10

Ornapg / Review

Journal of PERIOPERATIVE MEDICINE

MegauumHa MepionepauiiHa * MNepunonepaunoHHas MeguunHa

Tom 1 ¢ N21 « (1) 2018

* www.perioperative.org.ua *

O630p pecnupaTtopHOU Tepanmun y NauueHToB
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Aptemenko B. HO,, MnotHas E. B.

MeguunHcknin uentp "MEAVKAN", Opeca

Lenbio danHoli cmameu 6bII0 — cUCMEMaMU3UpO8aAMs UMEWUECS UMepamypHsle 0aHHble U npedcmasgums 00-
wue pekomeHOayuu K pecnupamopHoli mepanuu yj nayueHmos co cnuHAabHO-MbluledHol ampoguell. CnunanbHas
mbluieunas ampogus (CMA) — amo maxcenoe HelipompluiedHoe 3a601€8aHUE C AYMOCOMHO-PEYECCUBHbIM HACTEN0-
8aHueM ¢ 0ezeHepayuel anb@a-MomopHLIX HEUPOHO8 8 NEPEOHUX PO2ax CNUHHO20 M032d, Npu8oosawee K npo2peccu-
pyioweti nPOKCUMAIbHOU Mblwied Ol cnabocmu u napaaudy. lerst SMN 1—2 nomeHyuanbHO KOOUpYIOm U0eHMUYHblE
benku, xoms 60bWUHCMBO MPaHcKpunmos 2ena SMN1 2815:0mcs NOJIHOPA3MEPHBIMU, MO20d KAK 0ObWUHCM-
60 mpanckpunmosg 2ena SMNZ2 He cooepucam 7-U 9k30H. [Toamomy 2en SMIN2 moJibko 4acmuyHO QYHKYUOHAJIEH,
u y nayuenmos co CMA (CMA-nayuenmet) evipabamsiéaemcs mMano nonHoyenHozo 6eaka SMN. [Ipu amom uucno
konuti SMN2 Henb3st cuumame MOYHbIM NPO2ZHOCMUYECKUM (akmopom Hu 0711 Kako20 onpeoeneHHo20 nayueHma.
OcHOBHbIMU NpUHUHAMU 1eMANbHOCMU U YXYOWEHUS Ka4ecmea HCU3HU 268J19emcs pazgumue 8mopuyHoli OblxameJls-
Holl Hedocmamo4Hocmu.

Tun 1 (a, b, c) — campiii maxcenviil: paHHee HAYAN0 U omcymcmaue 08U2AMebHbIX CNOCOOHOCMEL, 00bIYHO NAYUEHMbI
¢ 3abonesanuem 0aHHO20 muna 0oxcusarom He 6oJiee 4em 00 2-x aem.

Tun 2 — npomencymounvlli mun, xapakmepusyemvili 601ee NO30HUM HA4aa0M, NAYUEHM MONCeM NPUHUMAMb cudsyee
noJsoxcerue, 8bINCUBAeMocmy Moxcem 0ocmu2ams 83poca020 603pacma.

Tun 3 — camas mazkas popma, nposensiowascs e gospacme om 1 200a, nayueHm moxcem xooums u cmosms. [IpozHo3
Gonee 6nazonpusmeH.

Tun 4 — “e3pocnas ¢popma”, nposensemcs 6 soapacme om 10 0o 20 unu om 20 do 30 em u umeem 61a20NPUSMHLI
npoeHo3.

OCHOBHBIMU NPUUUHAMHM O0bIXAMEJIbHOLU HEOOCMAMOYHOCINU i NAYUEHMO8 C HEUPOMblEHHbIMU 3A00J1€8AHUSIMU 6+
J10mcs cnabocmys ObIXAMENbHbIX MbIWY, HENPOOYKMUBHLIL Kauwiesb U HapyweHue ObiXaHus 80 cHe. Cnabocmy Obl-
XamenbHbIX MbllY, onpedensieMas KaKk HeCnoCOOHOCMb HAX00SAUWUXCA 8 COCMOSHUU NOKOS ObIXAMEbHbIX MbllY CO-
30a8amb HOPMAJIbHbIL YPOBEHb 0ABJEHUS U CKOPOCMU NOMOKA 8030YyXa npu 6x00e U 8bl00Xe, scmpeuaemcs 4acmo.
Tayuenmyl ¢ HEUPOMbILICHHBIMU 3A00NEBAHUAMU NOOBEPHCEHbI HAPYWIEHUIO ObIXAHUS 80 CHE, 0c00eHHO 8 REM-¢pasze
CHa, npu 3mom Haubosee yacmou popmMoli mako2o HapyuieHus seasemcs eunogdenmunayus. Co 8peMeHeM 2uno8eHmu-
JIAYUS 80 CHe Moycem npuobpecmu 6osiee 0umebHbIl Xapakmep, npusoos K pazsumuio maxcenoli popmel 2unokcuu,
no8vIWEHUIO YPOBHS Y2NeKUCTI020 2a3a 8 KPOBU U NOOABJIEHUI0 AKMUBHOCMU 0bIXamenbHo20 yenmpa. Takum o6pazom,
8 pe3ybmame npoeeodeHH020 0030pa IUMepamypHsix OAHHBIX NPEOTONCEHA CMPame2us PecnupamopHoli NO0OepHcKU
Yy CMA-nayuenmos.

KiroueBble C/10Ba: cnuHaibHAS MblWEYHAs ampogus, pecnupamopHas No000EPHCKA, HEUBA3UBHAS BEHMUNAYUS N€2KUX,
cunoseHmunayusl.
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AKTyaIIbHOCTb TéMbI

CnunanbHas Mblieunas arpodust (CMA) — aTo Tsskesoe Heii-
poMBbiILieyHOe 3a060JIeBaHKe C ayTOCOMHO-PELIECCHBHBIM Ha-
CcllefloBaHMeM C JlereHepaliyeil anbpa-MOTOPHbIX HEIPOHOB
B MlepeJJHMIX POrax CIIMHHOTO MO3ra, MPUBOJSILIEe K IIPorpec-
CHpYIOLLIEli TPOKCHMAJIBHOI MBILLIEYHOR C1ab0CTH 1 Mapasu-
uy [1]. Terbt SMN 1-2 noteHL1anbHO KOAUPYIOT UIEHTUUHbIE
Gesku, X0Tst GOMBIUMHCTBO TpaHCKpUNTOB rena SMN1 sBis-
IOTCSl TIOJIHOPAa3MEPHbIMH, TOTIA Kak OOJIbLIMHCTBO TPaHC-
kpunTtoB rena SMN2 He conepskat 7-it 3k30H. [loaTomy ren
SMNZ2 TosbKO YacTUUHO (PYHKLMOHAJIEH, U Y MALMEHTOB CO
CMA (CMA-naumeHTbl) BbipabaTblBaeTCsl Maao MOJHOLIEH-
Horo Genka SMN. Tlpu atom umcno komuit SMN2 Hesb3st
CUYMTAThb TOYHBIM MPOTHOCTHUYECKUM (PAaKTOPOM HU AJIs Ka-
KOO ONpeJieIeHHOro nauyeHra. Yacrora HOCUTENbCTBA reHa
SMN2 ob6ecneurBaer 3abonesaemoctb CMA1 Ha 6-10 T.
HacesleHusl, a ayTOCOMHO-PELIeCCUBHbII THIT HacJeoBaHUsI
MOKeT NPUBECTU K NosiBeHno CMA-nalueHTa axe B CeMbe
6e3 aHamMHe3a reHeTHyeckux 3abonesanuit [2]. Hecmorps Ha
pacrnpocTpaHeHHOCTb 3a00J1eBaHMs, [1ake B Pa3BUTBIX €BPO-
NeiCcK1X CTpaHax efiiHble pekoMeHaaLuu 1o BefeHnio CMA-
TnanMeHToB ObuTi co3nanbl Tosbko B 2015 r. (Mranus) [3].

OCHOBHbIMM MPUYMHAMK JIETATIbHOCTU M YXYZLIEHNs! Ka-
UeCTBa KM3HU SIBIISIETCSl pa3BUTHE BTOPUYHON IbIXaTeJIbHOM
HefocTaTouHocTH [3, 4, 21, 22]. OtcyTtcTBHe B YKpanHe enu-
HOTO CTaHzapTa 1o MPoBeJeHHI0 pecrpaTtopHoii Tepanuu (PT)
y TaKMX NMaLMeHTOB IIPUBOAMUT K TOMY, UTO [IPY Pa3BUTUH U ITPO-
rpecCHpOBaHMM JbIXaTesbHOM HemoctaTouHocTh CMA-naum-
€HTb! JINOO HANOJIrO OCTAIOTCS MPUBA3AHHBIMK K GOJBHUYHOI
KOViKe, JIMOO OCTAIOTCS HaeauHe ¢ 3a00JIeBaHeM JOMa.

Llenb

CucTeMaTH3MpOBaTh MMeEIOLLMECs] JIMTepaTypHble AaHHble
u cdopmuposatb npotokosn PT y CMA-nauueHToB, oCHO-
BaHHBI1 Ha THMe 3a00sIeBaHKsL. YIIyuLIUTh TOHUMaHUE POJ-
CTBEHHUMKOB NALMEHTOB, MEAPAOOTHUKOB 1 OOLLECTBEHHOCTH
W YJTy4ILUTDb KauecTBO ku3Hu CMA-nauueHToB.

MaTepmanbl n MmetToabl

Bospacr u creneHb TskeCTH — ocHOBa knaccuuxauun CMA.

Tun 1 (a, b, c) — camblit TshKeNblit: paHHee Hayaso U OT-
CYTCTBUE [BUraTEeNIbHbIX CIOCOOHOCTEN, OOBIMHO MALMEHTbI
c 3aboneBaHeM JaHHOTO THNA AOKMBAIOT He 6osee YeM [0
2-X 7er.

Tun 2 — mpoMeskyTOUHbIIT THII, XapaKTepH3yeMblit oee
TIO3/JHMM Ha4aJioM; NaLMeHT MOKeT NPMHUMAThb CUAsYee M0-
JIO’kKeHue, BbIKMBAeMOCTb MOKET AOCTUraTh B3POCIIOro BO3-
pacra.

Tun 3 — camas msrkast popma, NpoSIBISIIOLLASICS B BO3-
pacrte ot 1 roga, mauMeHT MOXKEeT XOIUTb U CTOSIThb. [Iporno3s
Gornee GnaronpusTeH.

Tun 4 — “B3pocnast popma”, NposIBISETCS B BO3PACTE OT
10 10 20 mam ot 20 o 30 neT 1 nMeeT 6J1aroNpHUsITHLIN PO-
rHo3. [Tpu sTom CMA-natueHTsl 4-ro TrIia CiocoOHbI XOAUTb
BO B3pOCJIOM BO3pAaCTe M He UCIBITHIBAIOT NPOOIIEM C AbIXa-
HUeM W NPUEMOM MULLIK.

OCHOBHbBIMY PUYMHAMU JIbIXaTeJIbHO! HEOCTATOUHOCTH
y MaLMeHTOB C HeiipombilieyHbiMi 3aboneBanusamu (HM3)
SIBJISIIOTCS! C/1a0O0CTD ABIXATENbHBIX MBILLLI, HEMPOAYKTHUBHbI
KallleJib M HapyLleHYe AbIXaHusl BO CHe.

CnabocTb AbIXaTeNbHbIX MBILIL, OMpenensiemMas Kak He-
CMOCOOHOCTb HAaXOASLUMXCSI B COCTOSIHUM TTOKOS! AbIXaTellb-
HbIX MBbILIL CO3[aBaTb HOPMabHblil YpOBEHb JaBJIEHUS
¥ CKOPOCTH IOTOKA BO31yXa IpH BXOJe W BbloXe, BCTpeya-
eTCsl YacTo. INACTUUHOCTD JIErOYHO! TKaHW U MOABUKHOCTD
TPYIHON CTEHKY CHIXKEHbl, IPY 3TOM BO3paCcTaeT MeXaHuye-
CKast Harpy3ka Ha criaOble fbixaTenbHble MblLiLbl. lncOanaHc
MEXKIYy HarpyskoM M BEHTWJISILIMOHHOM EMKOCTBIO JIEFKMX
TNPUBOIMT K MBILLIEUHOMY YTOMJIEHHIO U IbIXaTEJIbHOMN HEmo-
CTaTOYHOCTH, B OCOOEHHOCTH BO BpeMsi cHa [4].

CaHalust IbIXaTesIbHbIX MyTei OT OPOHXOJNErOYHOro Cce-
KperTa, TUMeprpoayKLUMs MOKPOTbI, MUKPO- 1 MaKpoacn1pa-
LISl CJTIOHBI M MULUKM — NOCTOsIHHAsI pobJiemMa y NaLeHToB
¢ 00L1iet MbILLIEYHOI C/1abOCTbIO.

Sleep-disordered breathing OTHOCUTCS! K Pa3BUTUIO LieH-
TPaJbHOr0, OOCTPYKTUBHOrO MJIM CMELIAHHOTO arHO3, MIIO-
BEHTUJIALIMKM MM 000MX 9TUX CUMITOMOB BO BpeMst cHa. [a-
uneHTel ¢ HM3 nonBepskeHbl HAPYLLIEHHIO AbIXaHWSI BO CHE,
ocobenHo B REM-asze cHa, npu 3ToMm Haubosiee yacToit pop-
MOI1 TaKOrO HapYLIEHHs SIBJISIETCS TMMOBEHTHSLMSL. [Tprun-
HOW TMITOBEHTUJISILIMM SIBJISIETCS] YMeEHbLLEHHEe JbIXaTeJIbHOTO
o6bema, ocobeHHO Bo Bpemst REM-¢asei cHa [5]. Co Bpeme-
HeM TMITOBEHTHIISILINS BO CHE MOKET probpecty 6osee fm-
TeNbHbII XapakTep, NPUBOS K Pa3BUTHIO TsiKeNoi (popMbl
TMTIOKCHH, TIOBbILIEHNIO YPOBHSI YIJIEKUCIIOTO rasa B KPOBU
¥ TIOZIaBJIEHNIO aKTMBHOCTH IIbIXaTeJIbHOTO LieHTpa.

Cosnaercst 3aMKHYTbII KpYT, KOTOPbIi MOXeT MpHUBECTH
K PasBMTHIO YCTOIYMBOI TMIIOBEHTHUIISILIMM He TOJIbKO B HOY-
HOe, HO W B JIHEBHOE BpeMsl, a TakKe YBEeJIMUEHNIO HarpysKn
Ha MpaBblit skeNyoueK cepaLa U OCTPOI CepAieYHO-JIerouHoi
HezfocTaToyHOCTH. Y nauueHToB ¢ HM3 Bo Bpemsi cHa Takske
OTMeuaeTcst 0OCTPYKTHBHBIN CUHAPOM 13-3a C1a00CTH MBILLILL
ropTaHd W [JIOTKH, OOYC/IOBNIMBAsi MPEAPACIONOKEHHOCTb
K KOJIIANCy AbIXaTesbHbIX MyTeit. COrnacHO NpenrnoosKeHusIM,
KOJUIAINC BEPXHMUX JbIXaTeNIbHbIX IyTel BOSHUKAET B Pe3yJbTa-
Te OTPHULIATENIbHOTO [aBJIeHusl TP BIIOXE, KOTOPOE JeiCTBYeT
HA CTEHKU JIOTKU C TIOHMKEHHBIM MbILLIEYHbIM TOHYCOM.

[lockosbKy BbICOKA BEPOSITHOCTb MPOSIBJIEHMI Hapylle-
HUI1 JIbIXaHKs BO CHe, PEKOMEHZyeTCsl POBOIUTb MOHUTO-
puHr nauyentos ¢ HM3 Ha npeaMert HapyleHUs AbIXaHKs BO
BpeMsi cHa [5].

MblllleuHble HapylleHHs y nauueHToB co CMA: mesxpe-
OepHast MyCKy7natypa M BCIOMOrartesbHble MBILILbl MOpa-
KeHbl Oosblile, yeM Auadparma, Mo3TOMy IpyAHas KieTka
HEpEeZIKO CTAHOBMTCS! BIAJIOi, NpHoOpeTast KoIoKo1000pas-
Hyto ¢popmy [5, 6]. Y nauuenros c HM3 Hapyiienne GpyHKUNU
IbIXaTeJIbHBIX MBILLILl MPUBOAMT K CKOIJIEHHIO OpPOHXHasb-
HOTO CeKpeTa, UTO OCJIOKHSIETCSl [THEBMOHMEl, aTesleKTa3oM
1 OJJH. YcroitunBoe HapyLueHne paboTbl Gy1bOapHOii MyCKy-
JIaTypbl NPUBOAMT K Pa3BUTHIO aCIIMPALIOHHO! THEBMOHMH,
a TaK>Xe BJIeYeT MHOTOKpAaTHbIe FOCMUTANIU3aLMH, MHTYOaLMUK
Tpaxeu, TPaxeoCTOMHUIO U CMepTb [6].

Taxknum 006pa3om, CyMMUpYs! BbIlLIECKa3aHHOE, OCHOBHbIE
npuunbbl JH npu CMA:
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1. Hapyienue BeHTUISUMOHHOM (PYHKLIMM JIETKUX — HOYHAS

¥ IHEBHAsI TUITOBEHTUIISILIVSL.

Hapyuiienrie npeHrpoBanis cekpera.

[loBTOpHBIE MHDEKLIMY;

Hapyuienre ¢yHKUMM mIOTaHKS, racTpoasodareasbHblit

pedokc — acnupauusl.

5. OO6CTpYKLMsSI BEPXHUX AbIXaTeNbHbIX MyTeli, TPUBOASLLAS
K HapyLUIeHHIO caTypauny KPOBU KUCJIOPOAOM B HOYHOE
BpeMsl.

6. [MapagokcanbHoe mblxaHKe, CMOCOOCTBYIOLIEE Hemopas-
BUTHIO IPYAHOM CTEHKH U JIETKUX; 1

7. MexaHn4eckoe BO3JeiiCTBYEe MPOrPECCUPYIOLLETO CKOTIN-
03a Ha AbIxaTesbHylo cucremy [1, 3, 5, 6].

B W

Pe3synbraThbl

B pesynbrare npoBeneHHOro 0630pa IUTEPATYPHBIX JaHHbIX
cpopmupoBasach Clenywllas CTpaTerus pecrnupaTopHoii
nopzepskku y CMA-nauueHToB BHe oboctpenus (puc. 1):

[lpoBeneHre pecnpaTopHOii Tepanuyu COCTOUT U3 Tpex
KJIIOYEBbIX ITAIOB: Hayaso, NpeKpalleHie 1 MoAMQpUKaLUs
PT.

Ecnu naumenTy nokasana pecnypaTopHasi Tepanmsi, npef-
MOYTeHUe OTHAEeTCsl HerHBa3uBHOUM BeHTwsiumu [1]. HUBJI
paccmarpuBaeTcs B CJlydyae TSKeJIOH HOYHOM TMIOBEHTUIIS-
umu (t.e. ET CO, > 50 MM pT.CT. B Teuenue 6onee 70% ot
o0Lero BpeMeHH CHa) faxke A7Is MalUeHTOB C OTCYTCTBHU-
em cumnromoB. [lauuentsr ¢ @XKEJI menee 50 % umenu T5-
Xeqyro Hounylo runosentunsumio (ET CO, > 50 mm pr.ct.)
1 Hyknasnvcs B HUBJI B Teuenne 12 mecsiues B 70 % cnydaes
¥ B Teuenne 24 mecaues — B 90 % ciyuaes. YacTb 9Tvx naum-
€HTOB OblJ1a BHEMJIAHOBO FOCMUTAIM3MPOBAHA M0 MOBOLY Jibl-
XaTeJIbHOI HeIOCTaTOYHOCTH, He HauaB NoJb3oBaTtbcst HUBJL

HVBJI npencrasnsier co00ii XOpOLLYIO aJIbTepPHATUBY MH-
Ba3MBHOM BEHTUJIALMU MTyTeM TPAaxeoCTOMUM, KOTOpasi CBS-
3aHa CO 3HAUUTEJIbHbIMW OCJIOKHEHWSIMU U MOXKET IpernsiT-
CTBOBaTb HOpMasbHOMY pasBuUTHIO peur [18]. Kpome Toro,
HUBJI nocraensieT 3HAYMTENIbHO MeHblIe IUCKOMOpTa
¥ CO3JaeT MeHbLIe NPENsATCTBUIA ISl COLManbHOM )XU3HM Na-
Li1eHTa, yeM Tpaxeoctomust. OfHaKo, KOria neTsM TpedyeTcst
BEHTWIsILKs 6o7tee 16 4acoB B CYTKH, TPAXEOCTOMHUST MOKET
obecrieuntb GoJiee yIOBIETBOPUTENbHBIN HHTEPEiC MeXIY
pe6GeHKOM 1 BEHTUJIATOPOM, 4eM Macka.

[apameTpbl MeXaHUYECKO} BEHTWISLMM MOROMpAIOTCS
VHIMBUIYaJIbHO — TaKUM 00pa3oM, uToObl 06ecreunBanoch
HEOOXOZIMOe pacLUMpeHKe TPYAHONM KJIETKM Ha BLOXe, MO-
CTyIJIEHNE HY>KHOTO 00beMa BO3ayXa U HOpMann3aLus Mo-
kasaresieit kuciopoga u CO, [1].

Korna peberok cmosker mepeHocuts HUBJI B TeueHue
Bcelt HouM, HeOOXOMMO MPOBECTH MOHUTOPHHT, UTOOBI YOe-
JUTbCS, YTO TMIOBEHTUJISILMIO YaaoCh yCTPaHWTb. MUHH-
MaJlbHOe HeoOXOIMMOe UCCTIeloBaHie — UCCIef0BaHKe CHa
C 3anuchbio okcrkarnHoMetpui [18]. Takke HEOOXOAMMO OLie-
HUBATb 9KCKYPCHIO IPYHON KJIETKK U OPIOLIHOM CTEHKHU.

Nurepdeiic HUBJI — HocoBble Macku unu KaHonu. Mac-
Ka yZIepKMBaeTCs C MOMOLLbIO TeceMOK. Bo3ayliHble yTeuku
MOTYT BO3HMKATb Yepe3 OTKPbITBIA POT, U MOXKeET norpedo-
BaTbCsl peMeHb 17151 MOAOOPOZKa WM MOJIHOMKLIEBAsT MACKa.
OnHako, Kak TOJIbKO JIeTH NPUBBIKHYT K HOCOBO! Macke, UC-
nosnb3oBaHue Oynet 6e3 TPyAHOCTEI!.

KomrinaiieHc 6oee BbipaskeH, 0COOEHHO eCii CeMbst BUIUT
KIMHM4eckoe ymyulenve Ha ¢one HVBJIL Hexkynuposannas
HOYHAsl TMIOBEHTIISILMSI MOXKET NPUBECTU K JHEBHO rurep-
kanHun. Anexsatnas HVIBJI, ycrpansiolas HOYHyIO MIoBeH-
TWISLMIO, TAKKe YJIydllaeT JHEBHYIO CMOHTAHHYIO BEHTHJIS-
LMIO; Y psiia ZieTeil C BbIPaskEHHOM CabOCTbIO MbIXaTeNbHOM
MYCKYJIaTypbl IMIIEpKaIHst MOXKeT BO3HMKATb BO BpeMst 60zip-
CTBOBAHMs M BO BpeMsl CHA JI0 TaKOW CTeNeHH, UTO TOJIbKO HOU-
Hoit HUBJT Hegocratouno, Torna Heodxonuma u aaesHas HVBJIL.

HUMBJI He TONbKO KOPPEKTUPYEeT HOUHYIO TMITOBEHTUJIS-
LIMIO, HO TaKXe MpefoTBpallaeT JOJIroBpeMeHHyto nedop-
MaLMIO IPYAHOM KJIETKU.

HUBJI cnenyet coueraTtb ¢ METOAAMM OUUCTKH AbIXaTeslb-
HBIX MyTeli [J1s BCeX MaLMEHTOB CO C1a0bIMK MbILLLIAMHU Bbl-
noxa [1, 18].

Mexanuuecknii ortkaiimBatesb. [lpuBbluHas caHauus
JblXaTesIbHbIX ITyTeli He 3aTparMBaeT JieBOe JIerKoe B TeueHue
npumepHo 90 % Bpemenu, u 80 % NMHEBMOHMII — JIEBOCTO-
ponnue. Mexanudeckuit otkauusarens (MI-E) obecrieun-
BaeT OJIMHAKOBble MOTOKM OTCAChIBAHMS B JIEBOM U MPAaBOM
IbIXaTesbHOM IyTH, 6e3 auckomdopTa Wir TpPaBMHUPOBAHKSI
IbIXaTesIbHOrO MyTH TPaXeH, MOXKeET ObITb I PEKTHBHBIM MpH
He3(pPEKTUBHONM CaHALMK.

[ns naumentoB ucnonb3oBanve MO 6oree KOMGOPTHO
1 3¢pdekTrBHO, MeHee yTomuTenbHo. [Ipumenenne MO 06-

CnaboCTh AbIXaTeNIbHOM U KALLIEBOi MYCKYIaTypbl

[apanokcanbHoe HouHasi rMmoBeHTUIISALMS Cnabblit Hapymienne
ZbIXaHue OCA Kallesb [JIOTaHUS
HVB HVBII l l l
IlHeBHag Jlerounblie
TUTIOBEHTUJISILIUST MH}eKLIMN

Aoanmuposaro V. A. Sansone / Neuromuscular Disorders 25 (2015) 979-989

Puc. 1. Crparerust PT B 3aBMCHMOCTH OT THNa HapYLIEHNs IbIXaHUs!
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7ierdaer 9KCTyOaLMIO U CHIKAET YaCTOTy MHTYOALUuu y ma-
umentoB ¢ HM3, uto B coueranun ¢ okcumerpueit u HUBJI
TMO3BOJIMJIO CHU3WTb MPOLEHT TOCMUTAJM3aLMK, OCJIOXKHe-
HUI1 pecrnMpaTopHbIX 3a0071eBaHMil 1 CMEPTHOCTb Y JIOZEN
C HEPBHO-MbILLIEYHBIMH 32007IEBAHHSIMHU.

Mosker ObiTe  HeabdektuBed, ecin [ICK  menee
160 5n/MuH.

HacTpoiiky HauMHaIOT C HU3KOrO HaNpsKeHUs, MOCTerNeH-
HO yBeJIMuKBast 0 MaKCHMaslbHO BO3MOYKHOTO BO BpeMsl BceX
(a3 npIxaTenbHOro mpoLecca.

A. Hactpoutb BIox Ha 1 CeKyHAy, HACTPOMTb BbIZOX Ha
1 cexyHzy, HACTPOUTb May3y Ha 2 CeKyH[bl.

b. HauaTp cnaBnenve Ha Broxe/Bbimoxe +20..—20 u B
TeyeHHe HeCKOJIbKUX npoLeayp aAosectu 10 +40...—40.
B pyuHOM pexkime ¢ 3a0510KMpOBaHHOIT TPYOKO#i Mpo-
BEPUTD BbICTABJIEHHOE JIaBJIEHHE.

B. Bryrountb “aBTO”, MpWKaThb Macky IUIOTHO K JIALY,
BKJIIOUNTD NIPUOOP.

I. Cnenatb ceputo n3 4—6 BJOXOB-BbIJOXOB U OTHOX-
HyTb 20—30 MunyT. OTCaHMPOBaTh OCTABLIYIOCS MO-
KpOTY.

I. YBennuutb faByieHne 40 NepeHOCMMOro MaKCUMyMa.

PecnunpatopHas Tepanusa
npu CMA 1-ro Tuna

Bo MHOrux crpaHax Bpauu NpefoCTaBJIsIOT POAUTENSM Jie-

Teit co CMA 1-ro Tvna MakCMMasbHO MOJIHYI0 MH(pOpMAaLMIO

0 3a00s1eBaHNM 1 BO3MOXKHOCTb BbIOPATb OZIMH U3 TPeX MOf-

XOZIOB K JIedeHnIo pebeHKa (puc. 2):

1. “He mewarb npupope”, T. €. NPenoCTaByI[Tb IMOMOLLb
VICKJIIOUMTESIbHO B BUJe MOALepKUBaloLLell Tepanuu, He
npuberas K MeXaHH4eCKoii BeHTHSALMK. O4eBUIHO, UTO
pellieHre 0 J0JTOBPEMEHHON MCKYCCTBEHHOI BEHTHIISI-
LMY JIETKKX CJIeflyeT NPUHUMATh C y4eTOM peHOTHIa: f10-
Ka3aHO, YTO MeXaHMUYeCKasl BEHTUISLMS He MPOAeBaeT
*u3Hb y nauuentoB co CMA tunos 1a u 1b u He MeHsieT
€CTEeCTBEHHOr0 TeueHus 6onesHu [3].

2. Tlo kenmaHMIO CeMbM MALMEHTA, BbIMOJHUTb TPAaXeoCTo-
MHIO U MepeiTH Ha MHBA3MBHYIO MEXaHWUYeCKyl0 BEHTH-
TISILMIO JIETKKX.

3. Hcrnonb3oBaTb CpefCcTBa HEMHBA3MBHOI peCMUPaTOPHOI
TNOANEP>KKH, BKIIOYAsT HEMHBA3MBHYKO BEHTHUIISILIMIO JIET-
kux (HVBJI), ouMCTKY ZIbIXaTeNbHbIX MyTeH C MOMOLIbIO
MaHyaJIbHbIX TEXHUK OTKALIMBAHMSI WM C TPUMEHEHHEM
MEeXaHMYEeCKHX OTKaILJIMBaTeIeN.

OueHb BaskHO, 4TOObl BpauM, Befylle MALMEHTOB CO
CMA, cMoru IOBeCTH 10 CBeJleH!s POAUTesieit 3TU TPH MOJA-
X0Zia M MO3BOJIWIIM CEMbE, B KOTOPO#1 pacTeT 60JIbHOII pebe-
HOK, BbIOpaTb HAWJTY4LLINiA ISl HUX BapHUaHT.

KaskeTcsi, uTo ycusmst v kepTBbl, Ha KOTOPbIE UIIYT POZIU-
TeNu paau NpOJJIeHNs KU3HWU CBOMX JieTeil, — HeoNnpaBaaH-
HO BeJIMKM, OIHAKO POZUTENH, yXakMBalOLLMe 33 IeTbMU CO
CMA, oLieHMBaIOT Ka4eCTBO XXU3HH JieTeii ropas/io Bbille, YeM
Menukid. Takske, HECMOTPSI Ha TO, YTO BOCIUTaHKUE GOJIBHOrO
peberka Tpebyer Ha 60 % Gorblile YCHIHIA, YeM BOCIUTAHKE
mo6oro 340poBOro peOeHKa, OHM He CUMTAIOT yXOZ 3a ma-
LIMEHTOM YeM-TO CBepX Mepbl 0OpeMeHUTEIbHbIM [9].

TMpunsTre pellienns Ha Mo6GOM Tane — Havase, MpeKkpa-
LLIeHNH UM MOAMPUKALIMM PecrupaTopHOii Tepanuu — y na-
umentoB co CMA siBnsieTcst KpaeyroyibHbIM KaMHeM M Haxo-
JIUTCS Ha NepeceyeHny MeIMLIMHCKOM PaKTUKH, TICHX0JIOTUK
¥ 'yMaHNUCTHUYecKoro noaxona. [pakTuuecku B KaXA0M CIy-
yae TpebyeTcs UCMosb30BaHKe npoTtokona Shared-decision
making. I[Ipi 3ToM HEOOXOAMMO YUNTBIBATDb, YTO Y AT CO
CMA He Habniofaercsi OTKJIOHEHHIt B yPOBHE YMCTBEHHOTO
pasBuTHs!

[punstre pelieHns HEOOXOOMMO He MO3aHee 3-X Me-
csLeB Mocse nocrtaHoBkU auarHoza CMA c onpeneneHneM
THna/moxgTuna 3abonesauus, ocobenHo npu CMA 1 rtuma.
Becty mauvenTa nomkHa MHorompo¢uibHas KoMmaHza (re-
JMaTp, reHeTHK, pU3MOTepaneBT, aHeCTe3UOoJIOr, pecnupa-
TOPHBIA TepaneBT, Bpauy CeMEeHHO! MeIMLMHBI, MCHUXOJIOT,
aIMUHUCTPATOP), KOTOPAsi B KOMIUIEKCE MOXKET OOBSCHUTH
CHTYaLIMIO U BbICIyLLIATb posuTeneii pebeHka co CMA.

TskecTb 3a001€BaHNS IlnarHos CMA Harpyska Ha cembio

@

He memaTs npupone A Jleuntb

CeMmbst
HUBJI kak XOCITUC HUBJI MBJI + Tpaxeocroma
Heycnewxo YenewHo
Cembst
Aoanmuposaro V. A. Sansone / Neuromuscular Disorders 25 (2015) 979-989

Puc. 2. Crparterust PT B 3aBUCMMOCTH OT THNa HapyLIEHUs! AbIXaHUsI
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Meznuky 10JIKHbI 00'bSICHUTb BCE IITFOChI M MUHYChI MHBa-
3MBHOM, HEMHBA3WBHOM BEHTUJISILMU U TPAXEOCTOMMUH, NTpen-
cTaBisist MHGOPMALIMIO HA IPOCTOM s13bIKe, 6€3 MeIMLIMHCKIX
TEPMUHOB, HEMpPeB3sITO, IEMOHCTPUPYS! HAMTISIIHYIO CXEMY.

Meznuky NOJKHBI OOBSCHUTb, YTO €CIM BbIOpaH MyTb
NaJUIMaTUBHOM MOMOLLM, 3TO O3HauyaeT, YTO NajjMaTUBHble
CreLManmcTbl OyAyT OKasblBaTh BCIO HEOOXOOMMYIO MOMOLLIb
nauuenty. Ecnm poputeny oTkasbiBalOTCSl OT MEXaHUUYECKO
BEHTWJISILMM U MCMOJb30BAHMSI MEXaHWYECKOro OTKALLIU-
BaTessl, CyLIeCTBYyeT BCIOMOraTeslbHasi HHU3KOMOTOYHAs!
OKCHreHaLysl, O4MCTKA HOCOITIOTKM aclupaTopoM, BbIOOp
nosoxeHust [ist pebetka, Hebynaiizep ¢ ¢pr3pacTBOPOM, MM-
MYHM3aLusl, MMTaHWe Yepe3 HaszoractpasbHblil 3044, HUBJI
C HU3KOH pasHuueil nasnenuil. Llenbro Takoil nomoum sB-
nsieTcsl MofAep)KaHue CaMOvyBCTBMSI MyaZieHLla HaCTOJIbKO,
HACKOJIbKO 3TO BO3MOXKHO. [ToMOlLLb 1071KHA OCYILLeCTBISTh-
€S MHOTONMPOQUIIbHOI KOMaHZOH CrenuanucToB, KOTopas
Gasupyercs Henaneko Ot JoMa naumenta [3].

B cinyuae, ecny BbiOpaHa namivaTHBHas IOMOLLb, MELLIOK
AmOy, pecrimpaTopHast OAIepskka M MOHUTOPHHT (OKCHMET-
pust), a Takke Maccax CepAla B 9KCTPEHHON CUTyaLMH He
TpeOYIOTCSl; IKCTPEHHYIO MOMOLLb NALIMEHTY TakKe OKa3blBa-
eT naJyIMaTMBHas KOMaH.a.

Menukam crefyeT yuuTbiBaTh, YTO MALMEHTbl B CIlydae
PasBUTHSI COMYTCTBYIOLUMX PECNMPATOPHbIX MHPEKLMi npu
HeOoOXORMMOCTH GyayT MHTYOMPOBAHBI C IOCTIEAYIOLLelt IKC-
Ty6areii no nporokony [16]. [py HEOOXOAMMOCTH MTOBTOP-
HO#1 MHTYOALMK Tpaxen MOKET PacCMaTpHBaThCsl TPAXEOCTO-
MHMS$1 KaK onTUMasbHoe peliuenue. [pu oTkase cembu crenyer
npemioxutb HUBJI u mexanuveckuit otkawnusarenb. On-
HAKO B TAKOM CJlyuae HeoOXoaMMo GyaeT MPUIATH K JOTOBO-
PEHHOCTH C POAMTENISIMU, YTO €CJIM 3Ta CTPATerusi He MOMO-
JKeT, TOBTOPHasl MHTYOaL1sl MPOBOAUTLCS He OyneT. B Takom
Cry4ae Bpauy M CeMbst OYAyT MOCIIEN0BATENbHO MPHUIEPIKHU-
BaTbCs MaJUIMATHBHOI CTpareruu, B paMkax kotopoii HUBJI
MO3KeT ObITb UCMOJIb30BaHA KaK MOMOLLb pebeHKy B IpoLiec-
C& MUPHOTO U JOCTOMHOrO YMUPaHKs B OTIEJIEHUN JETCKOM
MHTEHCMBHOI1 Tepanuu, B Xocnuce unu goma [17].

HUMBJI moskeT Mcrnonb30BaThCs Kak [JIst KOHTPOJISt CUMIT-
TOMOB 1 MoMolu B fomaluHux ycnosusix (HUBJI ¢ Huskoi
pasHuLell naBieHuit), Tak U (GaKTUUECKW ISl MPOAJIEHUs
sku3HN (HUBJI ¢ BblcoKoit pasHuLiet faByeHnit).

[IpeBenTrBHAs pecnyMpaTopHasi NOAJep>KKa MalWeHTOB:
OYMCTKA JIbIXaTeJIbHbIX MYTE C TOMOLLIbIO Pa3/INUHbIX TEXHUK
OTKALLIMBAHUSl, UIHBAa3WBHAsl Y HEMHBA3MBHAs! BEHTUISLIMOH-
Has MojJiepsKKa M MPaBUIIbHO MOAOOpaHHast HYTPUTMBHAS

SMA family registry data

noziiepskKa MPOIeBAIOT KU3Hb MaLMEeHTOB CO CMUHANIbHOM
MblLLIEYHOH aTpodueit nepBoro Tuma [7-8].

PecnupartopHas Tepanus
npu CMA 2-ro Tnna

PecniparopHast nonnepskka naunentos co CMA 2-ro Tuna He-
o6xonnMa st obecredeHHst KauecTBa U MPOIEHNsI MX KU3HH
[10]. Tlpy HapylieHHM OblxaHWsI BO CHe ClienyeT MPUMEHSITb
HeyHBa3MBHYO BeHTWIsILMiO jterkux (HVBJI), a npu cHuskeHun
TMPONYKTUBHOCTH KalllIsl — MCMONb30BATh BCIIOMOraTeNbHble
TexHUKM otkauuBanus [3—9]. CornacHo Aityc [11] 38 % u3
100 mauuentos co CMA 2-ro Ttuna norpe6osanace HUBJI,
a 15 % 6bu1a mpoBeneHa Tpaxeocromust. [To nanxbiv Wallgren-
Pettersson C., [4] 12 u3 107 nauuentoB co CMA 2-ro tuna
B Bo3pacte oT 1 roza o 24 ner Haxonunuch Ha VIBJI, npuuem
BO BCeX CJIyyasiX MCMONb30Bajach HEMHBA3MBHAsl pecriipa-
TOpHast oaznepskka. bosee Toro, GbIIO BbISBIIEHO J1BE IPYIIbI
natueHToB. B nepgoii rpynne HMBJI notpe6oBanach no Ha-
CTYMJIeHNs! 7-JIETHEro BO3pacTa, MOKa3aHUeM K ueMy CITyKUIIU
4acTble pecrMpaTopHble HHPeKLMU. Bo BTopoii rpyrine BeHTH-
JILWs Ierkux norpeboanach B Bogpacte ot 10 o 24 et [13].

[IporHosnpoBath 1 CBOEBpeMEHHO AMAarHOCTUPOBATDb pe-
crpukTuBHYt0 JIH nossonsier onpenenenve OXKEJ: npu 20—
30 % oT HOPMbI OTMEUAETCS BbICOKMIT PUCK JIETOUHbIX OCTIOXK-
Henwuit. [1pu nukoBoit ckopoctu Kauws ([1CK) < 270 n/mun
3HAYMMO CHIKAETCsl CIOCOOHOCTb IPEHUPOBATD IbIXaTelb-
Hble MyTH. JleTh OCOOGEHHO MOJBEPIKEHbI PUCKY Pa3BUTHS
IbIXaTeNIbHOM HEeJOCTAaTOUHOCTH NP BUPYCHBIX MHQEKLMSIX
JbIXaTeJIbHBIX MyTell.

Jlnst mpeBeHLMK HePOKOTHUTHMBHBIX M KapAHabHbIX Ha-
pylLueHuit HeoOXxoaMMa CBOEBPEMEHHas! IMarHOCTHKA HOYHOM
TMIOKCEMUH U runepKanHun. [1py aTom koppensityist pyHKLUHU
nerkux 1 9¢pPeKTUBHOCTH JbIXaTeNbHOM MYCKYJIaTypbl B IHe-
BHO€ BpeMmsl €71a00 COOTHOCSITCSI C HOUHO! TMITOKCEMMUEN U TH-
nepkanHueit; Bersanini et al. [14] BbIsiBUIH, UTO 3TO yCUIMBAET
HEOOXOIMMOCTb PETyJISIPHOI OLIEHKH bIXaTesbHOM (PYHKLMH
B HOuHOe BpeMst. HouHast mynbcokcumerpust — Hanbosee ad-
(eKTHBHDIII MeTOI MOHMTOPWHrA HOYHOM TMIMOBEHTHISILNN
1 06cTpykTHBHOTO anHo3 cHa (OAC)y naumentos co CMA 2-ro
tuna. JKenatenen upeckoxHblii Monutopunr PCO, (TcPCO,).

TpaxeocToMusi TOKa3aHa TOJIbKO B OUeHb PEAKMX CITyuasix
[15]. B yactHOCTH, PV OOHOM M3 CERYIOILMX YCIIOBHIA: 1) TSI
KeJIoi OybOapHO# AMCHYHKLMK; 2) HEBO3MOKHOCTH KCTY-
OupoBaTh MalLeHTa, HeCMOTpPSI Ha COOMIOZieHre IPOTOKOA
3KCTyOaLMK, B TeueHne Oonee IBYX Hefienb; 3) NaLyeHTy He

SMAI SMA I SMA III
n =85 n =202 n= 135
Number of patients receiving ventilatory support 58 (68.2%) 55(27.2%) 7(5%)
Time dependent on ventilation Nocturnal 28 (33%) 48 (24%) 7 (5%)
Method of ventilatory support 24 haday 3 (3:5%) 4(2%) 0
) ) ) Mask 31(36.5%) 52 (26 %) 7(5%)
Number of patients with gastric tube Tracheostomv 27 (32%) 3(1.5%) 0
40 (47 %) 8 (4%) 0

V. A. Saasone et al. / Neuromuscular Disorders 25 (2015) 979-989
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TNokaszanus nng HYUBJ1 y CMA-nauuenTos 2 tuna (anantipoBaHo 13 PykoBozcTBa 1o pecnpaTopHoit Tepamnin) [3]

Ilposenenne HUBJI B HOuHOE Bpemsi IOKa3aHO MaLUeHTaM CO CIeAYIOLMMI CUMIITOMAMMU:

JHeBHas runepkantus (T.e. CyTouHblii nokasaresb PCO, > 45 mm pr. cT.)

Hapymeﬁne AbIXaHVs BO BpeMs CHa — B 3aBUCUMOCTU OT HAJIMYKUA
CUMIITOMOB

PaCO, > 50 mwm pr. cT. Gonee 25 % oT o6Liero BpeMeHu CHa
OGCTpPYKTHBHOE aMHO3 CHA Y JeTeli:

A. EcTb xpar, 3aTpyaHEeHHOE, NapafoKcanbHOe Wil 0GCTPYKTUBHOE
IbIXaHKe BO BPEMsl CHa, COHNIMBOCTb, TUIEPAKTUBHOCTD, OBELEHUECKHE
npo6siembl 1160 NpobemMbl B 00yUeHHH.

B. Ha nonncomuorpadui 0nHO i HECKOJIbKO 0OCTPYKTHBHBIX
anHo3, CMEeLIAHHbIE arHO3 WJIM TUIIONHO3 B TeUEHUe Yaca CHa, Win
Kak MUHUMYM 25 % o6liiero BpeMeHH cHa c runepkannueii (PaCO,
> 50 MM PT. CT.) B COUETaHNH C ONHMM MM G0Jiee MpH3HaKamH:

a) xpar;

0) BbIpaBHMBaHK1E KPUBOI1 MHCIIMPATOPHOTO HA3aJIbHOTO JaBJIEHNS];
r) napafioKcanbHoe TopakoabioMIHANbHOE [BIKEHe

[NapanokcanbHoe abixaHue u iepopMarys IpyIHOI KIETKH

ToBTOpHBIE pecrpaTopHbie MHPEKLIH, TPpeOyIoLL1e FOCIUTAIM3aLMN
(Gonee Tpex 3a rogx)

OrcyTcTBre npubaBKM B Bece

Jlnst nauneHToB, KoTopble yxke ucnonb3ytoT HABJI B Hounoe Bpems,
HVBJI B nHeBHOE Bpems OKa3aHa B CJIe[lyIOLIMX CITyUasix:

CamocrosiTesbHOE NPOJJIEHNe HOUHOM BEHTHIILMM Ha Bpemst Gozp-
CTBOBaHMUSL.

AHOMaJIbHOE ITI0TaHNe U3-3a OfIbILLIKH, KOTOpast 06JIeryaeTcst mpu
ucnosb3oBanur HUBJIL.

HeB0o3MOKHOCTb MPOW3HECTU NOJIHOE NPeaJIoKeHe Oe3 OJIbILLIKH.

CHMIITOMbI IUMepBEHTUSILMN ¢ 6a3oBbiMK MokazaTensmu SpO, < 95 %
/v PCO, > 45 MM pT. CT. BO BpeMst 601pCTBOBaHHSI

ynaercs nonb3osatbcst HUBJ1/ nauyent ne nepenocut HUBJI;
4) Bpems1 6e3 MCMONIb30BAHMs] BEHTIIISILIMY COCTABIISIET MeHee
30 MMHYT B CyTKH; 5) HEBO3MOKHOCTb 3¢ (PEKTUBHOI OUNCT-
KU IbIXaTeJIbHbIX MyTeil, HeCMOTPSI Ha IpUMeHeHHe MeXaH!-
4ecKoro oTkauuisaresns. [1pu 000M MOKa3aHNM st PEKO-
MEHJALMK TPaxeoCTOMUH HeoOXOOMMO MHGOPMHPOBaHHOE
cornacue nauuenta / poguteneii. [1oHbI civcok npeumy-
1eCTB U OrpaHUYEHUi NPU TPAXEOCTOMMUU ISl KOHKPETHO-
ro naumenrta TpeGyer oOCyKIeHHsT B MEKIMCLMIUIMHAPHON
KOMaHJle CreLuasnmucToB, AOMyCKasi BO3MOKHOCTb TOrO, UTO
neveHye OyrmeT OrpaHUYeHO CHMIITOMATHYECKON Tepanuel,
HarpasJIeHHO! Ha COXpaHeHNe HaWlyyllero KauecTBa SKU3HH.
Takke HEOOXOIMMO YETKO OrOBOPHTH, UTO CTPATErHs Jieye-
HUSI MOKET ObITb M3MeHeHa B JII000e Bpemsl.

PecnupartopHasa Tepanua npu CMA 3 Tvna

Y naunentos co CMA 3a Takxke MOXeT pa3BMBaTbCs MATOJIO-
rryeckast yTomssieMocTb juadparmbl, ObICTPOE OBEPXHOCT-
HOE JibIXxaHue 1 runoseHTnisiums. Heobxomumo obcnenosathb
Ha NpeaMeT HanuuKst 06CTpyKTHBHOTO anHo3 cHa (OAC) v Ha
npeamMer npoGieM Mpu MpHeMe MUILM W JIOTAHWHU M CKO-
nvo3a. Tauuenter co CMA 3b 1 CMA 4 He umetor npo6iiem
C IbIXaTeNbHOM (PYHKLIME B COCTOSIHUM TOKOS, I03TOMY UM
CJIelyeT MPOBOAKTD OLIEHKY ITPH HarpysKke.

B uccnenosannu loos et al. BkmoueHbl 12 naumeHToB co
CMA 3-ro Ttuna. 13 Hux 4 (33 %) Hysknanich B pecrimpaTop-

HOW MojepsKKe, B UaCTHOCTH, B NEPUOAMIECKON THIEpHH-
cypdnsuun (MBJ1 ¢ nepemeskarolMMCS TTOJIOKUTENbHBIM
nasnenuem, IPPV)[11].

Hapy1ueHue npixaHnst BO CHe: COITIaCHO MOJTyYeHHbIM AaH-
HbIM, y nauneHToB co CMA 3-ro tvna vatue Habmonaercst OAC,
CPAP-Tepanus siBnsieTcst 1ocTaTo4uHO 3P deKTHBHONM [15].

PecnupatopHas Tepanus y 6oabHbix CMA,
nepeHocawmnx OPBW / nHeBMOHUIO

Jlo nnTybaumm Tpaxen Kaxapie 2—4 uaca, 1100 yallie Mpu Ha-

JIM4MKM OOUIIBHOTO CeKpeTa:

1. TloBopauMBaTh nauueHTa ¢ 60Ky Ha GOK WM Ha CIIHHY.

2. Wcronb3oBaTb OTKaLIIUBATEND (MO CXEME).

3. Canuposatb BJIIT (136eras, no BO3MOKHOCTH, FITyOOKO#
caHaLum).

4. Tlpu arenexkrasupoBaHuM (peHTreH) — MO0 MHTYOALMS
tpaxeu, ;mbo HUBJI B pexume (BiPAP) (IPAP 16...20
EPAP 4...8) B kombuHauuy ounctkoit BT,

5. Cnenyer usberatb nncydnauuu kucnopoga 6e3 BiPAP,
TaK KaK 3TO NPUBELNET K 0CabIIEHHIO IbIXaTebHbIX YCH-
JINiA, aTeNIeKTa3y U IOHUKEHHOMY BblIeJIEHHIO YITIeKHUCIIO-
ro rasa. Ecnu pasBuBaeTtcst Tskenas ofiblilika, TaxuKapaust
10—20 % BblLLE MCXORHOI, UHTYOALIMIO JIyYLLIE BbIMOIHNTD
yrpeskAaoLLMM 00pasoM.

6. HykHO 6bITb FOTOBBIM K MHTYOALIKH, TOTOMY UTO TaKHUe Ma-
LIMEHTb! MIMEIOT MOBBILIEHHYIO MPEIPAroIOKEHHOCTD K MO-
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SIBJIHMIO BaraJIbHOro CHHApoMa (6pamukapnys) B OTBET
Ha CTpecc, KOTOpPbIit MOKET ObITb ObICTPOOOPATUMbIM NPH
TpeKpaLleH!y AeiCTBYSI BbI3BaBLUIMX €ro (HakTopoB U MpH
HeMeJIJIeHHO roiaue KMCJIopozia uepes MacKy 1 Ges Hee.

dkcrybauma naymeHTta co CMA

1. AcdebpunbHbiii.

2. He TpebyeT HONONHUTENBHOTO KUCIOPOZA.

3. PeHtren rpyznHoit KJIETKM TOKasblBA€T OTCYTCTBHE are-
JIeKTa3a 100 UHUIBTPATOB.

4. TlpueM cefaTHBHbIX NpeKpalleH 24 yaca Ha3az.

5. HeobxommmocTb B OTCOCE MOKPOTBHI M3 [BIXaTeIbHbIX
nyTeii 6;1113Ka K rpaHMLie HOPMBL.

6. Ikcrybuposatb ¢ mnepesogom Ha HUBJI (6e3 wunu
¢ wmunumanbhbiv - O,), B peskume BiPAP  (IPAP
12...20 c™m Bog. cT., EPAP 3...6 ¢M BoOZ. CT.); ecnu yacro-
Ta CMOHTAHHOTO AbIXaHMSI HU3Kasl, TO PEXMUM CMOHTaH-
HOrO CMHXPOHM3MPOBAHHOrO AbixaHusi (Spontaneous/
Timed) c rapaHTMpOBaHHOI MHWHWUMAJIbHON UYaCTOTOI
abixanus (backup rate).

7. JlanHble okcuMmeTpun B KauecTse feedback.

BakuuHauua

Jletsam co CMA crapiie 6 MecsileB JOKHA OblTb Npenso-
’KeHa ekerojjHasi ’HaKTHBMPOBaHHas BAKUMHA NIPOTUB IPUIT-
na; Miaglle 2 JeT — DOJKHA ObITh NpennokeHa OfiHa 103a
13-BasieHTHO! MHEBMOKOKKOBOM KOHbIOTMPOBAHHOM Bak-
LIMHDI; CTapLLe BYX JIET JOJIKHbI OJIYUUTb OZHY 103y 23-Ba-
JIEHTHO¥M ITHEBMOKOKKOBOW NOJIMCaXapUIHOM BaKUWHbI, B TOM
yycrie JieTr, KOTopble paHee Mosyunnu 13-BajieHTHYIO MHeB-
MOKOKKOBYIO KOH'bIOTMPOBaHHYO BakLMHY [14].

Jletsm 10 ABYX JeT JOJKHA MPOBOAMTHCA UMMYHOIPO-
¢unaxtuka npenaparoM [lanususymab ajs npenynpeskie-
HUS PECNUPAaTOPHO-CUHTULMAIBHONW BUPYCHOW MHQEKLMH.
[Ipenapar BBOOUTCSI BHYTPUMBbILLIEUHO B JO3UPOBKe 15 mr/Kr
onuH pa3 B 30 JHeiA, AT pas, HaunHasi ¢ HosI0pst, B nepBble 2
rona xxusHu pedeHka [47].

MoHuTOopUHr

Mamepenne NHEBHbIX ra3oB KpPOBU. [IHEBHasl IMIEpKanHus
yKasblBaeT Ha IMIMOBEHTIIISLIMIO KaK BO BpeMsi 60/IpCTBOBa-
HUS, TaK M B HOYHOE BPEMSI.

OKkcH- M KanHOMETpUSl — HeT PaHIOMU3MPOBAHHBIX UC-
CJIeIOBAHMIA, OZIHAKO €CTb KOPPEJISILMS TUIIEPKATHNAK 1 Jleca-
Typauuu KUCTI0pOoza.

[lonmcomuorpadust He SBJSETCS YHMBEpCAbHbIM MC-
CJIeI0BaHMEM, OHAKO B PEXMME TUTPALMOHHON HOUM MOYKET
ObITb noNE3HOI npu Hauane HVBJL.

HyTputrBHas nogaepikka

1. CamocrosiTesibHble KOPMJIEHMSI TpPEKpallaloT B CBSI3U
C MOBBILIEHHbBIM PUCKOM aclUpaLMK Ha TOT Ciy4a, eciiu
noTpebyeTcst KCTpeHHast NHTYOaLKsI.

2. Ecnu naysa 6oJiee LIECTH 4aCOB — HA30€IOHAJIbHBII 30H]
C MCIOJIb30BAHMEM 3JIEMEHTAPHOM WM JIETKOYCBOSIEMOIA
CMecH, cofiepsKalleit MPOTEerH.

3. Ecnuunrybaumst Hen30exxHa, a PUCK acriMpaLiy BbICOK, TO
Ha BpeMsl Nay3bl — NapeHTepanbHOe MUTaHKe, COCTOsIILiee
13 rmoko3sbl 10—15 % 1 amuHokucoT U3 pacuera 1,5 r/kr
Macchbl Tesla/CyT) C BATAMUHAMU U 3J1eKTPOJITaMHU.

O6cy>xaeHune

HevHBasyBHast BEHTWIIALMS JIETKMX TMPEACTABIIsET COOOI XO-
pOLLYIO anbTepHaTHBY TPAaXeOCTOMWH W MHBA3UBHOM BEHTH-
TLMK M CTIOCOOCTBYET HOPMasbHOMY pa3BuTHIO peun. Bosee
KOoMOPTHA M afanTUpPOBaHa K COLMANIbHOM SKM3HM MaLeHTa.
I1pu ycroBum xopotiieit nepeHOCMMOCTH MHTepdelica XOpoLLo
BbIpa)keH KOMIUIafieHC Tepanuu, YTo MpOSIBIISIETCS] B KyMUPO-
BAaHMM CMMITOMOB TMIOBEHTUIISILMK W runepkanHuu. [peno-
TBpaLL@eTcs I0NroBpeMeHHast JepopMaList IpyIHOi KIETKU.
Kom6uHauyst ¢ MexaHU4ecKUM OTKALLIMBATENEeM MO3BOJISIET
3HA4YMMO YAYULIMTb KaUeCTBO KM3HH, YMEHbLUNUTb YacCTOTY WH-
bEeKLMOHHBIX 060CTPEHHIA, MHTYOALIMIA, A TAKKE YBETMUNTb Yac-
TOTY 6€30MacHbIX IKCTYOALIMIA, YTO MO3BOTISIET PEKOMEHIOBATH
UCIIOJIb30BaHME JJAHHOI CTpaTernn peclMpaTopHOit MoAIepsK-
KM TP OKa3aHWM MeIMUMHCKOI noMotuy CMA-natyeHTam.

BbiBOAbI

1. Jleuenne CMA-nawueHToB, B 0COOEHHOCTH pecrnmpaTop-
Hasl Tepanusi, B YKparHe OCTaeTCsl HaCyllHOM MeaWLIMH-
CKOI M COLMAJIbHON MPOOIIEMOIA.

2. Wcnonb3oBaHue efMHOro Moixona K MNPOBENEHHIO pec-
MMPaTOPHOi Tepamuu MOKET YJyULIMTb KaUeCTBO SKU3HU
Kkak CMA-nalreHToB, Tak U UX CEMENt

3. Tlonynspusaumnsi COBpeMeHHbIX METOAMK PeCnMpaToOPHOii
Tepanuy MO3BOJIMT YIJIYYLIMTb KAauecTBO MEeAMLIMHCKOM
TMIOMOLLM U COKPATUT CPOKM MpeObIBaHKS AAHHOI KaTero-
puu nauueHToB B otaenenusx UT.
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Ornisip pecnipaTpHoi Tepanii y mani€eHTiB 3i cniiHanbHOI0 M'5130-
BOIO aTpodi€ro

Apmewmetiko B. 0., [1nomna O. B.
Meouynuii Llenmp “MEJIIKAIT’, Odeca

Memoto yiei cmammi 6ynio cucmemamusysamu HAaseHi Aimepamyphi
OaHi ma npedcmasumu 3a2abHi pekomeHoauii wooo pecnipamopHoi
mepanii y nayiermis 3i cninanbHO-M 5308010 ampoieto. CninanbHa M’s-
306a ampogis (CMA) - ye asicke Helipom’s306e 3aX60PIOBAHHS 3 AYMO-
COMHO-PeyeccuUsHUM YCnaoKy6aHHIM 3 0e2eHepayicto anbga-momop-
HUX HEUpOHI6 Y nepeoHix po2ax CNUHHO20 MO3KY, WO npu3sooums 00
npoepecyioHoi NpoKcuUManbHoi M3080i cnabkocmi ma napanidy. Ienu
SMN 1-2 nomenuyiiiHo KoOyromp ideHmu4Hi OinKku, xo4a Oimbuwicmb
mpatckpunmie zerie SMINI € nogHoposmipHumu, mooi K Ginbuticme
mparckpunmig 2enie SMINZ ne micmsame 7-ii ek3oH. Tomy 2en SMINZ
Jiwie 4acmkoeo QyrHKyioHanbhut, i y nayienmis 3i CMA (CMA-nayjien-
mu) 8upobsiEMbCs Maso nosHoyiHHoeo binka CMH. Ipu yvomy qucno
xoniti SMINZ He Moowce 8sancamucst MOHHUM NPOZHO3HUM (HAKmMopom
01151 6YOb-5IK020 negHoeo nayieima. OCHOBHUMU NPUHUHAMU JIEMATIbHO-
Cmi ma nOzipuIeHHAM SIKOCII #CUMIMS1 € PO38UMOK 6MOPUHHOI OUXAILHOI
HEO0CMamHoCmi.

Tun 1 (a, b, ¢) — Hatimaxcauli: paxkiti noyamox i giocymHicme pyxosux
30i6HOCMet, 3a38uHatl NAYieHMU 3 3X80PIOBAHHIM 0aHO20 muny 00-
acuearomb He OistbLiie Hie 00 2-X POKIs.

Tun 2 — npomicruti mun, XapakmepusyembCs NI3HIUM NOYAMKOM, na-
yieHm Mooice nputiMamu cuosHe NOJ0JCEHHS; NAYIEHM Moxce 00cazmu
00poc020 BiKY.

Tun 3 — Hatim’skwia gopma, nposiensemecs Y 6iyi 6i0 1 poky, nayienm
Moxnce xooumu i cmosimu. [Tpo2Ho3 cnpusmaugiwiut.

Tun 4 — “Oopocna popma’, nposensemocs y 6iyi 0 10 0o 20 pokie abo
6i0 20 do 30 pokis i Mae cnpusmauguli NPO2HO3.

OcrogHUMU npuHURAMU OUXAJIbHOI HeOOCMAMHOCMI Y NAUIEHMIE 3 Hell-
POM’S308UMU 3AXBOPIOBAHHAMU € CNAOKICMb OUXA/IbHUX M'S3i6, Henpo-
OYKMUBHULI Kawesb ma nopyuwieHHs OuXaxHs y cHi. Cabkicmey Ouxay-
HUX MA3i6 6USHA4AEMbCS SK HECMPOMOXCHICMb OUXAIbHUX M’A3i6, WO
3HAX00SMbCS 6 CMAHI CNOKOK0, CMBOPUMU HOPMAIbHUL piéeHb mUcky i
weudKocmi nomoky nosimps npu 6xo0di i euxodi. Ciabkicmv 3ycmpiva-
embcs wacmo. Ilayienmu 3 Helipom’a308uMu 3aX60PIOBAHHAMU MAIOMb
antxoe ysi cHi, ocoonueo 8 PEM-¢asi cHy, npu ypomy HatiHacmiwiolo
$OpMOI0 MAKo20 NOPYUWIEHHS € 2in0BeHMUNAYIS. 3 Hacom 2inoéeHmu.iA-
yist Y 6i cHi Mooce HaBysamu Oiblu MPUBANO20 XAPAKMEPY, WO NPU360-
Oumb 00 PO3BUMKY BaXCKOI hopMU 2iNOKCil, nidBULeHHS pieHs 8y2/eKuc-
J1020 2a3Y 6 KPOGi Ma Npu2HiveHHs aKMueHOCMi OUXabHO20 yeHmpy. B
pe3yibmami nposedeHo20 02150y imepamypHUX OGHUX 3anPONOHOBA-
Ha cmpamezis pecnipamopHoi niompumku y CMA-nayienmis.

Knrouosi cnoea: cninanvha m’s306a ampogis, pecnipamopHa nio-
MPUMKA, HEIHEA3UBHA 6EHMUJIAYIA JIE2EHb, 2INOBEHMUIIAYIS.
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Review of respiratory therapies in patients with spinal muscular
atrophy

Artemenko V. Yu., Plotna E. V.
Medical Center MEDICAP, Odessa

The purpose of this article was to systematize available literary data
and to provide general recommendations for respiratory therapy
in patients with spinal muscular atrophy. Spinal muscular atrophy
(SMA) is a severe neuromuscular disease with autosomal recessive
inheritance with degeneration of alpha motor neurons in the anteri-
or horns of the spinal cord, leading to progressive proximal muscle
weakness and paralysis. SMIN 1-2 genes potentially encode identical
proteins, although most of the transcripts of the SMIN1 genes are half-
sized, whereas most transcripts of the SMINZ genes do not contain the
seventh exon. Therefore, the SMINZ gene is only partially functional,
and a low-level SMN protein is produced in SMA patients. Moreover,
the number of copies of the SMINZ2 can not be considered an exact pre-
dictive factor for any particular patient. The main causes of mortality
and deterioration in the quality of life are the development of second-
ary respiratory failure.

Type 1 (a, b, c) is the heaviest: early onset and lack of motor abilities,
usually patients with a disease of this type survive no more than 2
years.

Type 2 — an intermediate type characterized by a later onset, the
patient may take a sedentary position, survival may reach the adult
height.

Type 3 is the softest form that manifests itself at the age of 1 year, the
patient can walk and stand. The forecast is more favorable.

Type 4 “adult form” manifests itself at the age from 10 to 20 or from
20 to 30 years and has a favorable outlook.

The main causes of respiratory failure in patients with neuromus-
cular diseases are weakness of the respiratory muscles, unproduc-
tive cough and sleep disturbances. The weakness of the respiratory
muscles, defined as the inability of resting respiratory muscles in
the state of rest to create a normal level of pressure and air flow
velocity when entering and exhaling, is common. Patients with neu-
romuscular diseases are susceptible to sleep disruption, especially
in the REM sleep phase, with the most frequent form of this disorder
being hypoventilation. Over time, hypoventilation in a dream can
become more prolonged, resulting in the development of a severe
form of hypoxia, an increase in the level of carbon dioxide in the
blood and the suppression of the activity of the respiratory center.
Thus, as a result of the review of literary data, a strategy of res-
piratory support in patients with CMA was proposed.

Key words: spinal muscular atrophy, respiratory support, non-
invasive ventilation, hypoventilation.




