BTpy4aHHsA: disioTepanis,
3 AMXAHHAM YBI CHI BIAKAWNIOBAHHA _ NPUCTPOT ANA AONOMOTM Y BiAKALINIOBAHHI.
MaKcumanbHa WBUAKICTb .

PO3I/IAHBTE MOX/IMBICTb 3aCTOCYBaHHA

DHKEN <60% BiA BMAUXY NP Kawwni | . . .
NporHo3oBaHoi <270/x8 rnikoniponaty, rinepToHiyHoro posumnHy NaCl,
6poHxoAMNaTaToOpy 3a HAABHOCTI O3HAK acTMK.
.
Mos’AsaHi 3 REM i NREM TpyaHowi ﬂ,VICd)yHKLl,iFI KOBTaHHA Hei .
3 AVXaHHAM yBi CHi eiHBa3VBHa BEHTUAALLA,
1 NOEAHAHHA 3 JOMNOMOro0 y
DMKEN <40% Big NporHo3osaHoi BiZKaLLNIOBAHHI,
l IHdeKLjA rpyAHOT KNITKK | XapyyBaHHA 3a ONOMOrO
l l YyepesLKipHoi racTpocTomii

[yxanbHa HeAOCTaTHICTb Yy
AEHHUI Yac

DIKEN <20% BiA,
NpPOrHo3oBaHoi

Puc. 1 Pecriipatopruii KJIHIYHIH alTOPHTM.
(REM — weungkuin pyx ounux abayk (rapid eye movements); NREM — He-REM; ®XEN — dopcoBaHa KWUTTEBA EMHICTb /IeTeHb)

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: Richard S. Finkel, et al., Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary and acute care;
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Sk 1 y BUIaAKy HECHIMYMX TAIlI€HTIB, MOCTIHUN MO3UTHUBHUM THCK y auxanbHuX murixax (CPAP), 3a pinkuMu BUHATKaMH,
BUKOPHCTOBYBATH HE CJIiI.

[Torpeba TpaxeoTOMHOT BEHTWIIALIT BUHUKAE PijlIe, HK y HECHJIUUX IAli€HTIB, IPOTE y NESIKUX CIAa0KUX CUISYMX TMaI[i€HTIB
nmBopiBHeBa NIV Moke OyTH HemocTaTHROIO ab0o Hee()eKTHBHOK. SIK 1 y BHIIAJKy HECHISYMX IALi€HTIB, I¢ PIIICHHSI Mae
MpUHAMATHCS 3 ypaxXyBaHHAM KIIHIYHOTO CTAaTyCy i HA OCHOBI KOHCYJBTAIIiH 13 CIM'€I0 Ta MAIlieHTOM, SKIIO BiH JOCAT BiAMOBIIHOTO
BIKY.

5.3. Jlikapceki 3acobu

SIKIo € BUpaXkeHa 1iJio3pa Ha acTMy a0o sIBHE KJIIHIYHE MOKpAICHHS Micisl 3aCTOCYBaHHs, Ma€e OyTH 3a0e3rneueHa HasBHICTh
HeOymizoBaHNX OpoHxommmaTaropiB. He cmig 3acTocoByBaTH HEOYNi30BaHI MYKONITHKHA HPOTATOM TpuBaioro dacy. Lllopiuny
IMyHI3aIifo BiJ TPUIY 1 THEBMOKOKIB CJIiJ| 3MIHCHIOBATH 3TiTHO 31 CTAHAAPTHUMH ITEiaTPHIHIMA PEKOMCHIAIISIMA JIJIS TIAII€EHTIB
3 XpOHIYHMMH HEHPOM’I30BUMH PO3JIaJIaMu.

6. Xoasui manieHTH
6.1. O6cmexceHHsa

JlereneBa yHKIis OipIIOCTI X0ATUuX MarieHTIB 3 CMA Tumy 3 € B MeXax HOPMH, 13 HE3HAYHUM IIOTiPIICHHSIM MIPOTATOM 4-
piuHOrO mepiogy 3a pe3yyibTaTaMH OJHOTO JOCII/DKeHHsI MPUPOAHOro mnepebiry xsopobu [5,16]. Tum He MeHI, KiiHiYHE
00CTe)XEHHS IMX MAIi€HTIB Ma€ BKJIIOYATH PETENbHY OLIHKY e(EeKTHBHOCTI BiJKALUTIOBAaHHS NPH IH(PEKIii BEPXHIX AMXaIbHUX
HIISAXIB Ta MOUIYK Oy/Ab-SIKMX CUMITOMIB allHOE TIiJ] 4ac CHY 200 TiMOBEHTHJIALIT (XpOMiHHs, MPOOYHKEHHS, PAHKOBUI TOJIOBHUMA
0i7Tb, COHJIMBICTH y JICHHUI Jac). HasBHICTE Oynb-SKUX i3 OUX MpoOiieM Mae OYTH OCHOBOO ISl OOCTEIKEHHS y ITyJIEMOHOIIOTA 3
PO3IIISLIOM JIOIIIBHOCTI BUKOHAHHS IOCHIJDKEHHS (DYHKIIT 30BHIMIHBOTO IMXaHHS 1 JOCIIPKEHHs i yac cHy. Takok BaXXIMBUM
€ 00CTeKEHHS Nepe]] ONIePATUBHUM BTPYUYaHHSIM.

6.2. Tepanesmu4He empy4aHHs

Jus xomsamx manieHtiB 3 CMA yrnepemKyBaJdbHI TeparmeBTHYHI 3aX0IM HE TOKas3aHi. [liATpuMyBambHUN HOTISA CIifg
3a0e3nevyBaTy NPy HassBHOCTI KOHKPETHHUX MPOOJIEM, BUSIBIICHUX I1iJ] 4aC KIIIHIYHOTO 00CTe)KeHHs. IMyHI3allisi BAKOHY€EThCS TAKUM
CaMHM YMHOM, SIK JJISI CUISTYNX MAIli€HTIB.

6.3. foznsad e ymosax iHmeHcusHoi meparnii

IaTencuBHa Teparmis gitei i nopocanx 3 CMA IpyHTYEThCS Ha CYyBOPHUX BUMOTAX JI0 PECIipaTOpHOro i GararonpodiabHOro
JOTIIANY, PEKOMEHIOBAHOIO JUIL aMOYIaTOpHOro JiKyBaHHS mamieHTiB. [lamieatn 3 CMA 0coOIMBO Bpa3iwBi A0 TOCTPOI
pecripaTopHOi JI€KOMIICHCAII], MOB’SI3aHOi 3 MO3aJIKAPHSIHUMH I1H(QEKLiSIMH, aclipali€lo Ta TMOPYLUICHHSIM BUIUICHHS
cekpemniii[1,17,18]. ITim wac XxBOpoOHM 4YacTO MOripiiyeTbcsi BuxigHa audy3Ha crnabkicte M’si3iB. [loB’s3aHe 30iNbIICHHS
METa0OJIIYHUX MOTPeO 3 HEBiAUYBAILHUMHM BTIpAaTaMM PiIMHM BHKJIHMKAIOTh MOTpPeOy y NOJATKOBOMY pO3IIIAAl 3a0e3redeHHs
BI/IMOBIMHOTO XapuyBaHHS Ta YHHKAHHS JIKyBalbHOTO rojomyBanus [19-21]. Tlorpeba y HeBimkmamHii rocmiTamizarii Moxe
BUHMKaTH y nanieHTiB 3 CMA, y sSIKUX pO3BUBAIOTHCS 3BHYAKHI 3aXBOPIOBaHHs (HANPUKIAM, BIpyCHa pecniparopHa iH(QEKIis,
TacTPOEGHTEPUT 31 3HEBOJHEHHSM, a TaKOX aleHJIUINT, Cepell IHIIMX TOCTPUX IMPOIECciB), BUHUKAE HemependadeHa norpeda y
JKyBaHHI TEpeJIoMy KICTOK, NMpHHOMY MoioriB y xkiHok 3 CMA, a TakoXX IDIaHOBI XipypridHi mpoueaypu (HampUKIa,
BCTAHOBJICHHSI I'dCTPOCTOMIUHOI TPYOKH, OCTEOTOMisl CTErHa 1 BCTAHOBJICHHs XPEOTOBOrO IHCTPYMEHTapilo, pa3oM 3 IHIIMMHU
NPEBEHTUBHUMH CTpATErisiMH, MiATPUMYBAJIBLHUMH TEPANeBTUUYHUMHU 3aXOJaMH a00 CHMNTOMATHYHHMM JIiKyBaHHsM). Cuif
perensHO OOMIpKOBYBaTH pIllleHHS IPO Micle TrocmiTajizauii mari€HTa mMaiieHTa — B IEPBHHHOMY CIICIiali30BaHOMY
JiKyBaJbHOMY 3aKjajli 3 HEHPOM S30BHUX PO3JIadiB a00 B iHIIOMY 3aKialli — a TaKoX MO0 IJIAHOBOCTI UM TO3aIIaHOBOCTI
rocmiTamzamii (tabsmrs 2). HaBeneni Hukde MipKyBaHHs CTOCYIOThCS MIEPEBAKHO HECHASUNX | CHISIHX MAIIEHTIB, IPOTE AEAKI
ACTIEKTH TAKOX MOXKYTh CTOCYBAaTHCS CIaOKMX XOASYMX MaLli€HTIB AMTSIYOTO 1 Jopocioro Biky 3 CMA Ttumy 3, y SKHX 4acTo
CIOCTEpIiraeThes MEBHE MOPYIICHHS AUXATbHOI QYyHKIIT a00 mpoOiemMu 3 XapayBaHHM, 1 sIKi Hapa’keH1 Ha MiIBUIMICHUI PU3UK TTi T
4yac TOCTPOro 3aXBOPIOBaHHs (j101aTKOBa Tabmis S2).

6.4. ObcmexceHHA [ 00280 y pasi 20cMpPo2o 3aX80PHOBAHHA 8 OOMAWHIX YMOBAX

Crning po3poOWTH 1HAMBIAYaTi30BaHi TUTAHHW YNEPEKYBAIBHOTO IOTISAY, SKi MarOTh BKIIOYATH BHMIPIOBAHHS OCHOBHHUX
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MTOKA3HUKIB KUTTEMISITBHOCTI (HAIPHUKIIA, KICHEBA JecaTypalis i TaXiKapHif) i XapaKTepUCTUKY CHMIITOMIB, a TaKO)X BKa3iBKA
1110710 TTOCHJICHHSI 3aX0/1iB 13 JIOTJISITY 3 KOHKPETHUMH PEKOMEHIALISIMH 11010 OYNCTKH AMXaJbHUX NIUISX1B, BEHTHIISLIT, XapuyBaHHS,
BIZIHOBJICHHSI BTPATH PiJIMHM, 3aCTOCYBaHHS aHTHO10THKIB Ta NEPEIiKy KOHTAaKTHUX 0Ci0 y pa3i BHHUKHEHHS HEBIIKJIQJIHUX CUTYaIlii
(taGuumns 2).

[HmuBiAyanizoBaHi MPOTOKOIH CIIiJ] CTBOPIOBATHA HA OCHOBI MICIICBHX PECYPCiB, TOCIYT HEBIIKIAJHOI MEAUIHOI JOTTIOMOTH Ta
MOYKJIMBOCTEH JIIKYBAJILHHUX 3aKJIaJ(iB 3a0e31euyBaTu Jorisi Aitei 1 nopocnux 3 CMA Ta iHIMMH HelipoM sI30BUMH pO3JIaJlaMu.

3a MOXJIMBOCTI CiM'T CJTij1 320€3MEUUTH TOMANTHIME TEXHOJIOTISIMU JIJIsl MOHITOPUHTY (DYHKIIIT TUXaHHS Ta HAJaHHS B1IMOBIIHOT
JIOTIOMOTH, Takoi SK MiATPUMYyBaIbHE BUIUICHHS CeKperiif, nBopiBHeBa NIV Tomo 3 MeToro 3amoOiraHHs Tocmitamizamii Ta
ONnTHMI3alil cTaTycy /10 3BEpHEHHS B JIKyBaJbHHMHU 3aknan. Take oOnajHaHHS, SIKIIO BOHO JOCTYIHE, MAa€ BUKOPHUCTOBYBATHUCS
ciM'el0 IMiJ] Yac TPaHCHOPTYBaHHS Malli€HTa.

B paMkax mpodiTakTHIHOTO TOTISITY OOTOBOPEHHS 3 CiM’IMHA MOKIIMBOCTEH XPOHIYHOTO Ta TOCTPOTO PECIIiPaATOPHOTO TOTIIALY
CJiT BUKOHYBaTH Ha PaHHIX eTamax nepebiry 3aXBOPIOBAHHS; CIIUIBHO i3 CIM'€I0 CIiJ HiATOTYBAaTH MICBMOBI iHCTPYKIIi IIOI0
peaHiMaliitHUX 3aX0/iB ISl MEIPALliBHUKIB, sIKi OyAyTh 3aTydeHi O TPAaHCIOPTYBAaHHS Mali€HTa a00 HaJAaHHs HOMY JONOMOTH
y BiIiJIeHH] iHTeHCHBHO] Teparii. CX0XUM 9HHOM, y ciMei Mae OYTH CITHCOK MEIUIHUX TTOTPEO 1 Tepeik MeINIHAX TPAIiBHAKIB,
SIKi CTICTIIaI3YIOThCS y HEHPOM SI30BHUX pO3Nanax, Y TOMY YUCII (axiBIiB 3 MyIBMOHOIOTi/PECIIipOIOTii.

Kpurepii i1 3BepHEHHS y BIIIICHHS HEBIKIIAHOT JONIOMOI'Y MalOTh BKJIFOYATH CTYIIIHB TSDKKOCTI FOCTPUX KITIHIYHUX MPOSIBIB
i CUMITOMIB y BiJJTHOILICHHI 10 MOMJIMBOCTEH Ta 0OMEKEHb JJOMAIIHIX TEXHOJIOTIH JOMIISTY Ta 0ci0, 110 3a0e31eUy0Th JOMAaIIHIH
JOTJISA.

Tabanua 2

3aBAaHHA iHTEHCUBHOI Tepanii, cTpaTerii TepaneBTUYHOrO BTPYYAHHA Ta PEKOMEHAALI WOA0 [OrNAAY: AOMNAL Y AOMALLIHIX YMOBAX i TPAHCNOPTYBaHHA

JomalHi ymosu . . . . .
Cnip, po3pobuTu iHAMBIAYanizoBaHi NaaHu

ynepea)yBanbHOro Aornaay, Wwo
MatoTb BK/IOYATM TaKi acnekTu:
OYMCTKA AUXANbHUX LUNAXIB,
BEHTUANALIA,

XapyyBaHHSA,

BiZJHOBNEHHA BTPaTU PiANHN,
3aCTOCYBaHHA aHTUBIOTUKIB,
KOHTaKTHi 0cObU y pasi BUHUKHEHHSA
HeBiAKNaAHUX cUTyaLin

3 meToto 3anobiraHHA rocnitanisauii Ta onTUMI3aLji cTaTycy A0 3BEPHEHHA B
NikyBanbHWI 3aKnag cnig 3abesneunTy NigTpumyBanbHe BUAINEHHA CEKpeLiid,
asopisHesy NIV Ta noctauyaHHA KUCHIO

Cutix 3a31aerins 1HGOPMYBaTH MiCLEB] CITy)kON HEBIKIIaJHOI JOIIOMOTH

po iHANBIAYaIbHI TOTPEOH HarieHTa.

3aranbHe 0bCTeXKeHHs Ta OLHKA O3HaK i
CUMNTOMIB

KpuTepii/noporosi 3HaueHHs A0 3BepHEHHA Y
BiAAINEHHA HeBiaAKNaAHOI Aonomoru

IHbopmaLia ans cny>k6u HeBiaKNaAHOI
[OMoMOru i MeanpaL,iBHUKIB, AKi
3abe3neyytoTb iHTEHCUBHY Tepanito

TpaHcnopTyBaHHA B
micLeBi cayom
onepaTUBHOTO
pearyBaHHs

Micuesi cny»6v onepaTMBHOIO pearyBaHHs

Cnocib TpaHcnopTyBaHHsA

Hanpapnenns 3 npuiiMaabHOTO BiJJTUICHHS

JNlikyBanbHUI 3aKNag,

INepconanpHe Mear4He 00IaAHAHHS T1ijT Yac
TPAHCIIOPTYBAHHS

HesaneHo Bif NOKasaHHA A4/1A rocnitanisayii HAaMBULWMUM NpiopUTETOM Ma€e
6yTK pecnipaTtopHe obcTeXKeHHs i pecnipaTopHa NigTPUMKa
KpuTtepii matloTb BKAOYATU CTYMiHb TAXKOCTI KAIHIYHMX O3HAK | CUMNTOMIB Y
BiAHOLLEHHi 0 MOXAUBOCTEW 0Cib, Lo 3abe3neyytoTb AOMALLHIN Aornag, a
TaKOX OBMEKEHb OMALLHIX TeEXHOAOrN (Lornsasy i MOHITOPUHTY)
Y cimeit matoTb ByTH B HAafBHOCTI CTUCAIWIA OFNAL MeAUYHUX NOTPeb, nepenik
3aKNaAiB NepBUHHOI MeANYHOI 4ONOMOTrU, NPOTOKON MEeAUYHOTo AOrNAAY,
a TaKOX MUCbMOBI IHCTPYKLT LLIOAO peaHiMaLinHMX 3aX04iB.

Cnyxkba HeBiAKNaAHOI 4ONOMOrM Mae ByTU YKOMMNIEKTOBaHa NpaLiBHUKaMM,
KBanipikoBaHMMMU ANA HafaHHA IHTEHCMBHOI Tepanii 3 MIATPUMKM cepueBoi
OiANbHOCTI 32 PO3WMPEHMM MPOTOKOAOM Ha AonikapHAHOMYy eTani abo
PIBHOLHHUX 3axofiB, fAKi TaKoXK 34aTHi 3abe3neunTn HeiHBa3uBHY i
TpaHCTpaxeanbHy BEHTUAALIIO Ans oci6 i3 3axBoptoBaHHAM Tuny |i Il

Cnocibé TpaHcnopTyBaHHA Bi4 AOMYy A0 3akiafy iHTEHCUBHOI

BU3HAYaETbCA iIHAMBIAYANbHO

Tepanii

PimeHHst npo 3BepHEHHS B HAMOMWKYMI 3aKiaj CIiJ MpUIMaTH HAa OCHOBI
CTYNEHs TSDKKOCTI 3aXBOPIOBaHHS, BIJCTaHI JIO BHCOKOCIIEIialli30BaHOTO
3aKJIajly, HassBHOCTI TPAHCIIOPTHOT OpHTaiu JUIsl IePEBE3CHHS AiTeH, MipKyBaHb
11010 JIOBKLILIA T4 3aBJaHb MEIUYHOTO JOTTISLY.

Oiteit i monogmx nwogen ¢ CMA tuny | abo Il cnig rocnitanisysatn vy
BMCOKOCMeEL,iaNi30BaHOMY 3aKnaji, He3aNeXKHOo Bif TOro, UM LA rocnitanisauia
€ NNaHoBO abo HeBIAKNAAHOM.

Mig yac TpaHcnopTyBaHHSA CIM'T C/lig, BUKOPUCTOBYBATU AOMALLHE

obnagHaHHaA (Hanpwuknag, NIV, npuctpiii ana gonomoru y BigKalwAtoBaHHI,

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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Mmacku-iHTepdeiicn,  acnipauiiHWii - anapaT, OKCMMETP, racTPOCTOMIYHi
apantepw).
(NIV — HeinBasuBHa BeHTUNALA (4BOPIBHEBMIA NO3UTUBHUIA TUCK Y AUXANBHUX LWIAXAX, HE NOCTIMHUIA NO3UTUBHMIA TUCK Y AMXaNbHUX Wasxax); CMA —
cniHanbHa m'a3oBa atpodis).

6.5. MipKysaHHA w000 mpaHcnopmyeaHHs 8i0 oMy 00 71iKy8asAbHO20 3aKAa0y ma obcmexeHHs y 8i00ineHHi HegioKnaoHoTl
donomoau

Posrnsgaroun MOMIIMBICTh TOCHITANi3allii, CiJi BPaXOBYBaTH THIT JIKyBaJbHOTO 3aKiaay a00 piBeHb MEAUYHOTO IOTIISY,
CTYIIHb TSDKKOCTI 3aXBOPIOBAHHS, a TAKOX 3aBJaHHS MEAWYHOTO MAOTJISAY, B TOMY YHCIL TMOTpeda peainizallii MPOTOKOJIB
pecmipaTtopHoi Teparmii, XapdyBaHHS 1 BiJHOBJIEHHS BTpPAaTH PiAWHA. Hecwmsumx i CHISYMX MAIIIEHTIB CIiJ HANpaBISATH Y
BHCOKOCTICTIiaTi30BaHi 3aKJIaan i3 JocBigoM JikyBaHHI CMA. PimeHHs nmpo 3BepHEHHS B HAMOMIKINI 3aKiIag CIij MpUiMaTH Ha
OCHOBI 3aBJlaHb MEIMYHOTO JOTJISIY, BIZCTAHI 10 BHUCOKOCICIIaTi30BAHOTO 3aKiajiy, HAasBHOCTI TPAHCIOPTHOI Opuramu Jyis
MEPEBE3CHHSI ITCH Ta IHIIUX ACIMCKTIB, TAKUX K MIPKYBaHHS 1010 JOBKIJIIS.

KpHUTHYHO BaXKIIMBHUM I1i]1 4aC IHTEHCUBHOI Teparlii € 3aJIydeHHs OpUra/iu, 1o CreLiali3yeThcs y HeHpoM sI30BUX pO3Jiaiax.

Cnyx0a HEBIIKIAIHOI TOMOMOTrH Mae OyTH YKOMILJICKTOBaHA MpalliBHUKAMK, KBaNi(hIKOBAHUMHU JIJIsl 3a0C3TICUCHHS BEHTHIISIIIIT
Ta MiATPUMKH CEpIEBOT i AUXAIBHOI AisIIBHOCTI HA HAHOLIBII aIeKBATHOMY PiBHI.

Croci6 TpaHCTIOPTYBaHHS BiJ TOMY 10 3aKJIAAy iIHTEHCHUBHOI Teparii BU3HAYAETHCS 1HANWBIAYANBHO 13 3aTydeHHSIM OpUTaIIH, 10
CIeIATI3yEThCS Y HEHPOM SI30BUX pO3JIaiax.

6.6. MipkysaHHA w000 Mmoxcausocmeli Medu4yHo20 YyeHmpylnikyeasnbHo20 3aK1a0y

HaiiBumumm npioputeToM Mae OyTH pecripaTopHe 00CTEKEHHsI i pecnipaTtopHa minTpumka [22-25] (tabmuus 3). Menuynuii
JIOTJISII Ma€ BKIIOYATH YHEpeIDKYBajbHI 3aX0[H, B TOMY YHWCI ONTHUMI3amil0 PecrnipaTopHoi MIATPUMKH 32 JOMOMOIOO
JTBOPIBHEBOT'O TIO3UTHUBHOTO TUCKY B AMXaNbHUX IUIIXaX (TooTo NIV, a He CPAP) i3 pe3epBHOO 4acTOTOIO TUXATBHUX PYXiB (IO
3a0e3MmeuyeThes MUITXOM HeIHBa3WBHUX METO/IB, TPAaXeoCTOMii a00 €HI0TpaxeaabHOl TPYOKH) Ta MiATPUMYBAITFHAM BUIUICHHIM
CEeKpelill mepe/1 MOCTaYaHHIM KUCHIO Ha OCHOBI EMITIPUYHUX MTOKa3aHb:

[TocTayanHst KUCHIO HE CJIiJ| 3/1iHCHIOBATH HA OCHOBI EMITIPUYHHUX [TOKa3aHb, SKII0 He 3a0e3neueHo NIV abo HeMae MOHITOPUHTY
razoo0MiHy miokcuay Byriento. IloctayaHHs KHCHIO HE CIiJ MPUIHMHATH, & CKOPOYYBATH 0 MIHIMaJbHOTO MOKa3HUKA Iepes
eKcTyOalli€ero, a TAKOXK HE 3aCTOCOBYBATH 3aMICTh BEHTHJISLIT 3 TIO3UTHBHUM THCKOM.

s momomoru B peaiizaiiii MPOTOKOJY IHTCHCHBHOI Tepamil ciijg 3amydard OaratonpodinbHy Opuramay (daxismi 3
HEHpOM ’30BUX 1 pPecripaTOpHUX PO3NAIB), i3 3aIy4CHHSAM JIKaps, sK MPaBUIIO, HEBPOJOra abo JUTSYOrO HEBPOJOra, SIKOMY
BIJIOMO PO repedir 3aXBOPIOBaHHS Ta MOTEHIIiHHI mpobiemu [26,27]. Cxin takox 3anyudatu cim'io [28,29].

Tabanua 3

3aBAaHHA IHTEHCMBHOI Tepanii; CTpaTerii TepaneBTUYHOrO BTPYyYaHHs Ta peKomeHaalii woao aornaay: JlikysasbHWUI 3aKknag; cepauis/aHecresis.
NikyBanbHuit 3aBAaHHA MeANYHOTO forAny 3aBAaHHA MegUYHOro Jornsaay, B TOMy YMcai HeobXigHiCTb acnipauii, 4oBipeHicTb
3aKknag Ha NPUIHATTA MeAMYHUX pilleHb (MPu LOCATHEHHI BiAMNOBIAHOTO BiKy), MOKa3aHHs

Ta PONb TPAXEOCTOMIYHMX TPYOOK Ta iHWMWX BUAIB BTPYYAHHA CAif BU3HAYaTU A0
HacTaHHA NOTpebu B iIHTEHCMBHIW Tepanii.

AKLLO LbOro He 3pobaeHo, CNif, 3aNy4NTU KOHCYNbTAHTIB A4/1A KOoOpAUHaLji
obrosopeHb 3 bpuragoto iHTEHCUBHOT Tepanii Ta cim'eto.

MocTayaHHA KUCHIO He CAif, 3A4iMCHIOBATU Ha OCHOBI EMMiPUYHUX NOKasaHb, AKLLO He
3abe3neuyeHo agopisHesoi NIV.

MpoTokonu pecnipatopHoro gornagy Cnif, peani3oByBaTh paHHi Ta iIHTEHCUBHI MPOTOKOAWM pecnipaTOPHOro AOrNAAy.
OcHOBHY yBary ciig npuainatm
ynepeaKysasbHUM 3axo4am, HeiHBa3WBHOMY niaTPUMYBanbHOMY

BMKOPWCTAHHIO MO3UTUBHOIO TUCKY Ta MiATPUMYBaNbHOMY BUAINEHHIO CEKpeLlii,
nepL Hi’K 3aCTOCOBYBATM NOCTA4YaHHA KMCHIO Ha OCHOBI eMMiPUYHMX NOKa3aHb.

NiaTpumyBanbHe BUAINEHHA CeKpewiii MigTpuMyBanbHe BUAINEHHA CeKpeLiit mae ByTu NpiopMTeTOM Mig, Yac rocTpmux
pecnipaTopHMX 3aXBOPIOBaHb.

PecnipatopHa nigTpumka y BigAineHHi HeiHBa3nBHy pecnipaTopHy NiATPMMKY C/lig, BNIPOBaAKYBaTH Ha paHHIX eTanax.

HeBifKNaAHOI ONOMOrK

Ponb KOHCyNbTaHTIB MpaLuiBHUKKM BigAiNeHHA HeBIAKNAAHOI 4ONOMOrM MatoTb 3BEPHYTUCA 40

KOHCYNbTaHTIB (Hanpukaag, Gaxisuis 3 Hellpom’ 308X abo pecnipaTopHUX posnazis)
no NiATPMMKY B peani3aLlii NpOTOKONIB iHTEHCUBHOI Tepanii.

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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EHpoTpaxeanbHa iHTybaLis Moporosi 3HaueHHA ANa eHAoTpaxeanbHoi iHTybawji cnig BU3HAUYMTH Bigpasy npu
NOCTYNNIeHHI NaLieHTa.
Cnif, B3ATM 4,0 yBarM MOXKAUBICTb MOPYLUEHHA NPOXiAHOCTI AUXAaNbHUX LWWAAXIB HA
OCHOBI KOHTPaKTYp HWXXHbOT Leienu, 0bMeKeHOT pyXAIMBOCTI Wi, MO3ULIAHNX
obmerkeHb Ta iHWKMX GaKTopiB.

Kpwrepii ekcty6auji AKLWLO Ha peHTreHorpami HasBHe yLiIbHeHHA nereHi, nepes, ekctybalieto cnig

BMKOHATK NOBTOPHE po3wmpeHHs. Micns ekcTybauii cnig 3actocosysatn NIV ak
nepexigHnin 4ONOMIXHMIA 3axig,. MocTayaHHA KUCHIO CAig, cKopoYyBaTu 40
MiHIMaNIbHOrO NOKa3HMKa nepes, ekcTyballieto, a TaKOXK He 3acTOCOoBYBATH 3aMicTb
BEHTUNALT 3 NO3UTUBHUM TUCKOM.

Cepauin Ta OuiHKa [0 3acTOCyBaHHA Cepauito Ta aHecTesito cnif, HagaBaTH y BUCOKOCMELLia1i30BaHOMY NiKyBaslbHOMY

aHecTesin cepauii/anecresii 3aKnagi, o6isHaHOMy LLLOAO NiKYyBaHHA
nauieHTis 3 CMA.
Mepes cepauieto abo 3aranbHO aHECTESIEN CAif NPOBECTU KOHCYNbTALi 3
daxisuamM 3 pecnipaTopHoi Tepanii, KOHCY/IbTAaHTaMM Ta aHecTe3ioN0rom, 06isHaHUM
wono CMA,
Cnin, 06roBOpPUTU MOMKINBOCTI iIHBA3MBHOI Ta HEIHBA3UBHOI MIATPUMKM AUXANbHUX
LUNAXIB.

ObcTexxeHHA nepes, aHecTesie0 Mig, Yac iHTepKypeHTHOro 3axBoptoBaHHA y nauieHTis 3 CMA ycix Tunis cnig,
PO3rNAAATM HU3bKMX MOPIr AAA BiACTPOUEHHA eNeKTUBHOI/He eKcTpeHoi
cepauii/aHecresii.

[0 obcTexkeHb nepes aHecTesieto MOXKHA BRAKOUYUTU KapaionoridHe 06CTeXeHHs,
NoNiCOMHOrpamMm Ta OLHKY XapuyBaHHA

PecnipaTopHy nigrpumky (a came NIV i gfonomory y BigKalwntoBaHHI) MOXKHa
BNPOBaJXKyBaTW A0 cefallii Ta aHecTesii nA onTUMmi3aL,ii gonpoueaypHOro cTaHy i3
METO0 AeceHcmbinizauji.

Cepnauis/aHectesia Cnig, pO3rAAHYTU MOMX/IMBICTE MOHITOPUHTY. MOHITOPUHT MAE BK/OYATH
KanHorpadoito.

[Lornsap nicns cefauii Ta aHectesii IHTEHCWBHI 3aX0AM i3 BMAIneHHa cekpeuii (qonomora y BigkawtoBaHHI npu iHTy6auji
Ta ekctybauji)
MatoTb BYTW HEBig EMHOIO YAaCTUHO AOrNAAYy Nicna aHecTesil.
Cnif, yHAKATU HaAMIPHOTO NOCTAaYaHHA KMCHIO 3aMiCTb MO3UTUBHOTO TUCKY Ta
ekctybauii go NIV.

3HeboneHHA Y pamKax CTaH4apTHOro NicnAnNpoueaypHOro AOrAaAy Cif, PO3rnAHYTU 3aCTOCYBAHHA
aHanbreTukis Ha ocHosi oniaTis. Jaa Bcix TMNiB CMA MOKHa PO3rIAHYTU MOMXKIUBICTb
3aCTOCYBaHHA MiCLLeBOro 3HeBONEeHHS.
(NIV — HeinBasusHa BeHTUAALIA (4BOPIBHEBMI NO3UTUBHMIA TUCK Y AUXANbHUX LWAXAX, HE NOCTIMHUIA NO3UTUBHUI TUCK Y AMXaNbHUX Wasxax); CMA —
cniHanbHa m'a3oBa atpodis).

SIk 3a3Ha4€HO B PO3[iNi MPO JIiKyBajlbHE XapuyBaHHs, MiJl 4ac OCTPOro 3aXBOPIOBAaHHS CIIiJi YHUKaTH TniepeOyBaHHs 0Oe3
rojlyBaHHsI, 00 3aro0iraTi TakKUM MOPYIISHHSM, SIK METa0OJIYHUH alumo3, rinep- i TinoriikeMis Ta MOpyIIEHHS MeTadoi3My
sxupHux kucnot [20,21,30-32]. loctaTHE CHIOXKUBAHHS PIAMHE 1 3a0€3MEUSHHS €JIEKTPOIIITHOTO OanaHCy € 000B’SI3KOBUMH.

[Tpu nepopasjbHOMY TOJyBaHHI C1aOKOi JUTHUHHM il 4ac XBOPOOM CJIiJI BXKMBATH 3aX0M OE3IEKH JUIsl 3aro0iraHHsl pH3MKY
acrmiparrii.

Kpurepii BCTaHOBIEHHS MOPOTOBUX 3HAYEHb JJIsI CHAOTpaxeajdbHOI 1HTyOamii CiliJi BU3HAYMTH 3 ypaxXyBaHHSIM JEKUIBKOX
(axTopiB, y TOMY 4HCIIi 0OMEXKEHOT PYXJIMBOCTI K i HHXKHBOT IIENeNH, MTO3ULIIHHIX 00MeKeHb Ta IMo0akaHb namieHra i cim'i.

Crtiy BUBHAYUTH KPUTEPIT eKCTyOAaIlil Ta JeTalti mpoleaypH eKcTyoarlii (IuB. 1oaaTkoBy Tabmuio S3).

[epexonynBi A0Ka3M Ha MATPUMKY €MITIPUYHOTO 3aCTOCYBAaHHs aHTHOIOTHKIB 200 BIJHOBIICHHS 00'€My LIMPKYIIIOIOYOT KPOBI
(OKpiM JKyBaHHS CETICHCY B 3arajbHii MOMYJISLIIT) MMi] 4ac TOCTPOro 3aXBOPIOBaHHS 200 NMPH BUKOHAHHI aHAJII3IB Ha BIpyCH UM 1HIINX
JIarHOCTUYHMX 3aXOJliB BiAICYTHI. Po3risgaroun i MUTaHHS, MEIUIHOMY TEPCOHAITY CJIiJ B3SITH JI0 YBaru MOKa3HUKH TMAIlieHTa PU
MOCTYTIJICHH], HAasABHICTh MOCTIHHHUX MPHCTPOIB Ta iCTOPiI0 HEMOJaBHIX XipypridHUX BTPYYaHb, a TAKOXK ICTOPIIO MEPiOJHIHOTO
3aCTOCYBaHHS aHTHO10THKIB.

BrockoHanmuTy iHII acTieKTH JIOMOMOTH, TaKi SIK JOTIIA] 3a IIKiporo a0 KOHTPOJIb PH3HKY NEPeIoMy KiCTOK, MOXKHA IILIIXOM
moegHaHHsA (ismyHOiI Tepamii Ta eproreparii, NCHXOCOIIAJFHOI MIATPUMKH, IOCIYT JIOTOMNENa, MaliaTHBHOI JOMOMOTH Ta

LiutyBaHHs wjei cTaTTi cnig 3aivicHioBaTh Takum umnHom: 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
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KOHCYJBTAIH 3 €HTOKPUHOIOTOM.

6.7. MipKysaHHA w000 8UNUCKU 3 /MiKYy8a/bHO20 3aKAA0Y

[I1aHyBaHHS BHITUCKHU CJIiJl PO3IIOYATH HEBIOB3i MMICJIs MOCTYIUICHHS MAlli€HTa 3 METOK BH3HAYUTH 3aBJaHHS 3 MAILIEHTOM i
ciM'€r0, IEPCOHATIOM CTAIliOHAPY Ta JIKApsIMH 3 JIAHKU TEPBUHHOT MenudHoi normomoru. [Ipu rmaHyBaHHI CIiJi pO3TJISTHYTH TakKi
MUTAHHS, SIK TIOPOTOBI 3HAYCHHS JIsl BUITUCKH, TTOTpe0da BJIOCKOHAICHHs aMOyIaTOpHHUX MOCIYT, JOTJISA/ B paMKax IMOJaIbIIOro
CIIOCTCPEIKCHHS Ta MOKa3aHHsI JIJIsl HEBIIKJIaHOI MOBTOPHOI rocmitanizamii. [loporoBe 3HaYeHHs I BUIIUCKU HAa OCHOBI CTaHy
MmaIfieHTa 3aJie)KaTUME BiJl BIEBHCHOCTI 1 HABUYOK YJICHIB CiM’T Ta MEIIPAI[iBHUKIB, SKi 3a0€3M1CUyOTh aMOYIaTOPHUIA JOTIISII.

6.8. JonpouyedypHe obcmexcerHs [33], mipkysaHHa wjodo aHecmesiilcedauii [34,35] ma 3HeboneHHA

Jlo oOcTexeHp mepen aHecTe31€10 MOKHA BKITIOYHUTH TTOTICOMHOTPAMH Ta OILIHKY XapuyBaHH:. Kapmionmoriune obcTexeHHS HE
PEKOMEHIYETBCSI, 32 BUHSATKOM HasiBHOCTI 3arpo3u JUCYHKIT cepls y CTapiux oci0 abo 3aXBOproBaHb, He MoB’si3aHuX ¢ CMA.
Cu1iJ1 B3TH J10 YBard MOKJIMBICTb MOPYIICHHS MPOXIIHOCTI IMXJIBHUX IIUISIXiB HA OCHOBI KOHTPAKTYpP HHXKHBOT LIEJIeTTH, 0OMEKEHOT
PYXJIMBOCTI IIH1, TO3UIIHHIX OOMEXEHb Ta 1HmHUX (akxTopis. I1ix 9ac iHTEpKypEHTHOTO 3aXBOpIOBaHHs y mamieHTiB 3 CMA ycix
TUMIB CJiJl PO3TIIAIATH HU3BKUX IOPIT IS BIICTPOYCHHS CJICKTHBHOI/HE eKCTPEHOI cemarii/aHectesii. Y pamMKaxX CTaHIApTHOTO
HICISPOLEYPHOTO JIOTJISILY CJIiJ PO3MIISIHYTH 3acTOCYBaHHs aHAJIBI€THKIB Ha OCHOBI OMiaTiB 3 ypaxyBaHHSM HEOOXIIHOCTI
3abe3neunTH BignoBigHy NIV Ta momomMory y BigKalnIFOBaHHI.

Jnst Beix TrniB CMA MOKHa PO3IIITHYTH MOKIIUBICTD 3aCTOCYBAaHHS MiCLIEBOTO 3HEOOICHHS, IO MOKE JI03BOJIUTH 3aCTOCYBaHHS
MEHIIOT0 O00CSry CHCTEMHHMX 3HEOOJIIOBAJILHUX 3ac00iB 13 TOAANBHIMM BIUIMBOM Ha AaKTHUBHICTh JUXAJBHOTO LEHTPY 1
MepUCTANIBTHKY KUIIEYHHUKA. PO3Iisaadyn MOXKIIMBICTS BCTAHOBJICHHS €MIAypaIbHOTO KareTepa Ha (JOHI HasIBHOTO CKOJIIO3Y CJIiJI
000B’S3KOBO B3ATH J0 yBard MpPaKTHYHI MipKyBaHHS. /0 3aX0/iB MOHITOPHHTY IIiJ{ Yac MPOICTypHOI ceparlii Ta aHecTe3il ciif
BKITIOYHUTH KaITHOTPa]iro K T0IATOK IO OKCHMETPil, OCKUIEKH CIIiJ] YHUKATH alTHOMHOT YU TiMOITHOWHOT OKCHTCHH3AIII.

JonaTtkoBi pekoMeHnaIlii, o He pO3MNIINaiCS M dYac enb(QiiChKHX CeCli, BKIIOYAOTh 3aCTOCYBAHHS HOBITHIX
TCHOHANpPABICHUX BHAIB Tepamii Ta IHIMKX BTpydYaHb Juisl JdikyBaHHi CMA. Hampuknan, 3acrocyBaHHA OaraTOKpaTHHX
IHTpaTeKAJbHUX BH/IB MCIMKAMEHTO3HOI Teparii, TaKWX sK HEI[OJaBHO B3aTBEP/DKCHI  AHTHCMUCIOBI OJITOHYKJICOTHIH,
BUMaraTuMe peTesbHOTO IUIaHYBaHHS 0€3MEYHOT0 MEIUYHOTO JOTIISAY, BIAMOBIAHOTO CTalii PO3BUTKY, Y TOMY YHCIIi MIPOLETYPHY
ceJaio, IHTepBeHIIHHY peHTreHorpadito Ta MOTeHIiHI OpTonenyHI MipKyBaHHs. [I[porHo30BaHa 1osiBa 3aMiHU T€HIB BipyCHUMHU
BEKTOpaMH Ta IHIIKUX 3aco0iB, 110 MOAN(IKYIOTH repedir XBOpOOH i CHMIITOMIB, TaKOX MOYKE BUMAraTd iCTOTHOT MIATPUMKH B
paMKax iHTeHCUBHOT Tepaitii. Y CBIJIOMJICHHSI TOTO, 1110 NPUPOHUH IIEPEOir 1[bOro 3aXBOPIOBAHHS Ta HOT0 BiZIOMHUX ()E€HOTHIIIB Oy 1e
3MiHEHO, Ma€ TIIMTOBXHYTH BCIX MEANPALIBHUKIB (sKi 3a0€3MEIyIOTh IHTCHCUBHY TEPAITif0, XPOHIYHHUHA 0TI, TOCIIITATI3aIIif0
a00 10TIIs1L 38 MICIIEM IIPOKUBAHHST) JI0 yHacTi B iH(popMOBaHOMY 0OTrOBOPEHHI Ta MPUCTOCYBAaHHI MEXaHi3MiB IHTEHCHBHOI Tepatii.

7. Jlikapcebki 3aco0u, 10AaTKHU Ta iMyHi3amis

Jlo ocranHpOro yacy BB Ha nepebir CMA He Oyno miITBEpHKEHO /ISl ’KOIHOTO BHIY MEAMKaMEHTO3HOTO JIIKyBaHHS. Y
KoxpaniBcbkoMy o1y, omyosikoBaHomy B 2012 pori, HOBIIOMIISIETECS PO IIICTh PaHAOMI30BaHMX IIIANE00-KOHTPOILOBAHUX
BunpoOyBaHb 1moAo JikyBaHHI CMA ' 3 BHKOPHUCTaHHSIM KpeaTHHy, (eHMIOyTHpaTy, TrabaneHTHHY, THPEOTPOIIiH-
BUBLIBHIOBAJIFHOTO TOPMOHY, TiIPOKCHCEYOBHHH Ta KOMOIHOBaHOI Teparii BamsmpoaroM i amerwn-L-kapaituaom [36,37]. ¥V
KOHOMY 3 IIUX JOCIi/KEHb He OyJI0 MTPOIEMOHCTPOBAHO CTATUCTUYHO 3HAYYIIOTO e(heKTy Ha €PEKTUBHICTD JIIKyBaHHS yIaCHHKIB
3 CMA rtumy 2 i 3. B iHIIMX AOCITIKEHHSIX MOBIIOMIISUIOCS PO BUKOPUCTAHHS 1HIIMX MOXIIMBHX TEPAIIEBTUYHUX IMiJX01B, TAKUX
SK 3aCTOCYBaHHS allbOyTepoiy, OeTa-aipeHepriuHOTO aroHicTa, KU MpOJAEMOHCTPYBaB OOHAMIMINBI TIOKa3HUKW MMOKPAIICHHS
(YHKI[IOHATIBHOTO CTaHy Y BiIKPUTHUX JoCiipkeHHsx [38,39].

HesBakaroun Ha Opak 10Ka3iB, OTPMMAHMX Ha OCHOBI PaHIOMI30BaHUX IUIAIE00-KOHTPOJIBOBAHUX JIOCIIUKEHb, JAEIKl 3 IHX
IpernapariB, 0co0IMBO alb0yTEPOJI, HaCTO 3aCTOCOBYIOTHCS B KIIIHIUHIM MpakTHIl B ACIKUX KpaiHaX MpH JIIKyBaHHI CHISYNX i
XOASYUX TALI€HTIB.

PexomMeH tyeThCs 3aCTOCYBaHHS aHTHOIOTHKIB 1JIIKapChKUX 3aC001B/10aTKIB [UIsl 3a0€311eUeHHS 3J0POBOT0 CTaHY KiCTOK, TAKHX
Ak BiTamiH D 1 kambmiii Ta 6ihocdonarn, abo mpenapatiB st TIKyBaHHS TacTpoe30(areaabHOTO pedIIrokCcy, 3a BUHATKOM BiTaMiHy
D, sxuii pigKo 3aCTOCOBY€ETHCS MPOMITAKTHYHO, a MEPEeBaKHO 3a MOTpedu abo mpwu Horo nedinuti. Lli muTaHHS PO3TIAAalOTECS B
po3/inax, MPUCBSIYEHNX CTaHY KICTOK 1 Xap4yBaHHIO.

HamnonernnBo pekoMeHyI0ThCs OPiYHI IMyHI3aIil Biji TPUITY 1 THEBMOKOKIB, PO 1110 HETHCS B PO3ALMI 3 ITyJIbMOHOJIOT1YHOTO
JmikyBaHHs. Ha MOMEHT 3aBeplleHHs KOHCEHCYCHOTO IpOIECYy Uil JKOJHOTO 3 MpernapariB, 10 BUBYAIOTHCS B KJIHIYHHX
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BHIIPOOYBaHHAX, HE OyII0 3aBEPIICHO PEECTPAIIHHOTO TIPOIIECY, i )KOJIeH 3 HUX He OyB JOCTYIHHM Ha pHHKY. [Ipemnapar HyciHepceH
(Spinraza™), aHTHCMHCIIOBHH OJIFOHYKJICOTH, IS SIKOTO 3aBEPIICHO KIIiHIYHI BUnpoOyBanHs (asu 3 3a yyacti nanienrtis 3 CMA
tumy 1 i 2 [3,40,41], HemomaBHO OyB 3aTBEPKCHUI K YTIPABIiHHAM 3 KOHTPOJIIO SKOCTI MPOYKTIB Xap4yBaHHS Ta JIKapChKUX
3aco0iB CIIA, Tak i €BpomelchKNM areHTCTBOM 3 JIIKapchKux 3aco0iB y €C mrsg mikyBanHI CMA BCiX THITIB, 1 TOCTYITHUI Ha
PUHKY B JEKUTBPKOX KpaiHax. Xodua Tepiri KIiHIYHI Pe3yJabTaTH, NMPO SKi MOBIIOMIISIOTH MAIIEHTH 1 POIMHM, € HaI3BUYAHHO
MO3UTHBHUMHM, 3 OISy Ha HEOOXIIHICTh IHTPaTeKalbHOTO BBEACHHS HYCIHEPCEHY BHMMAara€ThCs HasiBHICTH BiJIOBIIHOT
IHQPaACTPYKTYypH B JIKYBaJIBHHMX 3aKJajax, sKa HeoOXiAHA JUIsl HaJIMHOTO BBEJCHHS Ta MOCTIPOLEIYPHOTO MOHITOpUHTY. Kpim
TOTO, Yepe3 BapTiCTh JIIKapChKOT0 3aco0y 3ro/1a Ha JOBIOCTPOKOBE MOKPUTTS 3 OOKY CTPAaXOBUX KOMIAHIN 3aJIUIIAETHCS HETICBHOIO.

i mpenapaTy 0JeCOKCHM, HEHPOIIPOTEKTOPHOTO 3aco0y, Oyio 3aBepmieHO BUNpoOyBaHHs (a3 3 3a ydacTi manieHTis 3 CMA
Tumy 2 1 3, mpoTe OCHOBHA KiHIIEBa TOYKA JOCATHYTA He Oyina. BTopnHHI KiHIIEBI TOUKH Ta pe3yIbTaTH aHAMi31B Ty TIIMBOCTI BKa3yIOTh
Ha Te, IO OJECOKCHM MOKE MATPUMYBAaTH MOTOpHY (yHKIf0 y mamieHtiB 3 CMA [42]. V KIiHIYHMX BUIPOOYBAHHIX TAKOX
BUBYAIOTHCS 1HIII IMiAXOAM, Taki SIK HU3bKOMOJEKYJSIpHI 3aco0M Juis mifBuIueHHs piBHs Oinka SMN abo 3amina rema SMN1 3
BHKOPHCTAHHSM BIPYCHOTO BEKTOPA,JEMOHCTPYIOUH OOHamiimmMBi momepeani pesynbrati [43], ToMy iMOBipHO, IIO TPOTATOM
HACTYITHUX JCKLTBKOX POKIB CIICHApii Oyze MIBUIKO 3MiHIOBATHUCS.

8. YpakenHs iHmmx opraHis

CMA € B mepiiry 4epry 3aXBOPIOBaHHSAM MOTOHEHPOHIB, IPOTE ypaxkeHH 6110k SMN MOBCIOIHO SKCIPECYETHCS Y BCIX KIITHHAX
YIPOAOBK BHYTPINIHBOYTPOOHOIO Ta MICHISANOIOrOBOr0 po3BUTKY [44—46]. 3 ornsiay Ha e TPUBAKOTH JUCKYCii MPO MOMKIMBUN
CTYIIIHb YpaXXCHHS IHIIUX TKAHUH y narieaTiB 3 CMA. Pe3ynpraTi IeKiabKOX TOCTiIKeHh Ha TBAPUHAX Ta AEAKiI OIHMCH KIIHITHHX
BUIAJIKIB 200 HEBEJMKOI cepii BUMAJKIB CBiqUaTh PO YpaKEHHs! IHIIMX CUCTEM OpraHiB, TAKUX SIK Mepu(epruyHa HEPBOBa CHCTEMA,
TOJIOBHUI MO30K, M’sI3H, CEpIie, Cy/JMHHA CHCTeMa 1 MiANUTYHKOBa 3a1o03a (oruisiy npeactaBieHo B [47-50]). Xoua ypaeHHs 1HIITHX
TKaHWH MOXK€ MaTH 3HAUEHHs JUISl TePaNeBTUYHUX ITXO/iB, SBHI KJIIHIYHI IPOSBU 3aJyYECHHs IHIINX OPTaHiB CHOCTEPIraroThCs
TUIBKK Y MEHIIOCTI nanieHTiB 3 CMA.

['eMoaMHAaMIYHO 3HA4YMMi MOPOKU ceplyl crocrepiranuch y HeMoBiaaT 3. CMA tumy | 3 Haj3BHYaHO TSDKKUM CTYIIEHEM
3aXBOPIOBaHHs. Y HEN[OJaBHBOMY oruisii myOuikarii [50,51] BusiBieHO HU3KY BHNAJIKIB 3 BPO/PKSHUMH [TOPOKAMHE CEPIsl, TAKUMHU
K NeQeKTH MbKIIepeacepaHoT a00 MIKIILTYHOUKOBOL EPETOPOAKH. Y BCIX HUX MAMIE€HTIB CIIOCTEPIraBcs TSHKKHHA HEOHATaTbHUN
Je0IoT, TakoXK BimoMuil sk Tun 0, 3 pecripaTOpHUM JAUCTPECOM IPH HAPOJUKEHHI. Y BCIX LUX MAI€HTIB Oyja TUIBKU OJTHA KOIIis
SMN2 [51]. Cepen mamientisB 3 CMA Tumy 1, sKi JeMOHCTpYBaJd TpHUBaJe BIKHBAHHS Ta OTPHUMYBAJIH JOMOMDKHY MITY4HY
BEeHTHJIAIIO, ¥ 15 3
63 mnauieHTiB (24%) crnocrepiranacsi TsDKKa CHMITOMATH4HA OpajuKapis, 0 BKa3yBalla HA MOXIIMBY CYIyTHIO BEr€TaTUBHY
qucoynkiito [52]. HaromicTs ypaskeHHst cepils € Hadarato MeHII mommpeHumM y marientis 3 CMA tuny 2 i 3. Ilpo BigxuseHHs
YAaCTOTH CEPLEBUX CKOPOUEHD MOBIAOMIISIIOCS Y jeskuX naiieHTiB 3 CMA tuny 3 [53,54]. Pe3ynbTartu HE0AaBHIX AOCIIKEHb,
110 TPOBOIIKCS 3a yuacTi-mamieHTiB 3 CMA Ttumy 2 1 3, cBiquaTh MPO BIACYTHICTH MOTPEOU PEryJISIPHOTO CIOCTEPEIKCHHS 3a
¢dynkuieto cepus y naieHTiB 3 CMA tumy 2 i 3, 0CKUTBKH IMOBIPHICTB TOT0, 1110 B IIUX HAILIEHTIB PO3BUHYThCS OYEBUIHI KIIIHIUHI,
EKT abo exokapiorpadidHi 03HaK{ Kap1ioMiomnarii, € HaJ3BH4aiHO HU3bKOIO [33,55].

Sk 3a3Hauanocs B PO3ZiN MMPO XapuyBaHHS, MOBIJOMIISUIOCS HPO MOOAWHOKI BHMAAKHM AWCQYHKHIT IMiJUUTYHKOBOI 3aJl03U Y
narienTis 3 CMA, B TOMy YHCITi I[yKpOBH# [1ia0eT i 3MiHK B MeTabo:1i3Mi rirtoko3u [56]. [inepentineMist BUSBIICHA Y TAIIE€HTIB 3
CMA tuny 1,213 [57]. Bunagku MiToX0oHIpiaapHOT AUChYHKIIT OyITH OMMCaHi [UTs A €HTIB Ta KNI THHHUX JTiHIi HEHPOHIB JIFOTHHH
[21,58,59]. ExcriepTy 10CSITIIM KOHCEHCYCY, 110 CHelialibHi KOHTPOJIbHI 00CTEKEHHS 11[0/10 YPaXKEHHsI 1HIINX OPraHiB CJIiJl 3arajioM
BUKOHYBATH Ha OCHOBI KJIIHIYHIX CHMIITOMIB, 1 TOMY BOHHU HE € 000B’I3KOBUMH JIJIsI OLTBIIOCTI MAIli€HTiB. J|0 MOKIMBHUX BUHSTKIB
HaJle)KaTh NOPOKH ceplis y HeMoBIsIT 3 CMA Tuity 1 TSKKOTO CTyIEHs Ta MOHITOPHHT METa0O0IIi3My IUIFOKO3H Y MAlli€HTIB 3 yciMa
tunamu CMA. He3Bakaroun Ha 3HepYXOMJICHHsS OaraThox marmieHTiB 3 CMA mpodisakTHdHe 3aCTOCYBaHHS aHTUKOATYJISHTIB HE
BBA)KAETHCSI HEOOX1THMM 3a BiJICYTHOCTI TOJATKOBUX (PaKTOPIB PU3MKY.

OckiNbKH IHTpaTeKaJbHE BBEICHHS HYCIHEPCEHY IIIECIIPSIMOBAHO HANpaBiieHe Ha MOoToHeHpoHu [40], BUHHUKIIH 3aHETTOKOEHHS,
10 CUMIITOMH a00 O3HaK JUCc(YHKLIT y 3B 3Ky 3 Jedinurom Oimka SMN MOXyTh BUHUKHYTH B IHIIMX TKaHHHAX 332 MEKaMy
HEHTPAILHOT HepBOBOi cucTeMH. [lopymieHHs MOTOPHOI (DYHKIIT MOXKe 3HMKHYTH, TOJI SK MOYTh 3 SIBUTHCS 1HIII CHMIITOMH.
PexomenyeThCs 31MCHIOBATH MOHITOPHHT TAII€HTIB, AKI MPOXOMATH JIKYBaHHS HYCIHEPCEHOM, IOJ0 BHHUKHEHHS TaKHX
MOTEHIITHUX CUCTEeMHHX MTPO0JIeM.

9. ETuyHi MipKyBaHHA

MixnaponHa OaratornpodinbHa Tpyma, 0 CKIAAy SKOi BXOAWIH JiKapi, DOCHITHUKH Oi0CTHKH, MPEACTABHUKH OAaTBHKIB i
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MarmieHTiB Ta (axiBIi 3 TUTSYOTO MAJIaTHBHOTO JOTILINY, PO3TIIAaia peaizallifo MajJiaTHBHOTO JOTIIALY Pa3oM i3 OB’ SI3aHUMU
C€TUYHUMH BUKJINKAMH.

VY monepeaHiit Bepcii pekoMeHmaliil MIOO0 CTaHAAPTHOrO JiKyBaHHs [1] HarosorryBanocs Ha BiZICYTHOCTI KOHCEHCYCY Ta
CYMEPEYHOCTSIX MDK TMaliaTUBHAMH Ta IHTEPBEHIIHHUMH MiAXOJaMH. 3a BIICYTHOCTI Tepamii NpeNCTaBHUKH HU3KH POIHH
PO3TIIIaaNy IHTepPBEHLIHHIH MTiAXiK, 0COOIHMBO TPAXEOCTOMIIO, SIK CTBOPEHHS KOH(IIIKTY MiXK SKICTIO JKHTTS 1 TPUBAJICTIO KHUTT,
OPOAOBKYIOUH CTPAXKIAHHS, PaJIlIe HiXK 3BUTbHIIOUH Bl TsAraps xsopobu [26,52,60,61]. [TonepeaHii KOMITET A0CAT KOHCEHCYCY,
10 He3BaKaloyM Ha Opak MOPAJIbHOrO IMIEpaTHBY BHKOHYBAaTH OyJb-SKy Teparilo, iCHye ITHOOKHH OOOB’SI30K HpEACTaBHTH
BapiaHTH JOTIALY y CIpaBeUTMBHUI 1 30amaHcOBaHU croci0, HATar0Yl TOYHY iH(OpPMAIIIO PO Te, Mo BUOIp mamiaTUBHOI a0
IHTEPBEHIIMHOI T ATPUMYBAJIBHOI Teparlii He € BUKIIIOYHO BUOOPOM «ab0-abo».

OHoBICHUHN OrJsy MyOmiKaiii He MPHUHIC 3HAYHOTO OOCATY O0'€KTUBHUX JOKAa3iB 1 CBIAYUTH MPO Opak KOHCEHCYCY MO0
CTaH/apTiB namiaTuBHOrO Aorsiay st CMA [62-65]. Takum unHOM, poOova rpyra 3HOBY He 3MOTJIA JIOCSTTH KOHCEHCYCY MO0
MaTiaTHBHOTO JOTJIANY; 1M BIajoCs JIWINE BU3HATH ICTOTHI €THYHI MpoOJeMH, I0 ciif 00O0B’S3KOBO PO3MIISANATH B KOHTEKCTI
Jorisiy 3a narieHramu 3 CMA, Terep TakoX y CBITJII HAWHOBIMINX TePareBTUYHUX MiAXOIB. ['pymna Bu3Haunna 3 ocHOBHI cdhepu
U MaOyTHROTO aHami3y: 1) moHATTS mamiatuBHOTO noriny A CMA; 2) KoHrpons mepediry 3aXBOpIOBaHHA y TAIi€HTIB Ta
TNPUAHATTSA pillleHb; 3) poboTa 3 OUIKyBaHHAMHU.

Xoua MOHATTS MaliaTHBHOTO JOTJISAY BU3HAYATIOCS Ta MOBTOPHO IHTEPIIPETYBAJIOCs Oarato pasis, icHye morpeba po3risgaTu
1e SIK MOCTIHHUH pedrekciitHuii mpoiiec, 0COOIMBO B KOHTEKCTI TAKUX 3aXBOPIOBaHb, sik CMA, 110 He € cratnuanmu[66]. CMA, 3
yciMa CBOTMH CTYICHSAMHE TSDKKOCTI, HE BIMCYETHCS B MOJIEITb 3aXBOPIOBAHHSL 3 1epebirom, siKuii HeBIUHHO noripinyeTbes [67,68].
Hogi Tepamnii, mo 3’IBUIKCS OCTaHHIM 9acoM, CTBOPWIIM TOCTATHI TiICTABH JJIS CIIOJiBaHb Ha 3MiHU y POTHO3aX, TIPOTE IEPII HiXkK
MOJKHa OyJie MepPEeUTH 10 CTAaHAaPTHOTO MATiaTUBHOTO JAOTJIs LY 3a namieaTamu 3 CMA, citiji I01aTKOBO 3’5ICYBaTH CSAKI MTUTAHH I
[40,41], B ToMy YmMCITi BUPIMINTH, 1110 O3HAYAE MATIATUBHUIA OIS VTS BCIX 0Ci0, sikux crocyethest CMA. He3Bakaroun Ha OCTaHHI
TEHJICHIIi1, 110 HArOJIOIIYIOTh Ha POJIi MATiaTHBHOTO JIOTJISAAY SIK IIEPEBAKHO MOKPAIIEHHS SKOCTI KUTTA, Ta 3 TOYATKOM peasti3amii
TaKOro JOIVISAJAY Ha MEpUIMX eranax TPaeKTopii 3aXBOPIOBAaHHS, NATIaTUBHUN OIS HaJall acOLIIOETHCS 3 JOTJLIIIOM Yy
TepMiHaNbHI# cranii XxBopoou. Takum YMHOM, iCHYE TOTpeda JoroMaraTy y 3MiHi CTaBICHHS, PO3IJISIAI0UH TTaliaTHBHUM JOTIIS
AK TaKW{, IO BIJIrpa€ BAXIMBY pOJb IMOPYY i3 JHKYBAaHHAM XPOHIYHWX BHCHAKIMBUX 3aXBOPIOBAHb 13 IOBrOCTPOKOBUM
nporHo3oM. OTKe, OCHOBHUM 3aBIaHHSIM € B1IMOBA BiJl AMXOTOMHOI MO/, IO PO3LJISIAE aKTUBHE JIIKYBaHHSI y IIPOTHCTABICHHI
3 MaJIiaTUBHUM JIOTJISIZIOM, Ha KOPUCTh B3aEMOJIONOBHIOBAJIBHOI MoJieni: be3 CymHIBY, eTHYHI NPOOJIeMU HE 3HUKHYTb, 1 JJIS iX
BUPIIICHHS BUMAaraTUMYThCs K KIIHIYHL JAaHl, Tak 1 mo0pe oOrpyHTOBaHI CymkeHHs. OmHIEI0 3 TakuX Mpo0iIeM € HeoOXiqHICTh
HECTH TATap JOTILIAY, KOJH TOTPIOHO BPIBHOBKUTH «TCPANICBTHYHHNA IHICKC» MK TMOOIYHNMH e(eKTaMH Ta KOPHCTIO Bil
JikyBaHHs. [IpyruM BHKIMKOM € (pa3u rmepexofy Ha TpaekTopii 3aXBOPIOBAaHHS, B SKHX MPOTPECYIOUe 3aXBOPIOBaHHS BKa3ye Ha
JIOLUIBHICTh TIEPEX0/1y JI0 MaliaTUBHOTO JOTJISAY Ta BiIMOBH BiJl JIIKYBaHHS, HAIIPABJICHOTO HA MPOJOBKEHHS TPUBAJIOCTI KUTTS
[69]. HeoOxiaHicTh BiopaTHcs 3 04iKyBaHHSIMHU B TAKOMY 3MIHHOMY KOHTEKCTi, OCOOJIMBO SKIIO HAa OYiKYBaHHS BIUIMBAE YHMAJIO
CyNepewIMBUX TOYOK 30pY, JOa€ CKIAAHOCTI 10 3aBAaHHsI BU3HAYUTH CTaHIapT JiKyBaHHs. ClIijl TAKOK BPaxOBYBaTH OOMEXEHHsI
pecypciB i KyJIbTypHI BiIMIHHOCTI, OCOOJIMBO 3 OISy Ha Te, LIO0 Pi3HUN JOCTYIl JI0 PECypCiB y pi3HHX KpaiHax CBITY pOOUTH
HEpIBHICTh HEMUHYYOIO.

Takox 3’SBISAIOTHCA HOBI NMHUTAHHS IOZ0 BHOOPY MaliaTHBHOTO JOTJISAAY 3a MNali€HTaMH, sKi OepyTh ydacTh y KIIHIYHHX
Bunpobysannusx [/0]. Pe3ympraT HENIOMaBHBOTO ONMWUTYBAHHS JKapiB-IOCHTIAHKKIB, KIIHIYHAX EKCIEPTiB i KOOPAWHATOPIB
JIOCTIKCHD 3 PI3HUX KPaiH ITiKPIILTIOIOTH Te3y MpO Te, 0 B KOHTEKCTI JOCHTIHKEHb OOTPYHTOBAHHUM € 3a3]IaJIeTi[b BU3HAYCHHUN
CTYHiHb 320€3MeYEeHHS JIKYBAILHOTO XapuyBaHHs 1 pecIipaTOpHOI MiITPUMKH.

10. BucHoBKH

CrinanpHa M’s130Ba atpodist MpPOSIBISETHCS PI3HOMAaHITHUMH (DEHOTUIIAMH IOPYIIEHHS MOTOPHOI (YHKIII Ta IMOB’sS3aHUX
cynyTHiX posnajis. EQexrusnnii i gieBuii koHTpois nepediry CMA Bumarae KoopAnHaLii 3ycHiib 0araTbox JIiKapiB-CreiallicTiB 3
METOI0 BHUPIIICHHS MOTOYHMX 1 nepexdadyBaHux npoOusiem. Lli OHOBJIEHI cTaHAapTH IOTJSy pO3pOOJIeHI 3 METOI0 HaJaHHS
aKTyaJIbHOT EKCHEepTHOI JYMKH MIOJ0 HEOOXiHOTO MEIUYHOTO JOTJSAY 1, y BIAMOBIIHMX BHITaIKaX, KOHTPOIIO IMepediry.
[epernsmaroun pe3ynpTaT, MU OyIH 3AMBOBAHI BiAMIHHOCTSAMH MiX MyOJiKaIlisMU Ta BHCHOBKaMH Jenb(idChKuX ceciil. Xoda
OyJI0 JOCSTHYTO 3HAYHOTO MOCTYITY B YUCICHHHUX acleKTax JOTJIsLy, 10 Majlo BeJIMYE3HNH BIIMB Ha PIBEHb BIJKUBAHOCTI, 1EOIOT
3aXBOPIOBAHHS 1 CTYIIHB TSHKKOCTI YCKIIaHEHb, My OJTiKallii, B SKMX HaBEACHO JJOKAa3H I[bOTO, € HEYUCICHHUMU. Y JTyKe He3HAUHIH
KiTbKOCTI TyOumikamiif joka3u Oynm TpeACTaBiIeHI Ha OCHOBI BIATIOBIAHOTO [W3aifHy JOCHiIKEHb, a B OUIBIIOCTI cTaTeit
MTOB1TOMJISUTOCS TIPO KITIHIYHI CITOCTEPEKECHHS Ta HEBEIHKI cepii BunaakiB. Ha BiMiHy BiJ IIbOTO, HE3BaXKAFOUW HA HEYUCIICHHICTh
PpEeKOMEHALIH, M IKPITUICHUX JJOKa3aMH, 32 KOXKHOIO TEMOIO JOCATaBCsl 3HAYHUH CTYIIHb KOHCEHCYCY Ccepejl eKCIIepTiB 3a OaraTbMa
CKJIaI0BUMHU KOHTpoito mepebiry CMA. 3a GararbMa acnekTaMu, TAaKUMH SK BHKOHAHHS XipypTidYHOTO BTPY4YaHHA Ha XpeOTi i
3aCTOCYBaHHS alaparTis sl BiIKAILTIOBAHHS HA PaHHIX eTamax, OUIbIIICTb, @ HEPiJIKO 1 BCl eKcriepTH OyJIM NepeKoHaHi 00 BILUTBY
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IIUX peKOMEHIaLii Ha 3MiHy IPHPOIHOTO Nepediry 3aXBOPIOBaHHS. Y TaKHX BHIAKAaX CKCIEPTH JOXOIMIN BUCHOBKY, 110 X04a JUII
O1IpII CHCTEMATHYHOI OI[IHKM e(DeKTHBHOCTI PeKOMEHAalii JouiibHime 0ysio O MPOBOAUTH BEJIMKI PaHIOMI30BaHi JOCIHIIKEHHS,
CTYIIHb BIUIMBY Ha IpPUPOJHHI mepeOir 3axBOPIOBaHHSA [0 1 Micis BIPOBa/PKEHHS pEKOMEHAaliid OyB jpocraTHiM, MO0
PEKOMEHAYBATH IXHE 3aCTOCYBAHHS Y IIMPOKIH MpakTHIli. X04a yepe3 Opak JOKa30BUX ITyOmiKaliif CKJIaHO OTPUMATH TOUHY OIIHKY
PiBHS €PEKTHBHOCTI OKPEMHUX aCHEKTiB JOTIIATY, OJHO3HAYHI HEIIOAaBHI MOKpAIIeHHs TOKa3HNKa BivkuBaHocTi mpu CMA tumy 1
i 1e0roTy nporpecyBanHs 3a BciMa TuniaMmu CMA miATBepKYIOTh CyKYITHUI BIUIMB 3aCTOCYBaHHS IIUX TEPANEBTHYHUX BTPYyUYaHb.

Kinnesa MeTa X peKoMeH/1alliid — MOCTIHHO MPaloBaTH HaJl TIOKPAIEHHSIM SIKOCTI XKHTTSI 1 3SMEHILICHHS TSrapsi 3aXBOPIOBAHHS
JUTA TAIi€HTIB. X049a YUMaJo 3 IHUX MipKyBaHb OPi€HTYIOTHCS Ha TEXHOJIOTIYHI JOCSITHEHHS, BCI BOHU IMOYNHAIOTHCS 3 PETENBHOI
OLIIHKM KJIIHIYHMX CHMIOTOMIB 1 MpPOSBIB Ta MOB’s3aHUX (DAKTOPiB pH3MKYy. PekoMeHnamii Ternep IPyHTYIOTHCS Ha MOTOYHOMY
(YHKIIOHAJIBHOMY CTaTyCl NMali€HTa: HeCHM4l, CHAYl Ta X014l nanieHTH. Ciij 000B’I3KOBO MOBAXATH CAMOCTIHHICTh Malli€HTa
1 0aTBKIB MO0 MPUHHSTTS pillleHh Ta CTUYHI BUMIPH 3aXBOPIOBAaHHA. TOMY Ili peKOMEH/IAII] CITiJT 3aCTOCOBYBATH 3 YpaxyBaHHIM
moTped i 6araTOCTOpPOHHIX MPOOJIEM OKPEMOTO TAIlieHTa, a HEe SK CyBOPY MOKTPHHY. Jl0 1HIMBIAyaJpHUX ACTEKTiB, SKi CIif
PO3IIISTHYTH B KO)KHOMY OKPEMOMY BHIIAJIKY, HAJIS)KaTh BiK MAIlIEHTa, 3arajJbHUI CTaH 30POB’s 1 00CST i ITPUMYBaJIBHOTO OTIISTY,
JIOCTYTI 70 KBaJi(piKOBAaHOTO MEAMYHOTO OOCITYyTrOBYBaHHSA HA MICIAX, CTYIiHB 3a0€3MEYCHOCTI TTOCTYTaMHd OXOPOHH 3/I0pOB’S Ta
HOBI BapiaHTH JIKyBaHHs. [3 OSBOIO MEPIIOTO CXBAJICHOTO JIIKAPCHKOTO 3aco0y Ui JiKyBaHHA maieHTiB 3 CMA oco6mmBoi Baru
HaOyBa€ IMOEJHAHHS ONTUMAIbHOTO MEIMYHOTO JOIJISIY 3 BHIAMHU JIIKyBaHHs, IO JOKOPIHHO 3MIHIOIOTH NPHPOAHUIA mepebir
3axBOpIOBaHHs. Lle N03BOJIMIIO BU3HAYMTH 3aITUTAHHS, [0 3AJIMIIAIOTHCS. 03 BINMOBLAI y 0araThbOX acrnekTax MiATPUMYBAIBHOTO
morsany 3a marientamu 3 CMA Ta OyayTh CTUMYJIOBATH TOAANBINI JTOCHiKEeHHS. [loabiii JMOCTiKSHAS TaKoX HEOOXiTHO
MIPOBOJIUTH 3a IHITUMH aCMEKTaMH, TAKUMH SIK TICHXIYHE Ta eMOIliifHe 3MOpoB's abo iHII c(epw, MOB’s3aHi 3 ONMTHMI3aIi€l0
MOBCSIKAGHHOTO JKUTTS. XO4Ya INepeBakHa OUIBLIICTh ACTEKTIB JNODJIILY CTOCYEThCS HANTHIKUUX (DEHOTHIB 3aXBOPIOBAHHS 13
JIeO0TOM B TUTSIYOMY BIlli, ITOAablIa podoTa TaKoXK MOTPiOHA IS BUPIIIEHHS POOIIEM, TIOB sI3aHHUX 31 CTAPIINMHU TAILli€HTaMH, B
TOMY YHCIIi TIITITKaMH Ta JOpociInMu ocodamu. [Tomapiia podoTa Takok HEOOXiHA AT BUSHAUCHHS HOBUX MOJICICH MiATPUMKA
cimeii 1 J1ikapiB 3 METOIO MOKPAICHHSI TOTJISITY Ha MICIX 1 CKOPOYCHHS KIJIbKOCTI BI3UTIB Ta TOCIITaNIi3alliil y BUCOKOCTICITaIi30BaH1
JIKYBaJIbHI 3aKIIau.
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