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O630p pecnupaTtopHOU Tepanmun y NauueHToB

C

O CNVHaJIbHOW MbllleYHOU aTpoduen

Aptemenko B. HO,, MnoTtHas E. B.

MeguunHcknin uentp "MEAVKAN", Opeca

Lenbio dannoli cmameu 6blI0 — cUCMEMamMu3upo8ams UMEWUEC umepamypHsle 0aHHble U npedcmasgums 00-
wue pekomeHOayuu K pecnupamopHoli mepanuu yj nayuesmos co cnuHAaabHO-MbluledHol ampoguell. CnunanbHas
mbluieunas ampogus (CMA) — amo maxcenoe HelipomplwiedHoe 3a601€8AHUE C AYMOCOMHO-PEYECCUBHbIM HACTEN0-
saHuem ¢ 0ezeHepayueli anb@da-MomopHbIX HEIPOHOB 6 NepeOHUX po2ax CNUHHO20 M032d, Npueoosujee K npo2peccu-
pyioweti nPOKCUMAIbHOU MbluiedHOl cnadocmu u napaauyy. lerst SMN 1—2 nomeHyuanbHO KOOUpYlom U0eHmMuYHble
benku, xoms 60bWUHCMBO MpaHckpunmos 2ena SMN1 2818:0mcs NOJIHOPA3MEPHBIMU, MO20d KAK 0ObWUHCM-
60 mpaxckpunmos 2eHa SMNZ He codepycam 7-ii 9k30H. [Toomomy 2en SMINZ2 monbko 4acmuiHo QYHKYUOHAJIEH,
u y nayuesmos co CMA (CMA-nayuenmsl) evipabameigaemcs mano noaHoyeHHozo 6eaka SMN. [Ipu smom wucio
xonuii SMIN2 Henb3s cuumams MOYHbLIM NPOZHOCMUYECKUM (PAKMOPOM HU O KAKO20 onpedesieHHO20 nayuenma.
OcHoBHbIMU NpUHUHAMU J1emaibHOCMU U YXYOWeHUs Ka4ecmeda HCU3HU 26819emcs pazgumue 8mopuyHoli OblxameJis-
Holl HeOocmamo4Hocmu.

Tun 1 (a, b, c) — campili maxcenviil: paHHee HAYAN0 U omcymcmaue 08U2amMebHbIX CNOCOOHOCMEL, 00bIYHO NAYUEHMbI
¢ 3abonesanuem 0aHHO20 muna 0oxcusarom He 6oJiee 4em 00 2-x aem.

Tun 2 — npomexcymourblli mun, Xapakmepuzyemblii 6ojiee NO30HUM HAYANOM, NAYUEHM MOXCem NPUHUMAMb CUOsHee
NOJIONCEHUE, BbINCUBAEMOCMb MOXCem 00CmU2amb 63p0OCI020 603pacma.

Tun 3 — camas mazkas popma, nposenaroujascs 6 éo3pacme om 1 200a, nayueHm moxcem xo0ums u cmosms. [1poeHo3
bonee 6nazonpusme.

Tun 4 — “e3pocnas ¢popma”, nposensemcs e soapacme om 10 do 20 unu om 20 do 30 nem u umeem 61a2oNPUAMHbIL
NpO2HO3.

OCHOBHBIMH NPUYMHAMH 0bIXAMENbHOU HEOOCMAMOYHOCMU Y NAYUEHMO8 C HEUPOMBbIWEHHbIMU 3A001€6AHUSIMU 98-
Jgt0mes cnabocme OblXaMebHbIX MbIUIY, HENPOOYKMUBHbIL Kawenb U HapyuwleHue 0bixaHus 8o cHe. Ciabocmb Obi-
XAMeJibHbIX MblWY, ONPedesIeMas KaKk HecnoCoOHOCMb HAX00AWUXCS 8 COCMOSHUU NOKOS ObIXAMEJIbHbIX MbIWLY, CO-
30ae8amb HOPMAJIbHbIL YPOBEHb 0a8EHUS U CKOPOCMU NOMOKA 8030YyXa npu 6x00e U 8bl00Xe, 6cmpevaemcs 4acmo.
[ayuenmyl ¢ HEIPOMbILIEYHBIMU 3A001E8AHUAMU NOOBEPHCEHBI HAPYWEHUIO ObIXAHUS 80 CHe, 0co0eHHO 8 REM-¢pase
CHa, npu 3mom Haubonee yacmou popmoli makozo Hapyuienus seasiemcs eunogdenmunayus. Co 8peMeHeM 2unoseHmu-
JIAYUS 80 CHe Moycem npuobpecmu 6osiee 01umesbHbIll Xapakmep, npusoos K pazsumuio maxcenoli popmel 2unokcuu,
NOBBILIEHUIO YPOBHS Y2AeKUCI020 2a3a 8 KPOBU U NOOABJIEHUI0 AKMUSHOCMU 0bIXameabHO20 yeHnmpa. Takum o6pazom,
8 pesynbmame npo8edeHHO20 0030pa IUMEPAMYPHLIX OAHHbIX NPEOJIONCEHA CMPame2us pecnupamopHoLll No00ePHCKU
Yy CMA-nayuenmos.

KmoueBble coBa: cnuHanbHas MbluieiHas ampo@us, pechupamopHas n000epicKa, HeuU8a3usHAs 6EHMUNAYUS JIESKUX,
2uno8eHMuUAAYUS.
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AKTyaIIbHOCTb TeéMbl

CnmnanbHas Mblieunas arpodust (CMA) — aTo Tsiskesoe Heii-
poMmbiILieyHOe 3a60JIeBaHKe C ayTOCOMHO-PELIECCHBHBIM Ha-
ClleZloBaHMEM C JiereHepaumeit anbpa-MOTOPHbIX HEHPOHOB
B [lepeZiHMX porax CMHHOro Mo3ra, MpUBOAsLLee K Nporpec-
CHpYIOLLEl POKCHMAJIbHOI MBILLIEYHOR C1ab0CTH 1 Mapasu-
uy [1]. Tenst SMN 1-2 noreHLanbHO KOOUPYIOT UIEHTUUHbIE
6enku, XoTs GOJIBLIMHCTBO TpaHCKpUNTOB reHa SMN1 siBiis-
IOTCSl TIOJIHOPa3MEPHbIMH, TOTAA Kak OOJbLIMHCTBO TPaHC-
kpuntoB rena SMN2 He comepskat 7-i1 9k30H. [loaTomy ren
SMNZ2 TOo/bKO YacTUUHO (PYHKLMOHAJIEH, U Y NALMEHTOB CO
CMA (CMA-natmeHTbl) BbipabaTblBaeTCsl Majao MOJHOLIEH-
noro Genka SMN. [pu arom uncno komuit SMN2 Hesnb3st
CUMTaTb TOYHBIM MPOTHOCTMYECKUM (PaKTOPOM HU IS Ka-
KOro OnpeJieleHHOro nauueHra. 4acrora HOCUTENbCTBA reHa
SMN2 obecneunBaer 3ab6onesaemoctb CMA1 na 6-10 .
HacesleHMsl, & ayTOCOMHO-PeLieCCUBHBIIl TUIT HACJIe0BaHUS
MO3KET NPUBECTH K nosiBennto CMA-naunenTa faxe B ceMbe
6e3 aHaMHe3a reHeTHueckux 3abonesanuii [2]. HecmoTps Ha
pacrnpoCcTpaHeHHOCTb 3a00JIeBaHMsl, aXKe B Pa3BUTbIX €BPO-
NeiCcKUX CTpaHax eiuHble pekoMeHzaLuum 1o sefgeHno CMA-
nalMeHToB ObLIu co3aanbl Tosbko B 2015 r. (Mranus) [3].

OCHOBHBIMM NPUYMHAMM JIETATLHOCTU U YXYALIEHUs Ka-
YeCTBa JKU3HU SIBJIIETCSI Pa3BUTHE BTOPUYHOM [ibIXaTeSIbHOM
HEeZoCTaTOuHOCTH [3, 4, 21, 22]. OTcyTcTBHE B YKpauHe efu-
HOTO CTaHzapTa 1o NpoBeJeHUI0 pecrMpaTtopHoii Tepanuu (PT)
y TaK1X NaLMeHTOB MPUBOAMT K TOMY, UTO [PY Pa3BUTUM U IPO-
TpeccMpoBaHuM JibIXxaTesbHOM HepoctaTouHocth CMA-naum-
€HTbI JIMO0 HAZOJITO OCTAIOTCS! MPUBSI3AHHBIMU K GOJIbBHUUHOM
KO¥iKe, 60 OCTAIOTCS HAaenuHe ¢ 3a60seBaHNEM OMa.

Llenb

Cucremaru3upoBaTb MMeIOLIMECs] JIMTepaTypHble JaHHble
u cdopmuposatb npotokosn PT y CMA-nauueHToB, ocHO-
BaHHBI1 HA TUMe 3a00eBaHKsL. YIIyuLIUTh TOHUMaHUE POJ-
CTBEHHHMKOB MaLeHTOB, MeAPaOOTHUKOB 1 OOLLIECTBEHHOCTH
Y YIY4LIKATDb KauecTBO ku3H CMA-naLueHToB.

MaTepmanbl n MmetToabl

Bospacr u creneHb TskeCTH — 0cHOBa knaccuuxauun CMA.

Tun 1 (a, b, ¢) — camblit TsLKenblit: paHHee Hauaso U OTCyT-
CTBHE JIBUraTeNIbHbIX CTIOCOOHOCTEA, 0ObIMHO MaLMEHTHI € 3a00-
JleBaHMEM JQHHOTO THITA JOKMBAIOT He 60Jiee ueM [0 2-X JIeT.

Tun 2 — NpoMEeKyTOUHBIi THI, XapaKTepu3yemblii Gosee
TNIO3ZIHAM Ha4aJioM; NauyeHT MOKeT IPUHUMATb CHisiYee NoJ10-
KeHHe, BbIKUBAeMOCTb MOXET JIOCTHUraTh B3POCJIOrO BO3pacTa.

Tun 3 — camas msrkas popma, NposIBISIOLIASICS B BO3-
pacre oT 1 roga, nauMeHT MOXeT XOAUTb 1 CTOsTh. [Ipornos
Gornee GraronpusTeH.

Tun 4 — “B3pocnas ¢popma”, NposiBIsieTcsl B BO3pacTe OT
10 10 20 nnu ot 20 o 30 net u uMeeT 6aroNpPUSITHBINA MPO-
ruo3. [1pu stom CMA-nauuenTs! 4-ro tvna CNOCOOHDBI XOOUTD
BO B3pOCJIOM BO3pacTe M He UCIBITHIBAIOT POOIIEM C AbIXa-
HUEM WM PUEMOM IULLN.

OCHOBHbBIMM IPUYMHAMU JIbIXaTeJIbHOI HEOCTATOUHOCTH
y MalWeHTOB C HeipoMmbiiieuHbiMu 3aboseBanusamu (HM3)

SIBJISIIOTCS! CNIA0OCTb AbIXaTeJbHBIX MBILLIL], HEMPOLYKTHBHbI
KallleJsb ¥ HApYLIeHHe JbIXaH!sl BO CHe.

CrnaGocTb IbIXaTesbHbIX MBILLIL, OMperensiemMast Kak Hecro-
COOHOCTD HAXONSLLMXCS! B COCTOSHUM [TOKOSI AbIXATENbHBIX MBILLIL
C03/1aBaTh HOPMaJIbHbIit YPOBEHb IaBJIEHMS] K CKOPOCTH MOTOKA
BO3lyXa MPH BXOJIe U BbIZIOXe, BCTPEUaeTCs YacTo. INacCTMUHOCTb
JIErOYHO# TKaHU U TIOABUKHOCTb 'PYIHOM CTEHKM CHUKEHBI, MPH
3TOM BO3PACTAET MEXaHHU€eCKast Harpy3Ka Ha calble JpIxaTelb-
Hble MbILLLpL JlcOanaHc Mexy HarpysKoii 1 BEHTUIISILMOHHOM
€MKOCTBIO JIETKMX MPUBOIMT K MBILLIEYHOMY YTOMJIEHHIO U Ibl-
XaTeJbHO# HEOCTaTOYHOCTH, B 0COOEHHOCTH BO BpeMst cHa [4].

CaHauus IbIXaTeNbHbIX NMyTeil OT OPOHXOJIErOYHOTrO Ce-
Kpera, runeprpoayKLm1s MOKPOTbI, MUKPO- U MaKpoacn1pa-
LISt CTIOHBI M MUY — TMOCTOSIHHAS MPOOJIeMa y MalLMeHTOB
c 001Liei1 MbILLIeYHOI C1aboCTbIO.

Sleep-disordered breathing OTHOCUTCS K Pa3BUTHIO Li€H-
TpasbHOr0, OOCTPYKTUBHOrO MM CMELIAHHOTO arHO3, TUIO-
BEHTIISILIMYM MM 000KX 3THX CMMITTOMOB BO BpeMst cHa. [la-
uneHTel ¢ HM3 nonBepskeHbl HAPYLLIEHHIO AbIXaHUSI BO CHE,
ocobenHo B REM-¢ase cHa, npu 3Tom Haubosiee yacroii pop-
MOI1 TaKOrO HApYLIEHHS SIBJISIETCS] TUIOBEHTHALMSL. [Tprun-
HO¥1 TMITOBEHTHIISILIMK SIBTISIETCS] YMEHbLLIEHHe IbIXaTebHOro
o6beMa, ocoberHo Bo Bpemst REM-dasei cHa [5]. Co Bpeme-
HEM TMIOBEHTHIISILIVS BO CHE MOKET nprobpecTu 6osee Amu-
TeNbHbII XapakTep, NPUBOJS K Pa3BUTHIO TsiKesoi GopMbl
TMTOKCHH, TIOBbILLIEHNIO YPOBHSI YIJIEKUCIIOrO rasa B KPOBU
¥ TIOZIaBJIEHNIO aKTMBHOCTH IbIXaTeJIbHOrO LieHTpa.

Cospaercst 3aMKHYTbII KpYT, KOTOPbIi MOXeT MpHUBECTH
K PasBUTHIO YCTOIYMBOI TMITOBEHTHIISILIMM He TOJIbKO B HOY-
HOe, HO W B JIHEBHOE BPeMsl, a TakKe YBEJIMUEHNIO HArpysKn
Ha MpaBbli KeJTyAoUeK cepaLa U OCTPOi CepAeYHO-JIErOYHOM
HenocTaTtoyHocTU. Y nauuentos ¢ HM3 Bo Bpemst cHa Takske
OTMeuaeTcst 0OCTPYKTHBHBIN CUHAPOM 13-3a C71a00CTH MBILLIL
TOPTaHd M IIOTKM, OOYCIIOBIMBAs MPENPACIOJIOKEHHOCTb
K KOJIJIAncy AblxaTesbHbIX myTeit. COrnacHo npeanosioxkeHusM,
KOJI/IAMNC BEPXHUX JbIXaTeJIbHbIX MyTell BO3HUKAET B pe3yJibTa-
Te OTPULIATENbHOrO JIaBJIeH| s PU BIIOXE, KOTOPOE NefCTBYeT
Ha CTEHKH [JIOTKM C MOHMKEHHBIM MbILLIEYHBIM TOHYCOM.

[lockomnbKy BbICOKA BEPOSITHOCTb TPOSIBIIEHMIT HApYLIEHHIA
TbIXaHWs! BO CHe, pEKOMEHYeTCs POBOAMTb MOHUTOPHHT MaL-
entoB c HM3 Ha npeiMeT HapyLeHus AbIXaHust BO Bpemsl CHa [5].

MblieyHble HapyweHHst y nauueHtoB co CMA: mexpe-
GepHasi MyCKynaTypa ¥ BCIOMOraTeJlbHble MbILILbI MOpa-
KeHbl Gorbllle, ueM Auadparma, N03TOMy rpynHas KjeTka
HEpEZIKO CTAHOBMTCS! BIAJIOi, proOpeTast KoIoKonoo0pas-
Hyto popmy [5, 6]. Y nauuenros c HM3 Hapyiienne GyHKUNMU
IbIXaTebHbIX MBbILIL MPUBOAUT K CKOMIEHUIO OPOHXMAb-
HOTO CeKpeTa, UTO OCJIOKHSIETCS THEBMOHMEN, aTeneKTasoM
1 OJJH. YcroitunBoe HapyiieHre paboTbl GyIbOAPHOIA MYCKY-
7IaTypbl IPUBOIMT K PA3BUTHIO aCMMPALMOHHON MTHEBMOHNH,
a TaKsKe BIIeveT MHOTOKPATHBIE FOCTIUTAIM3ALNH, HHTYOALMH
Tpaxeu, TPaxeoCTOMMUIO U CMepTb [6].

Takum 00pa3oM, CyMMHpYs BbILLIECKa3aHHOE, OCHOBHbIE
npuunsbl JH npu CMA:

1. HapylueHne BeHTUIISLMOHHOM PYHKLIMM JIETKUX — HOUHast
¥ IHEBHAsI TUTTOBEHTUJISILIVISI.

2. Hapywenne npeHMpoBaHus Cekpera.

3. TloBTOpHble MHpEKLNY;

veduyuHa (Pe
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4. Hapywenne (GyHKUMM [TIOTaHMsl, racTpoa3odareanbHblit
pedriokc — acnupaunusl.

5. OOCTpyKLMsI BEPXHHUX AbIXaTeNIbHBIX MyTeii, MPUBOZsILLAs
K HapyLIEeHUIO caTypaLuM KPOBU KHUCJIOPOZIOM B HOYHOE
BpeMsl.

6. TapagokcanpHoe mblXaHKe, CMOCOOCTBYIOLIEe Hemopas-
BUTHIO IPYJIHO# CTEHKH U JIETKUX; 1

7. MexaHuueckoe BO3/efiCTBIe NPOrpeccHpyoLero CKOJu-
03a Ha AblxaTesbHylo cucremy [1, 3, 5, 6].

Pe3synbraThbl

B pesynbrare npoBeeHHOro 0630pa JIUTEPATYPHBIX JAHHBIX
copmupoBanach Crenymooiast CTpaTerdst pecrupaTOpHOi
noaaepskku y CMA-nauveHToB BHe o6ocTpeHus (puc. 1):

[IpoBenenye pecrnpaTOpHO# Tepanuy COCTOUT M3 Tpex
KJIFOYEBbIX 3TAMOB: HAauaJslo, pekpatleHre u Moardukauus PT.

Ecnu naumenTy nokasana pecnipaTopHasi Tepanusi, pe-
MOYTEeHUEe OTHAETCsl HeMHBa3uBHOUW BeHTwsuuu [1]. HUBJI
paccMaTpuBaeTcsl B CIy4ae TsIKeJIOi HOUHOM TMIOBEHTHIIS -
unu (r.e. ET CO, > 50 mm pr.ct. B Teuenue 6onee 70% ot
o0lero BpeMeHH CHa) fiaxke [JIsl MaLMeHTOB C OTCYTCTBH-
eM cumnrTomoB. [lauuenTsr ¢ ®XKEJI menee 50 % nmenu Ts-
xejyro Hounyto runosentunsiumio (ET CO, > 50 mm pr.ct.)
u Hysxnanich B HUBJI B Teuenne 12 mecsiuieB B 70 % ciyuaeB
1 B Teuenne 24 mecsues — B 90 % cnyuaeB. YacTb 9TuX nauu-
€HTOB OblJ1a BHEMIAHOBO rOCMUTAIM3MPOBAHA 110 MOBOAY Jibl-
XareJIbHOi HeJ0OCTaTOYHOCTH, He HauaB nosb3osatbcst HUBJL

HVBJI npencrasnser co0oii XOpOLLYIO abTepPHATUBY UH-
BAa3WBHOI BEHTWJISILMK MTyTEM TPaxeoCTOMHH, KOTOpas CBS-
3aHa CO 3HAUUTEJIbHbIMU OCJIOKHEHMSIMU M MOXKET IpeMnsiT-
CTBOBaTb HOpMasnbHOMY pa3BuTHio peun [18]. Kpome Toro,
HWBJI nocraBnsieT 3HA4YMTENbHO MeHblle IUCKOMOpTa
1 CO371aeT MeHblLlle MPEMsSITCTBHIA ISl COLMaNbHOM SKM3HU Ma-
LiMeHTa, yeM Tpaxeoctomust. OHaKO, KOria aeTsiM Tpedyercst
BEHTIIsILKS 6oTtee 16 4acoB B CYTKH, TPAXEOCTOMHUST MOKET
obecrieunts GoJee yIOBNETBOPUTENbHBII HHTEPEC MeXY
pebGeHKOM M BEHTHIISITOPOM, YeM Macka.

[lapameTpbl MeXaHUUYECKOH BEHTWJISILMK MOAOMpPAIOTCS
VHIMBUIYaIbHO — TAaKMM 00pasoM, uToObl 00ecreunBanoch
HE0OX0MMOe pacLIMpeHHe TPYAHOM KJIETKM Ha BIOXe, I0-
CTyIUIEHHE HYKHOro oObeMa BO3ZlyXa M HOpMasnm3aLiusl 1o-
Kagareneii kucnopona n CO, [1].

Korna pe6eHok cmosker nepeHocuts HVBJI B TeueHue
BCeil HOUM, HEOOXOAMMO MPOBECTH MOHUTOPMHI, 4TOObI
yOenUTbCS, YTO IMITOBEHTHUIISLIMIO YAAJI0Ch YCTPAHUTb. Mu-
HUMaJIbHOEe HeOOXOAMMOE UCCIIeOBAaHUE — UCCIEJOBAHKE
CHa C 3anuchbio okcukanHomerpuu [18]. Takske HeoOxoxmM-
MO OLIEHMBATb 9KCKYPCHIO TPYRHOM KJIETKH U OPIOLIHOI
CTEHKH.

Nutepdeiic HUBJT — nocosbie macku unm KaHonn. Mac-
Ka yZAepKMBAeTCsl C MOMOLLbIO TeceMOK. Bo3ayliHble yTeuku
MOTYT BO3HMKATb Yepe3 OTKPBIThI POT, 1 MOKET NMoTpe6o-
BaTbCsl peMeHb [J1s NOAGOPOZKA MM MOJIHOJMLIEBAsT MacKa.
OnHako, Kak TOJIbKO JieTH NMPUBbIKHYT K HOCOBO Macke, MC-
nonb3oBaHue Gyner 6e3 TpymHOCTell.

Komrnaiterc 6onee BbIpaskeH, 0COOEHHO eCIM CeMbst BULHT
KJIMHM4eckoe yiydllene Ha ¢one HVBJI Hekynuposanhas
HOYHAsI TMIOBEHTUISILMSI MOXKET MPUBECTH K JHEBHO rurep-
karmHuu. AnexsatHast HVIBJI, ycTpansiioniast HOUHytO TMroBeH-
TWISLMIO, TAKKe YJydllaeT IHEBHYIO CIIOHTAHHYIO BEHTHJIS-
LMIO; Y psifia [eTeii ¢ BbIPaKEHHOM C1abOCTbIO JIbIXaTesbHOM
MYCKyJIaTypbl IUMepKarHysi MOKET BO3HHMKATh BO Bpems 6oap-
CTBOBaHMSI M BO BpeMsl CHA [10 TaKOW CTeNeHH, UTO TOJIbKO HOY-
Hoit HUBJT Hegocratouno, Torna Heodxoauma v nHesHas HMBJL.

HWBJI ne TONMbKO KOPPEKTUPYET HOYHYIO TMITOBEHTHIIS-
LMIO, HO TakXe MpefoTBpallaeT NOJIFOBPEMEHHYIO Jedop-
MaLluio rPyIHON KIEeTKU.

HUBJI cnenyet coueratb ¢ METOAAMH OUHCTKU JbIXaTeNbHbIX
TyTeN 17151 BCEX MALMEHTOB CO CIabbIMK MbiiiiiaMy Bbinoxa [1, 18].

Mexannueckuii  oTKawmMBaresnb. [lpuBbluHasg caHauums
IblxaTeJIbHbIX [yTeii He 3aTparMBaeT JieBOe JIerkoe B TeyeHue
npumepHo 90% Bpemenu, u 80 % NMHEBMOHMII — JIEBOCTO-
poHHue. Mexanuyeckuii oTkauumearesns (MI-E) obecrneun-
BaeT OJIMHAKOBble MOTOKM OTCACbIBAHMS B JIEBOM M MPABOM
IbIXaTesbHOM MyTH, 6e3 JuckoMdopTa WM TPaBMHUPOBaHMUS
IbIXaTeJIbHOrO MyTH TPaXeH, MOXKET ObITb 3 HEKTUBHBIM MPH
HeaPPEKTUBHOI CaHALIMH.

Nns naunentoB ucnonb3oBaHue MO Gonee KOMpOPTHO
1 3peKTUBHO, MeHee yTomuTeNbHO. [Ipumenenre MO 06-
Jleryaet aKCTyOaLMIO M CHIKAET YacTOTy MHTYOALMM Yy ma-
uueHTtoB ¢ HM3, uto B coueranuu ¢ oxkcumerpueit 1 HUBJI
MO3BOJIUJIO CHU3WTb MPOLEHT TOCMUTAIM3aLMUK, OCJIOXKHe-
HU1 PeCnMpaTopHbIX 3a00J1€BaHMIT ¥ CMEPTHOCTb Y JIOZEi
C HEPBHO-MBbILLIEYHBIMHU 3200JIEBaHUSMH.

CnabocTb bIXaTeNIbHOI M KALIEBOi MYCKYIaTypbl

[lapanokcanbHoe HouHasi runmoBeHTUIIALMS Cnabblit Hapyiuenue
ZbIXaHue OCA Kallesb [JIOTaHUSI
HVB HVBI l l l
JIlHeBHast Jlerounbie
TUTIOBEHTUJISILIMSI MH}eKLMn

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

Puc. 1. Ctpaterust PT B 3aBUCMMOCTH OT THMa HApyLUIEHWs! AbIXaHUs]
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Mosker ObiTb Hea dextrBeH, ecu [1ICK menee 160 11/MuH.
HacTpoiiky HauMHAIOT C HU3KOTO HaMPSIKEeHMs], MOCTerNeH-
HO yBeJIMuMBast 0 MaKCHMaJslbHO BO3MOYKHOTO BO BpeMsl BceX
(a3 npIxaTenbHOro npouecca.
A. Hactpoutb Bnox Ha 1 cekyHOy, HACTPOUTb BbIAOX Ha
1 cexyHAly, HACTPOMTb Nay3y Ha 2 CeKyHIbl.

b. Hauate cnaenenue Ha Broxe/Bbimoxe +20..—20 u B
TeueHue HeCKOJIbKUX NpoLenyp Aosectu 10 +40...—40.
B pyuHOM peskume ¢ 3a010KMPOBaHHO# TPYOKOI Mpo-
BEpPUTb BbICTABJIEHHOE [IaBJIEHHE.

B. Bkmountb “aBTO”, NMpHUXKaTb MAacCKy IUIOTHO K JIMLY,
BKJIIOUNTD NIPUOOP.

I. Coenatb ceputo u3 4—6 BLOXOB-BbIIOXOB M OTAOX-
HyTb 20—30 MuHyT. OTCaHMPOBATb OCTABLIYIOCS MO-
KPOTY.

I. YBennuutb faBiieHre 40 NepeHOCMMOro MaKCUMyMa.

Pecnupamopnas mepanusa npu CMA 1-2o0 muna

Bo MHorux crpaHax Bpauu NpefoCTaBJIsilOT POAUTENSIM Jie-

Teit co CMA 1-ro Tvna MakCMMasbHO MOJIHYI0 MH$pOpMaLMIO

0 3a60s1eBaHNM 1 BO3MOKHOCTb BbIOPATb OZMH M3 TPeX MOf-

XOZIOB K JledeHnio pebeHka (puc. 2):

1. “He mewatp npupone”, T. €. NpPenocTaBisTbh MOMOLLIb
VICKJIIOUMTENIbHO B BUJe NMOALepKUBalOLLell Tepanuu, He
npuberas K MEXaHHUYeCKOii BeHTHISALUMK. OUeBHIHO, UTO
pelleHre O JJONrOBPeMEHHO! MCKYCCTBEHHOW BeHTWJIS-
LM JIETKKX CTeflyeT NPUHUMATD C y4eToM (peHOTHNa: 10-
Ka3aHO, YTO MeXaHMuecCKasl BEHTUJISLIMS He MpPOeBaeT
*un3Hb y nauuentoB co CMA tunos la u 1b 1 He MeHsieT
€CTEeCTBEHHOTO TeyeHust 60s1e3uu [3].

2. Tlo sxenaHuio ceMbM MaLMEHTA, BbIOJHWTb TPaxeocTo-
MUIO M TNepeiTH Ha MHBAa3WBHYIO MEXaHUYeCKYyI0 BeHTH-
TISILMIO JIETKKX.

3. Wcrnonb3oBaTb Cpe/ICTBAa HEMHBA3MBHOI PeCMUPaTOPHOI
TNOAJIeP>KKHU, BKIIIOYAsi HEMHBA3MUBHYIO BEHTUISILMIO Jier-
kux (HVIBJI), o4MCTKY ZIbIXaTeNbHbIX MyTel C MOMOLIbIO
MaHyaJbHbIX TEXHUK OTKALUJIMBAHMS UJIM C IPUMEHEeH’eM
MeXaHU4eCK1X OTKaLIMBaTene.

OueHb BaskHO, 4TOObl BpauM, Befyllye NALMEHTOB CO
CMA, cMmornu J0BeCTH 10 CBeZIeHHs pOZIMTerIelt 3TU TpH MoA-
X0Zia M MO3BOJIIIM CEMbE, B KOTOPO#1 pacter 60JIbHOIi pebe-
HOK, BbIOpAaTb HAMYUILMIT ISt HUX BapHaHT.

Kaskercs, uTo ycunmst v skepTBbl, Ha KOTOPbIE UAYT POIM-
TeNu panu NpoxJieHus KU3HU CBOMX JieTeil, — HeonpaBaaH-
HO BEJIMKM, OIHAKO POZUTENH, yXaKMBAIOLIKe 33 IeTbMU CO
CMA, oLieHMBAIOT Ka4€eCTBO XK13HH JieTeii ropas/io Bhille, ueM
Menuky. Takske, HECMOTpSI HA TO, UTO BOCIUTAHKE GOJBLHOTO
pebetka Tpebyer Ha 60 % Gorblile YCHIHIA, YeM BOCIUTAHKE
mo60oro 370poBOro pebeHKa, OHM He CUMTAIOT YXOZ 3a Ma-
LIMEHTOM YEM-TO CBEPX Mepbl 0OPEMEHUTETIbHBIM [9].

IMpunsTHe pellienns Ha Mo6GOM Tane — Havase, NpeKpa-
LLieHNH UM MoarUKaLMK PeClMpaToOpHOii Tepanuu — y na-
uneHToB co CMA siBnIsieTcst KpaeyroyibHbIM KaMHEM M Haxo-
IMTCS Ha TlepecevyeHn MeIULIMHCKON MPAKTHKH, TICHXOJIOTMH
¥ r'yMaHUCTUYECKOro noaxona. [paktuuecku B Kaxa0M Ciy-
uae Tpebyercs UCIosb3oBaHue nportokona Shared-decision
making. I[1pit 5ToM HeOOXOAMMO YUNTBIBATDb, YTO Y ATl CO
CMA He HaOmonaeTcst OTKIOHEHHI B YPOBHE YMCTBEHHOTO
passutus!

[punsTre pelieHns HEOOXOOMMO He Mo3nHee 3-X Me-
csueB Mocse nocraHoBku auarHosa CMA c onpeneneHnem
THna/moxgTuna 3abonesauus, ocobenHo npu CMA 1 rtuma.
Bectu nauuenTa poymkHa MHoronpoduibHas komanaa (me-
Iuarp, reHeTuk, $U3MOTepaneBT, aHECTE3WOJION, pecrupa-
TOPHBIA TepamneBT, Bpay CEMENHON MEeIOMLUHbI, MCUXOJIOT,
aIMUHHCTPATOP), KOTOPasi B KOMIUIEKCE MOKET OOBSCHHUTH
CUTYaLIMIO U BbICIyLLIATb posuTeneii pebeHka co CMA.

Mezuku JOJKHBI 00BSICHUTb BCE IUTIOCh! I MUHYChI MHBA-
3WBHOI, HEMHBA3UBHO BEHTUJISILMK 1 TPAaXeOCTOMUH, Npes-
cTaBisist MHGOPMALIMIO HA IPOCTOM si3bIKe, 6€3 MEIULIMHCKIX
TEPMMHOB, HEMpPEB3SITO, IEMOHCTPUPYS! HAMTISIIHYIO CXEMY.

Mezukn [OMKHBI OOBSICHUTD, YTO €CIM BbIOpaH MyTh
NaJyIMaTUBHOM MOMOLLM, 3TO O3HAUAET, UTO MaIMaTUBHbIe
CIeLManmCTbl OYAyT OKa3blBaTh BCIO HEOOXOAMMYIO MOMOLLIb
nauueHty. Eciiu poanTenn 0TKasbiBalOTCSl OT MeXaHUUeCKoi
BEHTWISIUMK M MCMOJNb30BAHMSI MEXaHWYEeCKOro OTKALIIH-

TskecTb 3a00n€BaHNS IlnarHo3s CMA Harpyska Ha cembio

C

He mewatb npupoze A Jleuutb

Cembs
HUBJI kak XOCITUC HUBJI MBJI + TpaxeocToma
Heycnerxo YenewHo
Cembs
Aoanmuposano V. A. Sansone / Neuromuscular Disorders 25 (2015) 979-989

Puc. 2. Crparterus PT B 3aBUCMMOCTH OT THMa HApYyLIEHNS! AbIXaHUsI

veduyuHa (Pe
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Baressl, CYLECTBYeT BCIOMOraTeslbHasi HU3KOMOTOYHAs
OKCHreHallMsl, OUMCTKAa HOCOMJIOTKM acMpaTopoM, BbI6Op
TOJIOKeHus1 JU1st pebeHka, Hebyraiizep ¢ pru3pacTBOPOM, UM-
MYHM3aLusl, TMTaH1e 4yepe3 HasoractpasnbHbli 3014, HUBJI
C HM3KOH pasHuueit nasnenuit. Llenbro Takoil nomoum sB-
7ISeTcs NMOoAAepKaHWe CaMOuyBCTBUS MJIafleHLla HACTOJIbKO,
HACKOJIbKO 3TO BO3MOXKHO. [IoMOlLlb 10J)KHA OCYILeCTBISITh-
csl MHOronpogusbHOI KOMaHJO/ CHeLManuCcToB, KOTopasi
Gasupyercs Henaneko Ot JoMa naumenta [3].

B cnyuae, ecnyt BbiOpaHa nammaTiBHAs TOMOLLb, MELLIOK
Amby, pecrinpaTopHast Moaaepskka 1 MOHUTOPUHT (OKCHMET-
pust), a Takke Maccax CepAla B 9KCTPEHHON CUTyaLuu He
TpeOYIOTCS; IKCTPEHHYIO MOMOLLb NALMEHTY TaKKe OKa3blBa-
eT NajMaTUBHas KOMaHa.

Menukam crnefyer yuuTbiBaTh, UTO MALMEHTbl B CIyvae
Pa3BUTHSI COMYTCTBYIOLIMX PECNMPATOPHbIX MHPEKLMi npu
HeoOXOIMMOCTH GyayT MHTYOMPOBAaHBI C IOCTIEAYIOLLElt IKC-
Ty6arteii mo nporokosny [16]. [py HEOOXOAMMOCTH MOBTOP-
HO#1 MHTYOALMM Tpaxen MOKET PacCMaTPUBaThCsl TPAXEOCTO-
MHMS$1 KaK onTUMasbHoe pelieHue. [Ipu oTkase cembu cienyer
npemioxuts HUBJI u mexanuueckuit otkaunmsarenb. On-
HAaKO B TaKOM CJlyuae Heo6xomnMMo Oyner NpuiTH K 10roBo-
PEHHOCTH C POLUTENISIMU, UTO €CJIM 3Ta CTPaTerusl He MOMO-
KeT, TOBTOpHasl MHTYOaL1sl MPOBOAUTbCS He OyneT. B Takom
cilydyae Bpauu M ceMbsi OYAyT NOCIeN0BaTebHO MPUIEPsKH-
BaTbCsl MaJUIMATUMBHOM CTpaTeruu, B pamkax koropoi HUBJI
MO3XeT ObITb MCMOJIb30BaHA KaK MOMOLLb pebeHKy B IpoLiec-
C€ MUPHOTO U JJOCTOMHOrO YMUPaHUs B OTIEJIEHUN JETCKOM
MHTEHCUBHOI1 Tepanuy, B Xocnuce unu goma [17].

HMBJI MoXeT NCrosb30BaThbCs KaK 1 KOHTPOJISI CUMII-
TOMOB M oMol B fomainux ycnosusix (HVBJI ¢ Huskoit
pasHMLell naBneHuit), Tak U (GaKTUUECKW JUISt MPOAJIEHUs
su3Hn (HMBJI ¢ BbicOKOIt pasHuLielt AaByieHuit).

[IpeBeHTHBHAsl pecrMpaTOpHasl MoAjepskKa MaleHTOB:
OYMCTKA JIbIXaTeJIbHbIX yTe#! C TIOMOLLIbIO Pa3IMUHbIX TEXHUK
OTKAlLUIMBAHUSl, UIHBAa3WBHAsl Y HEVHBA3WBHAs! BEHTUISLIMOH-
Hasl MOAZEpKKAa M MPaBMIIbHO MOJOOpaHHAs HYTPUTHBHAs
NOJJepsKKa NMPOJJIEBAIOT XKM3Hb NaLMEHTOB CO CMMHAJIbHOM
MblILIeYHO!1 aTpodueii nepBoro tuna [7-8].

Pecnupamopnas mepanus npu CMA 2-20 muna

PecniuparopHas nopnepskka nauueHtos co CMA 2-ro tuna
HeobxozMMa 7151 oOecrieyeHHs! KauecTBa W MPOJIEHUs MX
xu3Hu [10]. [pyu HapylIeHnK bIXaHusl BO CHE CieflyeT Mpu-
MeHSITb HeMHBa3KBHYI0 BeHTUsuUmio jerkux (HUBJI), a npu
CHM3KEHUM MPOAYKTMBHOCTH KalJIsl — MCMOJb30BaTh BCIIO-

MoraTeJsibHble TeXHUKM oTKaimBanus [3—9]. CornacHo Aityc
[11] 38% u3 100 nauuentos co CMA 2-ro tuna norpe6o-
Banacb HVBJI, a 15% Oblna nposezena tpaxeocromust. [o
naxHbIM Wallgren-Pettersson C., [4] 12 13 107 nauueHToB co
CMA 2-ro tuna B BospacTe oT 1 rona 10 24 net HaXonuJIUCh
Ha VIBJI, mpuuem BO Bcex ciydasix MCMoJb30Basach HEMHBA-
3MBHas pecrnuparopHas noaaepka. bonee tToro, 6b110 BbisB-
JIeHo fiBe rpynmbl nauueHTos. B nepsoit rpynne HYBJI notpe-
6oBaach 10 HaCTyIJIeH!s! 7-JIETHEro BO3pacTa, MokasaHuem
K UeMy CJTy>KMIIM YacTble pecrnipaTopHble MHeKunu. Bo BTO-
POt rpymnne BEHTWIISILMS JIETKUX NoTpe6oBasach B BO3pacTe
ot 10 no 24 ner [13].

[lporHo3upoBaTh 1 CBOEBpEMEeHHO AWAarHOCTUPOBATh pe-
crpukTrBHYt0 JIH nossonser onpenenenve OXKEJI: npu 20—
30 % OT HOPMbI OTMEUAETCS BbICOKMIt PUCK JIETOUHbIX OCTIOXK-
Henwmii. [Tpy nukoBoit ckopocty Kauws ([1CK) < 270 n/mun
3HAYMMO CHIKAETCsl COCOOHOCTb APEHUPOBATD IbIXaTeslb-
Hble NyTH. JleTr 0CcOOeHHO MOABEpsKeHbl PHUCKY Pa3BUTHS
IblXaTeJIbHON HeJOCTaTOUHOCTH NP BUPYCHbIX MHQEKLMSIX
TbIXaTeNbHbIX MyTedl.

Jl1st npeBeHLMY HEPOKOTHUTUBHBIX W KapAUaJlbHbIX Ha-
pylLLeHnit HeoOXonMMa CBOEBPEMEHHAs INarHOCTHKa HOYHOI
rUINOKCeMHU U runepkantuuu. [1pu aToM koppensiuus GyHKLUK
nerkuX 1 3¢pHeKTUBHOCTH IbIXaTelbHON MyCKyaTyphl B IHE-
BHOE BpeMmsl €71a00 COOTHOCSITCSI C HOUHO MMITOKCEMHUENt 1 -
nepxanHuelt; Bersanini et al. [14] BbIsIBUIIH, UTO 3TO YCUIMBAET
HEOOXOIMMOCTb PEryJISIPHOI OLIEHKH JbIXaTesbHOM (PYHKLMK
B HOUHOe BpeMsi. HouHast mynbcokcnmetpust — Hanboree 3¢-
($eKTUBHbII MeToZ, MOHUTOPMHIA HOYHOH TMIOBEHTWIISLMN
1 06cTpykTHBHOTO anHo3 cHa (OAC) y nauunentos co CMA 2-ro
Tvna. JKenarenen upeckoxublit Monutopunr PCO, (TcPCO,).

TpaxeocTomusi oKa3aHa TOJIbKO B OUeHb PEAKMX CITydasix
[15]. B yacTHOCTH, P OZHOM M3 CIeYIOLLUX YCI0BUit: 1) Ts-
Kenoit 6yb0apHoit AUCHYHKLMY; 2) HEBO3MOSKHOCTH KCTY-
GupoBaTh MaLMeHTa, HECMOTPSI Ha COOJIIOAEHHe MPOTOKOIA
3KcTyOaLuK, B TeueHre Oosiee IBYX Helesb; 3) NALMEHTy He
yaaercs nosnb3osatbcst HVIBJ1/ naunent e nepenocut HVBJI;
4) Bpemst 6€3 HCIOJIb30BAHMsI BEHTIIISILIMY COCTABIISIET MEHee
30 MUHYT B CyTKH; 5) HEBO3MOXHOCTb 3 PEKTUBHOI OUMCT-
KU JIbIXaTeJIbHbIX MyTel, HeCMOTPSs! Ha MPUMeHeHHe MeXaHH-
4ecKoro oTkatiuaresns. [1py 1060M MoKasaHuK Aist PeKo-
MEHJaLKK1 TPaxeoCTOMUH HEOOXOANMO MH(OPMUPOBAHHOE
cornacue nauuenTa / poauteneil. [lonHbii cnucok npeumy-
LLIECTB M OrpaHUueHuit NP1 TPaxeoCTOMMH Il KOHKPETHO-
ro nauueHta TpedyeT oOCYsKIAEHHsS] B MEXAMCLMIUIMHAPHOM
KOMaHzle CreLyanncToB, AOMyCKasi BOSMOKHOCTb TOTO, UTO

SMA family registry data
SMAI SMA I SMA I
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

SSN 2616-339X

V. A. Saasone et al. / Neuromuscular Disorders 25 (2015) 979-989
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TNokasanus nns HYUBJ1 y CMA-nauuenTos 2 tuna (afantipoBaHo 13 PykoBozcTBa no pecnpaTopHoit Tepamniu) [3]

IIposenenue HUBJI B HOuHOE Bpemsi MOKa3aHO MaLUeHTaM CO CIeAYIOLMMI CUMIITOMAMMU:

IHeBHast runepkantus (.e. CyTouHblii nokasaresb PCO, > 45 MM pr. ct.)

HapymeHVle JAbIXaHVs BO BpeMs CHa — B 3aBUCUMOCTH OT HAJIMYKUA
CUMIITOMOB

PaCO, > 50 mm pr.cr. 6ostee 25 % OT 06LLero BpeMeH# CHa
OGCTpPYKTHBHOE aNMHO3 CHA Y JeTeli:

A. EcTb xpar, 3aTpyaHeHHOe, NapafoKcanbHoe Wi 0OCTPYKTHBHOE
IIbIXaHNe BO BPEMS! CHa, COHJIMBOCTD, I'MIEPAKTHBHOCTb, OBEZIEHYECKIe
npo6embl 1160 MPo6IEMbI B 00yUeHNN.

B. Ha nonmcomHorpadui 0nHO i HECKOJIbKO 0GCTPYKTHBHBIX
anHo3, CMEeLIAHHbIE arHO3 WJIM TUIIONHO3 B TEUEHUe Yaca CHa, Win
Kak MUHUMYM 25 % obliiero BpeMeHH cHa c runepkannueii (PaCO,
> 50 MM PT. CT.) B COUETaHNH C OHUM MM GOJlee MpU3HaKamHu:

a) xpar;

6) BbIpaBHMBaHK1E KPUBOI1 MHCIIMPATOPHOTO HA3aJIbHOTO J1aBJIEHNS];
r) napafioKcanbHOe TopakoaboMIHANbHOE JBIKEHIe

[lapanokcanbHoe fblxaHre 1 fedpopMaLyst TpyAHO# KIeTKU

ToBTOpHBIE pecrrpaTopHbie MHPEKLNH, TPeOyIoLL1e FOCIUTAIM3aLMN
(Gonee Tpex 3a rozx)

OrcyTcTBHe MpUOABKH B Bece

Jlnst nauneHToB, KoTopble yxke ucnonb3yoT HABJI B Hounoe Bpems,
HVBJI B nHeBHOE Bpems OKa3aHa B CJIE[yIOLIMX CITyUasix:

CamocrosiTesbHOE MPOJJIEHNe HOUHOM BEHTHIIALMK Ha Bpemst Gozp-
CTBOBaHMUSL.

AHOMaJIbHOE ITI0TaHMe U3-3a OfIbILLIKH, KOTOpast 06JIeryaeTcst mpu
ucnosb3oBanur HUBJIL.

HeB0o3MOKHOCTb MPOW3HECTU NOJIHOE NPeaJIOKeHe Oe3 OJIbILLIKH.

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

nieyeHue Gyner OrpaHUYeHO CUMIITOMATHYECKON Teparive,
HarpasJIeHHOM Ha COXpaHeHe HaujTy4LIero KauecTBa KU3HM.
Takke HEOOXOIMMO YETKO OrOBOPHTB, UTO CTPATErHs Jieye-
HKSI MOKET ObITb M3MeHeHa B JII000e Bpemsl.

Pecnupamopnas mepanusa npu CMA 3 muna

Y naumentos co CMA 3a Takke MOeT pa3BMBaTbCs MaTosI0-
rryeckast yTomssieMocTb guadparmbl, ObICTPOE TOBEPXHOCT-
HOe IpIxaHue 1 runoBeHTHsLKs. Heobxonnmo obcnenosath
Ha NpeMeT Hamnuus 0OCTPYKTUBHOrO anHoa cHa (OAC) 1 Ha
npeaMer npo0sieM NpM NpreMe MUK ¥ [MIOTaHWH U CKO-
nvo3a. TMauuenter co CMA 3b 1 CMA 4 He umetor npo6iiem
C IbIXaTeNIbHOM (PYHKLIME! B COCTOSIHUM TIOKOSI, TI03TOMY MM
criefyeT MPOBOAUTb OLIEHKY NPU Harpyske.

B uccnenosannu loos et al. BkoueHbl 12 nalmeHToB €O
CMA 3-ro tvna. M3 nux 4 (33 %) Hy>knanuch B pecrnupaTop-
HOW MojajepsKKe, B YaCTHOCTH, B TEPUOANIECKON TUIEpHH-
cypdnauun (MBJl ¢ nepemeskarolMMCsl MOJIOKUTENbHBIM
naeneHvem, [IPPV)[11].

HapylueHue fbixaHusi BO CHe: COIIACHO MOJy4€HHbIM
IaHHbIM, y naurenToB co CMA 3-ro Tuna vaiie Habmonaer-
cs OAC, CPAP-Tepanust siByisieTcs JOCTaTOYHO 3¢ EeKTUBHOI
[15].

Pecnupamopnas mepanus y 6onvrsix CMA,
nepenocsiujux OPBH / nneemonuio

Jlo nuTyGarmm Tpaxen Kaxable 2—4 daca, 6o yarlie npu Ha-
JIMYMK OOMIIBHOTO CEKpeTa:

1. ToBopaumBaTh nauxenta ¢ GoKy Ha GOK WM Ha CIIHHY.

2. Hcronb3oBaTb OTKAIIUBATEND (MO CXEME).

3. Cannmposatb BJIIT (136erasi, mo BO3MOKHOCTH, [TyOOKO#
CaHalyu).

4. Tlpu arenexktasupoBaHuM (peHTreH) — MO0 MHTYOALMS
tpaxeu, mbo HUBJI B pexume (BiPAP) (IPAP 16...20
EPAP 4...8) B koMOuHaLuu ourcTkoit BT

5. Cnenyer usberatb nncydnaimu kucnopopa 6es BiPAP,
TaK Kak 3TO NPUBELeT K 0CTabIeHHIO JbIXaTeNbHbIX YCH-
JIMA, aTeNIeKTasy U MOHMKEHHOMY BbIIeJIEHHIO YTIIEeKUCITO-
ro ra3a. Ecnm pasBuBaeTcst TsKenast OfiblilKa, TaXxuKapaust
10—20 % BbliLie MCXOZHOA, MHTYOALMIO JyYLLle BbITOJHUTD
yrpeskaaLLMM 06pasoM.

6. HyxHO ObITb FOTOBBIM K MHTYOALMM, IOTOMY YTO TaKHe
NalMeHTbl MMEIOT MOBBILIEHHYIO MPeAparnooKeHHOCTb
K TOSIBJIEHUIO BarajgbHOro cuHapoma (Opaaukapmuisi)
B OTBET Ha CTPecc, KOTOPbIit MOKET ObiTh OblCTPOOOpa-
TUMBIM TIpM TpeKpalleH!d IefCTBUSI BbI3BABLUIMX €ro
($aKTOpOB U NPY HEMeJIEHHON Tofiaue KUCIOPOoa Yepes
Macky uim 6es Hee.

Axcmybayusa nayuenma co CMA

1. AdebpunbHblit.

2. He TpebyeT HOMOHUTENBHOTO KUCIOPOAA.

3. PeHTren rpyiHO#l KJIeTKM MOKa3blBae€T OTCYTCTBUE aTe-
7eKTasa Moo UHPUIBTPATOB.

4. TlpueM cefaTHBHbIX NpeKpalleH 24 yaca Hasaz.

5. HeoGxommmocTb B OTCOCE MOKPOTBI M3 IBIXaTeIbHbIX
nyTeit 6J113Ka K rpaHuLie HOPMBI.

2018.

7 MeouyuHa (Periopera
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6. 9xcrybrposaTth ¢ nepesosom Ha HUBJT (6e3 nmm ¢ Muum-
manbHbiM O,), B peskume BiPAP (IPAP 12...20 cm Bog. cT.,
EPAP 3...6 cM BOg. CT.); €cy 4acToTa CIOHTaHHOTO JiblXa-
HUSI HU3KAsl, TO PEKMM CMOHTAHHOTO CMHXPOHM3MPOBAH-
Horo AbixaHusi (Spontaneous/Timed) ¢ rapaHTHPOBaHHOM
MMHMMaJIbHOM 4acToTO# bixanus (backup rate).

7. Ianuble okcuMeTpuu B kauectse feedback.

Baxkyunayus

Jersm co CMA crapiue 6 MecsileB JoJkHa ObITh Mpezsio-
KEHa eXXerojHas MHaKTMBUPOBaHHas BaKLIMHA TPOTUB IPUII-
na; Miazie 2 JieT — J0JDKHA ObITb MpeNsoXKeHa OfjHa 1033
13-BasieHTHO! NMHEBMOKOKKOBOM KOHbIOTMPOBAHHOM Bak-
LIMHDI; CTapLLe JBYX JIET JOJIKHbI OJIYUUTb OZHY 103y 23-Ba-
JIEHTHOIM THEBMOKOKKOBO NOIMCaxapyuaHOM BaKLWHbI, B TOM
yycrie JieTy, KOTopble paHee Mosnyuuny 13-BajeHTHYIO MHeB-
MOKOKKOBYIO KOH'bIOTMPOBaHHY0 BakLHy [14].

Jletsim 1o ABYX JeT [0JKHA MPOBOAMTHCS UMMYHOIpPO-
¢dunakriika npenaparom IlannBuzymad [uist npemynpesxrie-
HUS PECNMPaTOPHO-CUHTULMAJIBHONM BUPYCHOWH MHQEKLMH.
[Ipenapat BBOOUTCSI BHYTPUMBbILLIEUHO B JO3UPOBKe 15 Mr/Kr
onuH pa3 B 30 oHeiA, ST pa3, HauMHasl C HOsI0psl, B epBble 2
rona xusHu pedeHka [47].

Monumopune

ViamepeHue JIHEBHbIX ra30B KpOBHW. JlHEBHasl rUmepKarHus
yKa3blBaeT Ha MIOBEHTIIISLIMIO KaK BO BpeMst GOZpCTBOBa-
HMSI, TAK ¥ B HOYHOE BpeMsL.

OKcH- M KalHOMEeTpHSI — HET PaHIOMM3MPOBAHHbIX HC-
CJlejoBaHMHiA, OIHAaKO €CTb KOPpeJIsILUs TMIepKaIHUM U Jieca-
Typauuy KUCI0POza.

IMonncomHorpadusi He SIBJISIETCSl YHMBEPCAIbHBIM HC-
CJlejoBaHK1eEM, OIHAKO B PEXKMMe TUTPALIMOHHON HOUM MOKET
ObiTb Mos1e3HoN npy Hauane HYBJL

HympumueHnas noddepcka

1. CamocrosiTenbHble KOpPMJIEHWSI MpeKpallaloT B CBSI3U
C MOBBILIEHHbIM PUCKOM acNMpaLyry Ha TOT CJy4aid, eciu
noTpebyeTcst 3KCTpeHHast UHTYOaLKSI.

2. Ecnn naysa Gornee 11ecTy 4acoB — Ha30€IOHAJIBHBI 30HM
C UCIOJIb30BaHNEM 3JIEMEHTAPHO MM JIETKOYCBOSIEMOM
CMecH, cofiepskallieit MpOTenH.

3. Ecnu unTybauus HenzOexHa, a PUCK aclUpaLMy BbICOK,
TO Ha Bpems nay3bl — NapeHTepaibHoe MUTaHne, COCTO-
siee 13 moko3bl 10—15% 1 aMMHOKHKCIIOT M3 pacuera
1,5 r/Kr Maccbl Tesna/cyT) ¢ BATAMMHAMM 1 3J1eKTPOJIUTa-
MH.

O6cyxaeHue

HenHBasuBHas BEHTWIISILMS NIETKUX NpeACTaBiser co0oii Xo-
poLLIyt0 anbTepHAaTHUBY TPaXeoCTOMMM Y MHBA3UBHO! BEHTH-
JISILMK M CNOCOOCTBYET HOPMabHOMY pasBUTHIO peurt. Bornee
KOMOPTHA M afaNTHPOBAHA K COLMATIbHOM JKU3HH MTALIMEHTA.
[pu ycnoBum xopoliieit nepeHoCMMOCTH MHTepdeiica Xxopo-
L0 BbIpaskeH KOMIUIAieHC Teparuu, UTO NPOSIBIISETCS B Ky-
MUPOBAHUM CHMIITOMOB TMIIOBEHTWISILMM U TUIEpPKATHUM.
[penotBpaliiaercs fonroBpeMeHHast fedopmaliuisi rpyaHoit
KiIeTki. KoMOMHALMS C MeXaHMYeCKMM OTKalLIMBaTeseM

T03BOJISIET 3HAYMMO YJTy4IIMTb KAUeCTBO JKM3HHM, YMEHBILUTD
4acToTy MHQEKLUMOHHBIX 000CTPEHMIl, UHTYOALMI, 8 TaKXKe
YBEJIMYUTDb YaCTOTy GE30MAaCHbIX IKCTYOALIHIA, YTO MO3BOJISIET
PEKOMEHIOBATb MCIOJIb30BAHHE JJAHHOM CTpATErMu pecriu-
PaTOPHO¥ NOAJEPsKKHU IIPY OKAa3aHUU MEAULIMHCKO MOMOLLH
CMA-natyeHTam.

BbiBOAbI

1. Jleuenne CMA-nawyeHToB, B 0COOEHHOCTH pecrnmpaTop-
Hasl Tepanusi, B YKpauHe OCTaeTCsl HaCYLHOM MeaWLIMH-
CKOI1 1 COLIMaJIbHOI TPOBIIEMOIL.

2. Wcnonb3oBaHue efMHOro Moixofa K MNpOBeNeHHI0 pec-
MMUPaTOPHON Tepanuy MOKeT YJIYULIMTb Ka4eCTBO SKU3HH
Kak CMA-nalmeHToB, Tak U UX CEMEN

3. lonynspusauus coBpeMeHHbIX METOAMK PecrnupaTopHOii
Tepanuy MO3BOJIUT YJYYLIMTb KaueCTBO MeIMLIMHCKOM
TMOMOLLY M COKPATUT CPOKM NMPeOblBaHUs JaHHOI KaTero-
pyu nauueHToB B otaenenusx UT.
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Ornisim pecniipaTpHOi Teparii y naui€eHTiB 3i ciiHaIbHOIO M’5130-
BOIO aTpodieio

Apmenmenko B. I0., [Inomna O. B.
Meouynuii Llenmp “MEJIIKAIT’, Odeca

Memoto yiei cmammi 6yJio cucmemMamu3yeamu HAs6HI JimepamypHi
OaHi ma npedcmasumu 3a2anbHi pekoMeHoayii wjo0o pecnipamopHoi me-
panii y nauienmis 3i cninansHO-M 5308010 ampogiero. CninanbHa M’s306a
ampogis (CMA) - ye eaxcke Helipom’s306€ 3aX80PHOBAHHS 3 AYMOCOM-
HO-PEUeCCUBHUM YCnaoKyBaHHAM 3 0e2eHEPauielo anbpa-MomopHUX
HelpOHi8 Y NePEeOHIX po2ax CNUHHO20 MO3KY, WO npu3gooums 00 npozpe-
CYI0HOI NPOKCUMAIIbHOT M'53080i cnabkocmi ma napanivy. Ieru SMIN 1-2
nOMeRYItiHO KoOytomb ideHmu4Hi OKu, X04a OibWICe MPAHCKPUNIMIE
2eris SMIN1 € nosrHoposmipHumu, mooi sk GibLuicmb MpaxcKpunmie
2erie SMIN2 He micmamb 7-U ek30H. Tomy een SMINZ nuwie 4acmkogo
pyHkyionanshut, i y nayiermie 3i CMIA (CMA-nayienmu ) 8upo6nsiemscs
mano nosroyjittoeo 6inka CMH. Ipu ysomy quco koniti SMIN2 He moce
86AXCAMUCS MO4HUM NPOZHO3HUM GHaKMOpoM 01151 OYOb-K020 NEBHO20
nayienma. OCHOBHUMU NPUHUHAMU JIeMAIbHOCI MA NOZIPUWEHHSM KO-
Ccmi cummsl € PO36UMOK 8MOPUHHOI OUXA/TbHOI HE0OCMAMHOC.

Tun 1 (a, b, ¢) — Hatimsxcauli: paxkiti noyamox i giocymHicme pyxoeux
30i6HOCMel, 3a38uHatl NAYIEHMU 3 3aX80PIOBAHHIM 0aHO20 muny 00-
acuearomb He OistbLiie Hie 00 2-X POKIs.

Tun 2 — npomicruti mun, XapakmepusyembCs NI3HIWUM NOYAMKOM, na-
yieHm Mooice nputimamu cuosHe NOJ0JCEHHS; NAYIEHM Moxce 00ca2mu
00poc020 BiKY.

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

Tun 4 — “0opocna gpopma’, nposiensemocs y 6iui 60 10 0o 20 pokie abo
6i0 20 do 30 pokis i Mae cnpusmauguli NPO2HO3.

OcrogHUMU npuHURAMU OUXAJIbHOI He0OCMAMHOCMI Y NAUIEHMIE 3 Hell-
POM’S308UMU 3AXBOPIOBAHHAMU € CNAOKICMb OUXA/IbHUX M'S3i6, Henpo-
OYKMUBHULI Kawesb ma nopyuwieHHs OuXaxts y cHi. Cabkicmey ouxay-
HUX MA3i6 6USHA4AEMbCS SK HECMPOMOXCHICMb OUXAIbHUX M’A3i6, WO
3HAX00SMbCS 6 CMAHI CNOKO0, CMEOPUMU HOPMAIbHUL piéeHb mucky i
weudKocmi nomoky nosimps npu xodi i euxodi. Ciabkicmp 3ycmpiva-
embcs Hacmo. Ilayienmu 3 Helipom’a308uMu 3aX60PIOBAHHAMU MAIOMb
antxoe ysi cHi, ocoonueo 8 PEM-¢asi cHy, npu ypomy HatiHacmiuiolo
$OpMOI0 MAKo20 NOPYWIEHHS € 2in0BeHMUNAYIS. 3 Hacom 2inoeeHmu.iA-
yist Y 6i cri Mooce HaBysamu Ol MPUBANO20 XAPAKMEPY, WO NPU360-
Oumb 00 PO3BUMKY BaXCKOI hopMU 2iNOKCii, nidULeHHs piHs 8y2/eKuc-
J1020 2a3Y 6 KpOGi Ma npu2HiveHHs aKMUueHOCMi OUXabHO20 yeHmpy. B
pe3yibmami nposedeHo20 02150y imepamypHUX OGHUX 3anPONOHO6A-
Ha cmpamezis pecnipamopHoi niompumku y CMA-nayienmis.

Knrouosi cnoea: cninanvha m’s306a ampogis, pecnipamopHa nio-
MPUMKA, HEIHEA3UBHA 6EHMUJIAYIA JIE2EHb, 2INOBEHMUIIAYISA.
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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 SMINZ 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.
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