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MABA 1

[aHHbIA CNPABOYHUK COAEPKUT
MHPOPMaLMIO O CTaHAAPTaxX NO yXoA4y 3a
nauMeHTaMm C CaMoi pacnpoCTPaHEHHOM
dbopMoii CNMHANbHOM MbllLeYHON aTpodum
(CMA) — CMA 5q (cm. rnaBy 2 «[eHeTHKa n
AMarHocTmnka»). CnpaBOYHUK NpeaHa3HaveH
ana s3pocabix co CMA 5q, a TakKe ana
poauTenemn n 1L, yxarkMBarLwmx 3a
aetbmm co CMA 5¢. 3agaya cnpaBoyHUKa
— nNponHGOPMMPOBATb MALMEHTOB

0 TOM, Ha KaKyt NOMOLLb OHU MOTyT
paccynTbIBATb, YTOObI aKTMBHO Y4acTBOBATb
B 0O6CY)XAEHMN C BpaYaMM BCEX BapMaHTOB
MeANLMHCKOro yxoaa, Te4eHusa 601e3Hun u
COOTBETCTBYIOLWMX PELUEHUN.

MNpuBeneHHana B cnpaBoYHMKe MHGopmauma
M PEeKOMEeHZALNM He NPU3BaHbl 3aMEHUTb
paboTy Bawmx Bpavei. Ecamn Bbl B3pOC/bIi
co CMA, KOHCYNbTUPYMTECH C IeYaLLLUM
BPA4YOM MO BCEM BOMPOCAM, CBA3AHHbIM

C BalWmMm 300poBbem. Ecau Bbl poantesnb
pebeHka co CMA nnu yxaxkusaete 3a
TaKMM pebeHKOM, KOHCYNbTUPYNTECH C ero
NlevaliMm Bpavyom no BCeEM MEAULMHCKUM
BOMPOCaM M NpuBAEKanTe K 06CyKAEHNAM
pebeHKa, ecin ero BO3pacT 3TO NO3BOJIAET.

MonesHo umeTb ¢ cob0 KONMUIo AaHHOTO
CnpaBo4YHMKa, YTOObI Nepenatb ee
MeAWKaM, B C/ly4ae eCcim OHU He 3HAaKOMbI
co CMA. Ecnu Bbl HECOBEPLLUEHHONETHUN
pebeHOoK NnM MonoaoMN YeNoBEK, Mbl
pPEKOMEHAYEM YNTATb 3TOT CNPABOYHUK
BMECTE C TEM, KTO 3HAKOM C IaHHbIM
3aboneBaHMem, Hanpumep, ¢ BallMMU
poauTeNs MU, NHOAbMMW, OCYLLECTBAAKOLLUMMU
yXoZ, U Bpadyamu.

YT1o Takoe CMA?

CnuHanbHaA mbiweyHas atpodpua (CMA)

— pepKoe reHeTUUYECKOe HelpPOoMbILeYHoe
3aboneBaHue. OHO ABNAETCA NPUUMHOIA
nporpeccupyloweii mbilie4yHoi cnaboctu n
noTepu ABUraTeNIbHOI aKTUBHOCTU BC/IeACTBUE
rm6enn MOTOHEUPOHOB M BTOPUUHOU aTpodumn
MblwL,. 3a6oneBaHUe MOXKET BAUATb HA

CNOCOBHOCTb NON3aTb U XOA4UTb, AbILWATL U
rN0TaTh, LWWeBe/NIUTb PyKamMu, ABUraTb roN0BOIA

1 weei. CywecTByloT pasHble ¢popmbl CMA m
LUMPOKUA CNEKTP TAXKECTU 3aboneBaHMA y aeTei
1 B3pocnbix. Hanbonee pacnpocrpaHeHHble
dopmbl CMA u3BecTHbl nog, 06wmMm HasBaHMeM
«CMA 5g» 1 nogpasaenatoTcs HA HECKO/IbKO
«tunos» CMA (cm. «Kak nonb3osaTbcsA
CNPaBOYHUKOMD).
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ABTOPbI CNPaBOYHMKA NOHMMALOT, YTO B
Pa3HbIX CTPaHaxX pa3Hble BO3MOXHOCTHU
AN1Aa OKaszaHmA nomowm npu CMA,

N NO3TOMY pekomeHaauum bbiam
pa3paboTaHbl ucxoaa U3 MUHMMANbHbIX
CTaHAAPTOB YX042 U NOAAEPKKM,
Heobxoanmblix naumeHTam co CMA BHe
3aBMCMMOCTM OT MeCTa UX NPOXKUBAHUA.

YTO TAKOE «CTAHAAPTbBI MO yXoAYy
3A NTAUUMEHTAMU CO CMA»?

PekomeHaaLMKM NO yxo4y 1 TaKTUKe BeAeHUA
aeten n B3pocabix co CMA pa3spabatbiBanucb
MeXAYHapOAHbIM KOMUTETOM, B KOTOPbI
BXOANNM KaK MeaUKU, TaK U NauneHTbl. Mx
onybaukosanu ans cemein 8 2007 r. nog,
Ha3BaHMem «MexKayHapoaHble CTaH4apThbI
no yxoay 3a nauymeHtammn co CMA»1. Ho
6narogaps pocTy ypoBHA MeAULNMHCKOM
NMOMOLLM M yxoAa, CTaHOBUAOCb Bce bonee
04YeBUAHO, YTO KAYeCTBO XKM3HW Ntoaen co
CMA 1 nx cemeit MoKeT bbITb BbiLLE, YeM B
NPOLL/IOM.

CTtano AcHO, YTO NepBOHaYabHaA BepcuUA
CTaHAAPTOB He OTPaXKaeT 3TU USMEeHEHMUA.
MockonbKy BegeHme nauneHtos co CMA
TpebyeT y4yacTna pasIMYHbIX CNEeLMaANnCTOB,
26 3KCNepToB M NpeacTaBuUTeNnen
nauMeHTCKoro coobuLecTsa M3 AeBATU CTPaH
paboTtanu BmecTte B TeyeHue 2016 roga Hag,
obHoBNEeHMEM cTaHAapTOB2. B 3T0 Bpems

8 CLLA 6b1n 0a06peH nepBbIt NpenapaT
ans neyeHns CMA, Cnunpasa (Spinraza®,
MeXAyHapoaHoe HenaTeHTOBaHHOe
HaMMeHOBaHWE KHYCUHEPCEH»). ITO
CepbesHbI NPOpPbIB, HO AaHHaA Tepanus

He NPUBOAMUT K MOJIHOMY U3/IEYEHUIO OT
6onesHn n apdpexkTMBHoO paboTaeT TONbKO
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NpW YCI0BMM OY€Hb XOPOLLEro yxoaa
M NPaBUIbHOIO BeAeHMA NaLMeHTa.
MosTtomy HeobxoaAnMMOoCTb B 06HOBAEHUM

pekomeHAauui ctana ewe 6onee HacyLLHOM.

BHe 3aBncumocTtun ot
TOro, noaydvaet nauneHT
MeANKAMEHTO3HOE N1eHeHNE
UIN HET, NpaBUJ/IbHaA
nogaepirxKa, BK/o4ad
cMumMnTomatTnyeckoe

le4yeHne, NCUXO0NOTNYECKYIO
N COLMAaNbHYIO NMOMOLLb,
Heobxoanma ans
obecnevyeHns MakCMMa/ibHO

BO3MOXHOIO Ka4ecCTBa XKU3HWN.




3KcnepTbl pasaenmancb Ha paboume rpynnol

no cneunanbHocTAM. Kaxaaa rpynna usyyana
MEXKAYHAPOAHbIM ONbIT U PEKOMEHAALLNM
MMPOBbIX CNEeLNaNNCTOB No Hanbonee

3P PeKTMBHbIM METOLaM BeAEHMSA NALMEHTOB
co CMA. OHM NnpoaHann3npoBaaun HaydHble
nybaMKaLumM U ONPOCUIN MHOMKECTBO 3KCNEPTOB
M3 pasHbIX CTpaH. [pynna npu3Hana, 4to
KONMYEeCTBO Nyb6MKaLMIA O B3POCbIX CO

CMA HeBennKo, HO MHOTMe peKomeHaaumnm
NPMMEHMMBI KaK K AeTAM, TaK N K B3POC/IbIM
nauneHTam. Mpu BbIbOpeE HaMAYYLWLMX METOAO0B
yxoZ4a, Npexkae BCero, y4MTbIBatOTCA Caeaytoume
dakTOopbI: «PYHKLMOHANbHbIE CMOCOBHOCTU»
nauneHTa, T.e. CNoCobHOCTb CUAETb, CTOATH

nnn xogutb; BamaHme CMA Ha abIXxaTeNbHYO
bYHKUMIO; @ TaKKe Apyrve noBcegHEBHbIE
OENCTBMA, KOTOPbIE MOMKET NN HE MOXKET
BbIMOJIHUTb NaUUEHT. Takum 0bpa3om, AaHHble
CTaHAAPTbI MO yXo4y NpeAHa3HavYeHbl ANnA
nauMeHTOB BCEX BO3PACTOB. Tem He MeHee,
3KCMepTbl COLINCL BO MHEHUU, YTO HEOBXOAUMbI
JanbHenwmne nccnenosaHma sanaHmna CMA

Ha »KM3Hb MNALNEHTOB U COOTBETCTBYHOLLMX
ocobeHHOCTeN NoAAepKUBALOLWEro yXoaa 3a
B3pocabimu naymeHtamm co CMA. Bo mHormnx
CTPaHax yKe peanmsyoTca Uan 3anaaHMpPOBaHbI
noaobHble MHULMATMBDI, KOTOPbIe B ByayLiem
NOMOTYT CKOPPEKTUPOBATL CTaHAAPTbI NO YX04y.

ABTOPbI CMPaBOYHMKA NOHMMALOT, YTO B Pa3HbIX
CTpaHax pasHble BO3MOXXHOCTU /1A OKa3aHUA
nomowm npn CMA, 1 no3TOMy pekomeHgauum
6b111 pa3paboTaHbl UCXOAS U3 MUHUMASbHbIX
CTaHAAPTOB yX04a M NOAAEPHKKMN, HEOBXOANMBIX
naumeHtam co CMA BHe 3aBMCMMOCTM OT MecCTa
NX NPOXKMBAHUA.

HayuHble ctatbn — 2017

JunarHocTrKa n BegeHne nauneHToB

CO CNUHA/IbHOM MbILWEYHOM aTpoPUue.
YacTb 1. PeKomeHAaaumMm No ANarHOCTUKe,
peabunutaumm, opTonesmnyeckomy yxoay u
NUTaHuUIo).

B Hosbpe 2017 r., B pe3ynbtate paboThl
3KCMNepTOoB, BCTPEY M ANUCKYCCUM, Bblan
onybMKoBaHbI ABe Hay4YHble CTaTbk C
0b6HOB/IEHHbIMU pekomeHaaumammn3,4. OHu
6blnM HanmcaHbl 419 NPodecCUoHaNbHbIX
MeZNKOB M COAEPKAT MHOIO C/IOMKHbIX
MeANLNHCKUX TEPMUHOB 1 NOAPOBHOCTEN,
HeobxoAMMbIX MM B paboTe ¢ naunmeHTamm co
CMA.

[narHocTnka n BegeHne NaumMeHToB Co
CNUHANbHOW MbllLIeYHOM aTpodmenn. YacTb
2. PecnnpatopHaa U HEOTNOXKHAA MOMOLLb;
NleKapcTBa, 406aBKM 1 BaKUMHALMA; Npoyne
CUCTEMbI OPraHOB; 3TMKA




YTO Bbl HAUAETE
B AAHHOM
CNMPABOYHUKE?

Llenb gaHHOro cnpaBoYHMKa — caenatb
06HOB/IEHHbIE CTAaHAAPTbI MO yXo4y
NMOHATHbIMU ONA HecneunaancTtoB: ,ﬂ,aHHbll\;l Cl'lpaBO‘-IHMK 6b|f| I'IpOBepeH
MEeOULMHCKMMU CneLmannctamm —
aBTOPaMM BblLLIEYNOMAHYTbIX HAY4YHbIX
cTatei, onybanKoBaHHbIX B HOsibpe 2017.

opraHusauma TREAT-NMD paspaboTana ero
BMeCTe C NaUMeHTCKMMUM OpraHmM3aumamm
pa3HbIX CTPaH.

CaiiTbl NALMEHTCKUX OpraHU3auui

no CMA

4 Spinal Muscular Atrophy UK
www.smauk.org.uk

¢ Cure SMA
WWW.curesma.org

¢ SMA Europe
Www.sma-europe.eu

¢ Muscular Dystrophy UK
www.musculardystrophyuk.org

¢ TREAT-NMD Alliance
www.treat-nmd.org

Mbi NOCTapaNCb KaK MOXXHO ACHEe
00BACHUTH mMmeanunHCKmMe TeEpMnUHLI B
cnoBape TeEPpMUHOB.

[aHHbIN cnpaBoYHMK 6bl1 NpoBepeH
MeANLMHCKUMUN CneunanmcTamm —
aBTOPaMMU BbILLEYNOMAHYTbIX HAY4YHbIX
cTaTei, onybAnMKoBaHHbIX B HOAGpe 2017 T.

MepeBos BbINOAHEH BaaroTBopUTENbHBIM
¢doHpgom «Cembn CMAN» ¢ paspelleHums
OpraHu3aumnin NPUMHMMaBLLMX y4acTme B
CO34aHWM CNPABOYHUKA.

MepeBoaynk n pegaktop Mapua HUKMUTHUHA
MeguumHcknin pegaktop Kypbatos Ceprei
AneKkcaHaposuy
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KAK MO/Z1Ib3OBATbCA CNIPABOYHUKOM

CnpaBOYHUK pa3ae/ieH Ha r/1aBbl COOTBETCTBEHHO Pa3HbIM BUAAM KAMHUYECKUX NPOABAEHUN

CMA: Kaxaan rnaBa cogepXuTt nHGopmaumo o0 BegeHMN NaLUEHTOB C STUMM NPOABAEHUAMM, NX
OLLEHKE M1 BapuaHTax MeauLMHCKMX BMELLATENbCTB. Bbl yBUAMTE, UTO B KaXKA0M rnaBe 3a4acTyto
coAeprKaTca pa3Hble peKoOMeHAALUMN 1 BapUaHTbl yXo4a U BeAeHuUs, B 3aBUCUMOCTUN OT GU3NYECKUX
BO3MOKHOCTelM nan tTunos CMA, onucaHHbIx HuXKe. MNockonbKy CMA no-pa3Homy npoasaseTcs y
Pa3HbIX MALMEHTOB, HE BCE BapMaHTbl MOAXOAAT A1A BCEX.

Hanbonee pacnpoctpaHeHHana ¢popma CMA nssectHa kak CMA 5q. 3ta popma CMA
noapasaenaeTca Ha HECKO/IbKO TUMOB B 3aBMCMMOCTM OT BO3PacTa NOABAEHUA CUMNTOMOB U

ABUTaTe/IbHbIX BO3MOXKHOCTEN nayneHTa:

Tabnunua 1. KnuHnueckana knaccudpukauma CMA (Tabauua agantuposaHa mu3 RS Finkel ¢ coasr.,
2017, c. 597)

CpeaHuit Bo3pacr BavaHue mbiweyHoM cnaboctm Ha cnocobHocTb cuaeTb / XxoauTb

noasaeHna cMumnTomos

Tvn 1 Mnagwe 6 mecaues He moxkeT cuaetb namn nepeBopaymnBaTbCA CaMOCTOATENbHO

Tun 2 7 — 8 mecAues MoKeT cnaeTtb, HO He MOXKET CaAaMOCTOATENIbHO XO4UTb

Tun 3a 18 — 36 mecaues MoKeT XoaANTb, HO CO BPEMEHEM MOXKET YTPATUTb 3Ty CNOCOBHOCTb
Tun 3b 3—-18 net MoKeT XoAnTb, HO CO BPpEMEHEM MOXKET YTPATUTb 3Ty CMOCOBHOCTb
Twn 4 Crapwe 18 net YMepeHHbIe TPYAHOCTU C XoAb601 (ABUKEeHMAMM)

Mpu 3TOM BaXXHO NOMHUTb, YTO mexay Tunamu CMA, NnpoABAAIOLWMMUCA B AETCTBE, HET YeTKUX
rpaHuy, n yto CMA 5q 04eHb NO-pa3sHOMY BAUAET HA KaXKA0ro KOHKPETHOro naumeHTa. 370 Xe
KacaeTca u CMA, nposasumBLIECcA BO B3pOC/1OM Bo3pacTe. Kpome Toro, cenyac, Korga HekoTopble
naLMeHTbl MONYYatoT IevyeHme npenapaTtamu, pasnmyuns so BanaHum CMA Ha opraHM3m moryT 6biTb
ewe 6onblue. MoaTomy Tenepb NPU 06CYKAEHUM TaKTUKKN BeAeHMA NaumeHToB co CMA cTano ewe
Ba)KHEe CMOTpPeTb He TONbKO Ha TMN CMA, HO M HA KOHKpeTHble pusnyeckme BO3MOXKHOCTU. OHK
MOTYT COBMaZaThb C MPUBEAEHHBIMM B TabAMLLE UM OTIMYATLCA OT HUX.
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B AaHHOM cnpaBOYHUKE UCMONb3YHOTCA
cneayrouime ynpoLleHHble TEPMUHbI ANA
0603Ha4YeHns naumeHToB (1 aeten, n
B3POC/bIX), K KOTOPbIM MPUMEHMUMbI TE UIN

NHble PEKOMEHAaLUK Mo YXo4Y U BeAEHUIO:

B pekomeHgaumMAX TaKKe MOryT ynomMmnHaTbCA
TMnbl CMA, Kak B Tabauue 1, nnbo CMA «c
PaHHUM cTapToM». [1og, «PaHHUM CTapTOM»
nmeeTca B BUAY NoABaeHNne CMMNTOMOB

[0 WecTumecsayHoro Bo3pacta. Obbl4HO
NaUMEHTbl «C PaHHMM CTAapPTOM» — Hecuaauume.
Moa «b6onee No3gHUM CTaPTOM» MOHUMAKOT
nosBaeHue CMMMNTOMOB B BO3pacTe cTapLue
wectn mecaues. O6bIYHO NaUUEHTbI ¢ «bonee
NO34HUM CTapTOM» — CMAAYME NN XoaAaYne.

Korga Bbl 06cyKaaeTe TaKTUKY AENCTBUIA NpU
CMA co cneunannctamm, MOXKHO CNPOCUTb Y
HWX, KaKOW pa3gen B AaHHOM CNpaBOYHMKeE
NPUMEHMM K BaLLEeMY Cayyato.



INMABA 2

FTEEHETUKA
U ANATHOCTUKA

* TEH SMN1

BonbWMHCTBO NtoAen MMeeT ABe KOMUM reHa BbIXKMBAEMOCTU MOTOHelpoHoB SMN1 — no
OZHOM, YHaCNe40BaHHOM OT KaXKA0ro U3 poauTesieit. 9Tu reHbl cogepaTt nHpopmaumio,
Heobxoanmyto AnA BblpaboTkM 6enka SMN, KOTOpbI NOAAEPHKUBAET MKUIHEAEATEIbHOCTb
HUXXHUX MOTOHEMPOHOB B CNMHHOM Mo3re. Y ntogen co CMA 5g obe konuu reHa SMN1
OTCYTCTBYIOT UM UMEIOT MYTaLMIO U HE MOTYT Npou3soauTb 6enok SMN. bes sToro 6enka
HUXHME MOTOHEMPOHbI Pa3pyLLaOTCs, TePAIOT CNOCOOHOCTb NepeaaBaTb NEKTPUYECKUIN
CUrHaN OT MO3ra U NPMBOANTL B ABUMKEHWE MbiLWLbl. B pe3ynbTraTe MblllLbl C1abetoT, YTo
MOXET BINATb Ha CNOCOOHOCTb ABUraTbCA, AbIWaTb U FNOTaTb.

leH SMN1 pacnonaraetca Ha NATOM XPOMOCOME Ha y4acTKe, 06o3Ha4yaemom bykeol ‘q’,
NosToMy ocHOBHble Tunbl CMA nmetoT obuiee Ha3BaHne CMA 5q.

e TEH SMN2 )
Tabnuua 2. Konnyectso Konui reHa
B BbipaboTke benka SMN 3ageiicTBoBaH SMN2, HanBonee yacTo BCTpeyatoLeecs

MOTOHelpoHoB—2 (SMNZ2), KOTOpPbIV TaKKe
WMHOTAa Ha3bIBatOT «pe3epBHbim reHom» CMA.
Mpwu aToMm Bonblias YacTb 6enka, NPon3BeAeHHOrO
reHom SMIN2, He UMeeT BaXKHOro CTPYKTYPHOro
3/1eMeHTa, cofepKalleroca B benke,
nponssegeHHom reHom SMN1. Mostomy SMN2
MOMeT NPOU3BOAUTbL KaKoe-TO KOJIMYeCTBO

Konuuectso Konwuii reHa
SMN2 y 60nblUMHCTBA

NauMeHTOB C AAHHbIM
Tunom CMA

dyHKLUMOHanbHoro 6enka SMN, HO NOAHOCTbIO 2 3
BO3MECTUTb HE40CTATOK 6enka, CBA3aHHbIN 3a 3
c otcytcTBmem reHa SMN1, OH He MOXKeT. 3b 4

Konnuectso Konuit reHa SMN2 y pasHbIX ntoaen
MOXeT BapbMpoOBaTbCA OT HYNA 40 BOCbMMW.
O6bI4YHO, Yem bonblle KONMYECTBO KOMUIA reHa
SMNZ2 y nauneHTa, TemMm MeHee TAXKesble Y Hero
cumnTombl. B Tabnumue 2 nokasaHo cpegHee fen SMIN1 pacnonaraerca Ha
KO/In4ecTBo Konuim reHa SMN2 MPW pPa3HbIX TUMNaX naTou XPOMOCOME Ha yyacTKe,
CMA. Tem He meHee, TONbKO Ha OCHOBaHUMU o6o3Havaemom 6yksol ‘q’,
Konunyectsa Konuit SMN2 Henb3a TOYHO NO3TOMY OCHOBHble Thnbl CMA
npeacKkasaTb CTeneHb TAXKeCTU 3aboneBaHuA. 3TO, NnMmerT o6|_|_||ee Ha3BaHuUe
CKopee BCero, CBA3aHO C TeM, YTO Ha KONMNYECTBO CMA 5q.

6enka SMN, BbipabaTbiBaemoro reHom (reHamm)

SMN2, BAVAIOT U Apyrue reHetuyeckme GpakTopbl.
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Ecnn Bbl XOoTHTE HBoNblLIE Y3HATL
O TOM, Kak Hacnegyetca CMA,
CMoTpuUTe npunoxeHue 1.

Bbl TaK)Xe moxeTe 06paTUTbCA K
pasgeny «MonesHble pecypcbi»,
rae nepevymncaeHbl NauMeHTCKue
OpraHu3auum pasHbIX CTPaH.

KAK HACNEAYETCA CMA 5q

CMA 5q nepegaetcs OT poguTenemn Aetam

yepes aedekTHble reHbl SMN1 no ayTocoOMHO-

peueccnBHomy Tuny, TO €CTb:

€ /lioan, KOTopble MoAyYatoT Nno
HacneacTey ABe AedeKTHbIe Konun
reHa SMN1 (no oaHOM OT KaXkaoro
poautens), byayt umets CMA.

Jltogn, KoTopble Noay4YatoT No
HacneacTBy ogHY AedEKTHYIO

(oT ogHOro poautens) n ogHy
3/10p0OBYtO (OT Apyroro poanTens)
Konuto reHa SMN1, 6yayT
Hocutenamm CMA. MNMpumepHo 1
yenoBek n3 36 — Hocutenb CMA.
Y HocuTenen HeT HM CMA, Hur

Kaknx-nmbo cumntomos CMA.

Jltogn, KoTopble NoayyatoT No
HacneacTBy ABE 340POBble KONUK
reHa SMN1 (no oaHOM OT KaXka0ro
poautens), He 6yayT umetb CMA n
He 6yayT Hocutenamum CMA.
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XoTa 6onbluan Yyactb nauneHTos co CMA
yHacnepoBanu gedekTHbIN reH OT ABYX
poautenemn, y npumepHo 2% noaen

co CMA myTaums ABNAETCA HOBOW.
O6bl4yHO OHa cBfA3aHa ¢ owmnbkoi B HK
ANLEKNETKN MK cnepmaTo3onaa, Kotopble
y4acTBOBa/M B 3a4aTun. TaKasa cuTyaums
Ha3blBaeTcA myTaumen de novo.

BaykHO, 4TObObI YNEHbI CEMbM NaLMEHTa
NOHMMaA/N pe3ynbTaTbl FeHEeTUYECKOro
aHann3a, KOTopbIN NoaTBEPANN
NOCTaHOBKY gnarHo3a CMA. Um
Heo6XoANMMO NPOKOHCYNbTUPOBATLCA C
BPAYOM-reHEeTUKOM. TaKol Bpay CMOXKeT
OTBETUTb HA BOMPOCHI, BO3HMKatOLWMNE

Yy CEMbW B CBA3M C rEHETUYECKUMMU
acnekTamu AnarHo3a, n pacckasaTtb O
BapWaHTax AeUCTBUIN NPU NIAHUPOBAHUM
cneayowmx bepemeHHocTe.

Ecnu Bbl xoTUTE 6O/bLUE Y3HATL O FEHEeTUKE
n HacnegosaHum CMA, cmoTpuTe pasgen
0 HacneposaHun CMA B npuaoxeHuu 1.
Bbl Tak»Ke moxkeTe 06paTUTbCA K pa3aeny
«[MonesHble pecypcbi», rae NnepeyncieHsbl
nauMeHTCKMe OpraHm3aummn pasHbix CTPaH.



MyTb K nocTaHoBKe AMarHosa CMA y pebeHKa
06bIYHO HaYMHaeTCA € TOro, YTo poauTeNun

WM BPAYM 3aMeYatoT KaKOM-TO TPEBOXKHbI
cumntom. B cnyyae CMA ¢ paHHUM CTapTOM,
T.e. CMA nepBoro TMna (Hecuasuune), poantenm
(nnn Te, KTO yxaxkmBaeT 3a pebeHKoM) moryT
3aMeTUTb Y MNaAeHLa BANOCTb (HU3KNIA TOHYC
MbILUL,) M CNOXHOCTU C NpuobpeTteHnem
OBUraTeNbHbIX HaBbIKOB. HU3KMI TOHYC

6onee 3ameTeH B MbILLLAX HOT, YeMm pyK. Ewe
OAMH pacnpocTpaHeHHbIn cumntom CMA 'y
MJIQEHLLEB — 3TO TPYAHOCTM C KOPMJIEHUEM,
BbI3BaHHble CNabOCTbO M0TATENbHbIX MbILLULL.
Kpome Toro, oHM moryT umeTb npobiembl €
AblXaHWeM 13-3a cnabocTn AbixaTebHbIX MblLLL,.

TarkecTb 3ab0NeBaHMA Y AeTel CO BTOPbIM
Tunom CMA (cngaumx) meHble, yem npn CMA
NepPBOro TUMa, HO Y HUX TaKXe MbllleYyHas
cnabocTb bonee BblpayKeHa B HOrax, Yem B
pyKax. VX rnoTaTenbHble 1 AbiXaTenbHble
MbILLLbI MOTYT Kak MUMETb CUMMNTOMbI

nopaxeHwmA, Tak U He UMeTb UX.

Oetn c Tpetbum TNom CMA (xogauune) TakKe
AEMOHCTPUPYIOT CUMMNTOMbI CNabocTu CHavyana
B HOrax, a He B pyKax. [ToCcKonbKy 601e3Hb
06bIYHO He 3aTparnBaeT Ux rnoTaTe/bHble

N ObIXaTeNbHble MbILILbI, Y HUX 06bIYHO
OTCYTCTBYHOT CUMMNTOMbI, CBA3AHHbIE C
FNOTaHUEM U AblXaHUEM.

MepBble CUMNTOMbI Yy MNALMEHTOB CO CTAPTOM
3aboneBaHMA BO B3POC/IOM BO3pacTe —

CMA yeTBepTOro TMna (xogaume) — o6bIYHO
NpPoABAATCA Kak guckomdopT n/munm 6onb

B MbIWwLAX. Mockonbky 60n1e3Hb 06bIYHO He
3aTparnBaeT UxX roTaTe/ibHble U AbiXaTeNbHble
MbILLLbI, Y HUX OBbIYHO OTCYTCTBYOT CUMMTOMbI,
CBA3aHHbIE C [IOTaHUEM U AbIXaHUEM.

Bonee noapobHy0 MHPOPMALMIO O CUMITOMAX
CMA MOXKHO HaMTW Ha calTax NaLUEHTCKUX
opraHM3aunii, NepevyncaeHHbIX B pasaene
«[onesHble pecypcbl» B KOHLE CNPaBOYHMKA.



Ecan goKTop Nnogo3peBaeT, YTO CUMNTOMbI Y
pebeHKa 1aM B3pOCA0ro NaumeHTa yKasbiBatoT
Ha CMA, OH HanpaBuT NaLMEHTa Ha aHa/In3
KpoBu Ha aeneumto reHa SMN1. Ecam aHanms
noATsepauT, 4to 0be Konuu reHa SMIN1 nmetot
aeneunto (oedeKT), naumeHTy CTaBsaT AMarHo3
CMA 5q. CeroaiHA TaK»Xe peKOMeHAYHT cpasy
NPOBOAMTb aHaIM3 Ha KONMYECTBO KOMWUM reHa
SMN2, NOCKOMbKY 3TOT MOKa3aTe/ib MOXeT
MCNONb30BaTbCA AN1A NPOrHO3MPOBAHKA
pa3BMTUA BONE3HM M BbIPAabOTKM pekoMeHaaL it
No ONTMManbHOMY yXoay 1 nedeHnto. JaHHbIn
aHa/IM3 TaKKe MOXKET MOHaA00UTbCA ANA yYacTmaA
B K/IMHMYECKMX UCMbITAaHUAX HOBbIX NPEenapaTos,
rae onpeaeseHHoe KONMYecTBO KOMMii reHa
SMIN2 moxeT ObITb O4HMM 13 KPUTEPUEB.

Ecnum pesynbTathl aHanM3a NOKa3bIBAKOT, YTO
TONbKO OAHa M3 Konuit reHa SMIN1 nmeet
nedeKT, HO CUMNTOMbI YKa3biBatoT Ha CMA,
pekomeHayeTcs bonee rnybokoe reHeTu4yeckoe
nccnenoBaHMe, KOTOPOe Ha3blBaeTCA

«CceKkBeHnpoBaHue reHa SMN1». B oaHHOM
nccnefoBaHUM BeAeTCA NOMCK OAMHOYHbIX
(TOUKOBbIX), MasI03aMETHbIX MyTaLMI reHa
SMN1, n ecnv oHu 0bHapyKmnBatoTca,
noatsepxaaetca amarHo3z CMA 5q. Ecan
npucyTcTBytOT 06e Konunun reHa SMINT, 1 B HUX
HeT AedeKToB, O4YeHb MasI0BEPOATHO, YTO
CMMNTOMbI Bbi3BaHbl CMA. B aTom cnyvae ana
MOCTaHOBKM AnarHo3a HeobxoaMMo NpPoBeAeHNE
Apyrnx nccnegosaHuin. na AMarHoCTUKm

CMA 5q apyrve nccneioBaHuMA, Takme Kak
XMpypruyeckoe B3aTne 06pasLia MbllLeYHON
TKaHW (buoncma mbilwL) 1 nccnesoBaHms
bYHKUMIA HEPBHOWM CUCTEMbI, HE HYXKHbI. TeM He
MeHee, 4ONONIHNUTEeNbHblEe NCCNeA0BaHMA MOTYT
noHaaobuTbca ANs NaumeHToB ¢ 6onee No3aHUM
ctaptom CMA, NOCKONbKY Y HUX CUMATOMb!
MeHee BblpaXeHbl M MOCTaHOBKa AMarHo3a
MOMKeT bbITb 3aTpyaHeHa. Hanpumep, moxeT
NPOBOANTLCA aHANM3 KPOBK AN1A UCCNeL0BaHMA
MbILLEYHbIX PepMEHTOB (KpeaTMHKMHa3a —KPK).



B aToT nepunog, Takxe Kak

M nocse Hero, oco6eHHOo

NMONYYEHWUE BaXKHa NCUXONIOTMYECKaA U
AUATHO3A SMOLMOHaNbHAA NOAAEPKKa.

O gnarHose CMA nauneHTy U YieHam CEMbU
[0N¥KEeH coobwaTb reHeTUK UAK HEBPOJIOT,
Ha OYHOM MPUEME U OYEeHb TAaKTUYHO. Ha
nepBoi BCTpeye Heobxoammo obcyanTb
cneaytoume Bonpocol:

Y70 cTano npuumHoi 3abonesaHun
®  Kak 06bluHO pa3BuBaeTca 3aboneBaHme

¢ Kak 3aboneBaHMe MOXET 0Tpa3nTbCA
Ha Bawem pebeHke co CMA naun Ha Bac Kak
B3pocnom co CMA, a TaKke, Kakoe BAnAHUE
OHO MOXKET OKa3aTb Ha BCO Bally CEMbHO

2
JoCTynHbI 1 Kakne-nmbo BapuaHThbI

NnevyeHnAa n ecnun ga, To Kakme

)¢ Ob6cyxaeHne BapuaHTOB

CUMNTOMATMYECKOTO NeYeHMUA, MOAXOAALLNX
ONS AaHHOrO NaumneHTa

B 5TOT nepuoa, TakXKe KaKk U nocne Hero,
0COBEHHO BarKHa NCUXO/IOrMYECKana U
3MOLMOHa/IbHaA nogaeprka

Bpay, KoTopblii cO0bLLaeT ANArHO3, TaKxKe
O0NKeH NpoMHPOPMMPOBATL O ANArHO3e
Bpaya 1M opraHu3aumio, Habaaaowmx
nauMeHTa, U NPOKOHCYNbTUPOBATb UX O
npaBMAbHOM BegeHUN nauneHTos co CMA.
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OPFAHU3ALMNA YXOOA U NOAAEPKKMU

CMA — 310 KomMnieKcHoe 3aboneBaHue, ¢ [pbixaHue (pecnupatopHas Noaaepskka)
KOTOpOE No-pa3sHOMY OTPaXKaeTCA Ha

pa3HbIX NauneHTax. OnTumanbHoe ¢ [nTaHue (racTposHTEPOSIOrNA U AMETONOrUA)
BeAeHue 3aboneBaHue TpebyeT yyacTma

MHOeCTBa Pa3HbIX MegULLUHCKUX ¢ Koctn u mbiwubl (opToneanyeckas noaaepskka)
cneumannctos (cm. puc. 1). NauneHTa,

y KOTOPOTrO AMarHOCTUPOBaHa ¢ Peabunutayma (dpm3myeckume TepanesTbl U
CMA, HeobxoAnMO HanpaBuTb B aproTepanesTbl)

KIMHWKY, CNeumann3mpytoLLytoca

Ha HeiPOMBbILLIEYHBIX U NPOYUX YneHbl cemby naymeHToB co CMA n B3pocnble
conyTcTayoLMX 3a6oneBaHuaAX. Emy nauneHTbl co CMA TakKe 0/1KHbl MONYYNUTb
MOXET NOHaA00bUTbCS KOHCYNbTaLUS KOHCYyNbTaLMIO TEHETUKA.

CneumanncTos B cieayowmx obnacrax:

PecnnpatopHan
noaaepKa

HelpomblweyHas

noaaepskka/
peabunuTtaumn

HeoTtnoxHasA

nomotib

KoopauHaTtop

MauneHr
co CMA

MopaxeHune
npoYmnx
OopraHoB

Optoneaua

PucyHok 1. MuTtaHue,

JlekapcTBeHHaA

nuuieBapuTeNbHan
MHoronpoduabHaa KomaHaa

CNeLmanmcToB, KOHCYAbTaLMmn

M NoAAepKKa KOTOPbIX MOTYT
noHaaobuTbes naumeHTy co CMA
(apanTMpoBaHHasA BepcuA U3

E. Mercuri c coasrt., 2018, cTp. 106)

Tepanus

CncTtema 1 KoCctu
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Cneunanuctbl A0NXKHbI paboTaTb BMecTe

B COCTaBEe MHOronpopuabHOM KOMaHAbI,
YUMTbIBAIOLLEN HE TONBKO MeAULMHCKUE,

HO M COUManbHbIE, KYNbTYPHbIE U AYXOBHblE
noTpebHOCTN NauneHTa 1 ero cembu. B

KOMaHZe TaKKe A0MKHbl ObITb CleuManmncTbl

no NanaMaTUBHOM NOMOLLM, MMEIOLLME ONbIT
C/IOXKHOTO CMMNTOMATUYECKOro ieyeHus. MNog,
NannnaTUBHOM NOMOLLbIO YaCcTO NOHUMaIOT
TO/IbKO NOMOLLb B KOHLLE KM3HM, OZIHAKO ee
3a/a4a ropaszo wupe — obecneynTb NaLUEHTY C
Hensneuynmbim 3ab6oneBaHNEM BbICOKOE KauyecTBO
U3HMU.

Cneunanunctbl Mo NaNINaTUBHOM NMOMOLLM
MOMOTatoT NAUMEHTY NPeoaoaeBaTb TPYAHOCTU
“ BbIGBUpPATb BapMaHTbl 1€4EHUA B COOTBETCTBUM
C €ero XM3HEeHHbIMU uenamu. MannnaTmeHan
MOMOLLLb AO/IXKHA PAaCcCCMaTPMBATLCA KaK
AOMNONHEeHMe K Apyrum Gopmam meauunHCKOM
NOALEPHKKMN.

Bckope nocne NnocTaHOBKKM AMarHosa cneayet
06CcyaAnTb BapuaHTbl yXo4a U NOAAEPKKM C
MHOronpo¢dunabHOM KOMaHAOM CneLmnanmncTos.
Takune obLme KOHCYNbTaLMN SOMKHbI
npoBoauTbCA perynapHo. Ecnum kakne-nnbo
06CTOATENIbCTBA MEHSAIOTCA, Bbl MOXKETE BMECTE
C BpaYyamum NepecmoTpeTb BbIOOP TeX UAN UHBIX
BMA0B MEANLMHCKMUX BMELIATE/IbCTB.

CornacHo pekomeHzauusam, Bce MeguLUmMHCKue
nccnesoBaHUA U KOHCYNbTALUKN AOMXKHbI
KOOPANHUPOBATLCA O4HUM U3 YNEHOB
MeAMUNHCKON KOMaHbl, OCBEA0M/IEHHbIM O
BO3MOXXHOM MpPOrpeccMpoBaHmm 3aboneBaHmA 1
npobnemax, ceazaHHbIX co CMA. 3To MOXKeT 6bITb
HEeBPOJIOT, AETCKMIA HEBPOIOT AN KOOPAUHATOP.

CI'IELI,VIa}'IVICTbI TaKXe MOTyT PaCCKa3aTb BaM, KaK:

@ CBA3aTbCA C rpynnamm NOALEPHKKN U
accoumaumamm nauneHTos co CMA

@ VI3yunTb HaAEeKHble OHNANH-pecypcbl 1
nonyunTb 6onble nHpopmaumm o segeHmn CMA
n yxoay 3a naumeHTammn co CMA

¢ Y3HaTb O KIMHUYECKUX UCMbITAHUAX, KOTOPbIE
MOTyT ObITb BAM MHTEPECHDI
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MABA3

JaHHbIM pa3aen coaepKut nHGopmauuto

0 TOM, KaK ¢pu13nyecKan Tepanma MoXKeT
NMOMOYb NALMEHTY NPUOBPECTU UIN COXPAHUTD
onpeaeneHHble GYHKLUMOHA/bHbIE HABbIKWU AN
noaJepaHusA XOpPOoLLIEro Kayectsa KusHu. MNog,
OYHKUMOHANbHBIMUW HaBblKaMM MOHUMAETCS
CrMoCoObHOCTb NaLUMeHTa BbINOAHATL ObITOBbIE
[eNCcTBMA M 334341, TaKMe KaK CUAETb,
MCMNOo/1Ib30BaTb Tya/IeT, 04EBATLCA, €CTb UK
NOAHNUMATbLCA NO NeCTHULE.

CHUXKeHMe NoaBUKHOCTM CYCTaBOB —
KOHTPaKTypbl — PacnpocTpaHeHHoe ABNeHne
y mtogen co CMA. OHM MOryT BbI3bIBaThb

601b U 3aTPYAHATL ABUKEHUA. KOHTPAKTYpbI
nopaatoT, 3anACTbA, Nanblpl, NaeYeBble,
NOKTeBble, Ta30beapeHHbIe, KOIEHHbIE,
rONeHOCTOMHbIE CYCTaBbl U CTOMbI. KOHTpaKTypbl
M gpyrme CMMNTOMbI, cBA3aHHble co CMA,
MOHO 0C/1abUTb C MOMOLLbIO PerynspHbIX
3aHATUMN PU3mMyeckom Tepannent. BHe
3aBMCUMOCTW OT UX COCTOAHUA, AETAM U
B83pocabim co CMA Hy»KHO NpeaocTaBaATb
noaAepKky, vHpopmaumio n obopygosaHme

ANA TOro, YTOObl OHW KaK MOXKHO bonblue
OEeNCTBMIA COBEPLUANN CaMOCTOATENbHO.
O6bl4HO PU3MYEeCKMe TepanesTbl U
aproTepanesTbl (CneymanncTbl No PasBUTUIO
ObITOBbIX HAaBbIKOB) pa3pabaTbiBalOT U
AEMOHCTPUPYIOT MHAMBMAYANbHYO NPOrpaMmmy
ynpa*KHeHMN. OHU TaKXKe NOPEKOMEHAYIOT UK
npenocTaBAT 0bopyaoBaHNe, KOTopoe o0baerynT
BbINO/IHEHWE KaK YNpPa*KHEHWU, TaK 1 BbITOBbIX
3aga4u. Pogutenam geteit co CMA v B3poc/ibim
co CMA 06bI4HO NOKa3bIBAOT, KaK BbINOMHATb
PACTAXKM M YNPAXKHEHUA U UCNONb30BaTb
obopyaoBaHue, YTOObI BCTPOUTb PerynapHyto
dU3MYECKYIO TEPANUIO B X eXKeJHEBHbIN

rpaduK.

B aaHHOM pasgene mbl NpeacTaBum
peKoMeHAaLUumn, U3N0XKeHHble B CTaHaapTax
no yxoAy, a Takxe npeanucaHma CTaH4apToB
0 ANUTENbHOCTM HOLLEHWUS OPTE30B M YaCTOTbl
BbIMOJIHEHUA pacTAXeK. [ToMHUTe, YTo
dU3NYEeCKUI TepaneBT UAM aHANOTUYHbIN
cneuuanuct paspabatbiBaeT nporpammy
MHAVBUAYANbHO ANS KaXKA0ro nalumneHTa.



®unsmyeckas Tepanua n peabunntayma ana
Hecnaaumx nauneHToB co CMA HanpasiieHa
Ha CHUXXEeHMe HeraTuBHoOro apdeKkTa ot
KOHTPAKTyp, ONTMMM3aLMI0 GYHKLMOHABbHbIX
HaBbIKOB, @ TaKKe NOMOLb B KOMPOPTHOM
YAEPHKAHUN PA3NNYHbBIX NONOXKEHUN

Tena, TakMX KaK Nexa Ha CNMHe Uan Ha

OOKy, a TaKKe cnaa c noaaepxKon. Korga
dU3nYeCKMin TepaneBT AN 3proTepanesT
6yayT AaBaTb BaM CBOM PEKOMEHAALUNM, OHU
AOJIKHbI NPOMHCTPYKTUPOBATb Bac M 06y4nTb
HeobxoaAnMbIM Npoueaypam.

Mo3suumoHupoBaHue
[na noanepaHma NONONKEHMA HECUAAUNX
NaLMeHTOB NIeXa Ha CNUHe, Ha BOKY Uan
CUAA UCMONb3YIOTCA Pas3/idHble NPeaMEeTbI,
TaKMe KaK POINKK, KIUHbBSA, Kpecna-MeLwwKn u
NOAYLLIKM.

PekomeHayeTca ncnosib3oBaHue
MHONBUAYA/IbHO U3FOTOBJ/IEHHDbIX CVI,LI,eHMl;'I

N CNUCTEM ONA CHa, a TaKXKe I/IEKTPOKOJTACOK
WU NMPOry104HbIX KONTACOK, B KOTOPbIX
YENTOBEK MOXKET HaXO4AUTbCA B 1eXKa4em UIn
nonynexXayem nonoxKeHmu.

Ynpa*KHeHUA Ha PaCcTAXKKY
Jetam v B3pocsibim co CMA BaXKHO noga-
OEepPXMBATb MaKCMMa/ibHYO TMBKOCTb CYCTaBOB
ana obecnevyeHMs aBTOHOMHOCTHU B ObITy.
PekomeHayeTcsa pacTarmeaTb MbillLbl, KOTOPble
TEPAOT 3N1aCTUYHOCTb. HMXKe npuBoaAaTca
pa3Hble cnocobbl pacTarkeK. HyXKHO nmeTb B
BUAY, YTO KaXKAbIM U3 HUX NOAXOAUT HE BCEM.

PacTaXKKM € NTOMOLLLHUKOM — KOrAa

KTO-TO MOMOIa€eT coBepLlaTb ABUXKEHNE.
PekomeHayemoe MUHMMAIbHOE KONNYECTBO
3aHATUN —TPWN-NATb Pa3 B HEAENIO.

TyTopbi (WKHbBI, PUKcaTopbl) —
NOALEPKMBAIOT UM 06€34BUKNBAIOT
KOHEYHOCTb UM NO3BOHOYHMK. TyTOpbI Ha
PYKM MOTyT NOMOraTb COBEPLUATb ABUKEHMUS,
COXPaHAA NPM 3TOM NOABUKHOCTb CYCTaBOB.
Ona Toro, 4to6bI TYTOP 3OPEKTUBHO
noBblwan rmbKocTb cycTaBa, ero Heobxo-
AVMO HafeBaTb He MeHee Yem Ha 60 MUHYT
WAW Ha HOYb.

3TanHoe rmncoBaHne — KOHEeYHOCTb
FUMCYHOT B HECKO/IbKO 3TanoB B TeYeHune
onpeaeneHHOro BpeMeHu, NocTeneHHo
KOPPEKTMPYSA ee NOMOKEHUE C KaXKAbIM
nocneayoLmMm rmMncoBaHUEM.

OpTe3bl — NOA0OHbI LWUMHAM M UCNONb3Y-
OTCA ANA NOALEPKKM OnpeneneHHbIX YacTen
Tena, obecneymBatoT ux ctabunmsaumio un
asuxkeHue. na addeKTUBHOCTN OPTE30B UX
HeobxoAMMO MCNOb30BaTb MUHUMYM NATb
pa3 B HeJento.

LLieiiHble opTe3bl — NOAAEPXKMBAIOT FON10BY
N YOEPMKMUBAIOT Weto, 0b1eryan abixaHue.

BepTuKanusaropbl — yCTPOICTBA,
nomorarouime 6e30nacHo YyCTaHOBUTb
Yye/loBEKa B BePTUKa/IbHOE («cTosYEee»)
nosnoxeHue. Moryt Ucnonb3oBaTbCA ANA
nogaepKaHua Nan yaydweHmna npasuabHoOro
NMOMIOXEHMA TeNa, NoAAepPHKaHMA 340P0BbA
KocTen (MMHepasibHas NIOTHOCTb KOCTel)
N NULLEBAPUTENBHOWN cUCTEMDI. JaHHble
YCTPOWCTBA NOAXOAAT HE BCEM U AOJIXKHbI
MCNONb30BaTbCA TONIbKO MO Ha3HaYeHUO
du3mnyeckoro TepanesTa.
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HeKkoTopbiM HECMAAYMM NaLMEHTaM C/IOKHO BbIMONHATb
ABUXKEHUSA U ynparKHeHUsa. UM moryT 6bITb NONE3HbI
yrnpaxHeHus B BoAe, NPy COOTBETCTBYIOLWEM HabnoaeHUm
N C NPaBU/IbHOW NOAAEPKKOM ronoBbl. PekomeHaauum no
YNPa*KHEHUSIM B BOZIE MOXKET AaTb PU3NYECKUI TepaneBT
NN 3proTepanesT.

[ns Toro 4tTo6HI NOMOYL NALMEHTAM ABUTATLCA, MPUMEHAIOT Pa3/IMUHble NpucnocobneHus u
TEXHONOrMKN. HEKOTOPbIM HECUAAYMM NALUEHTAM C/IOXKHO BbINONHATb ABUMKEHUSA U YIPAXKHEHUSA.
MM moryT 6bITb NoONE3HbI YNparKHEHWUA B BOAE, NPW COOTBETCTBYOLLEM HabAOAEHUN U C
NpPaBUIbHOW NOAAEPKKOM roNoBbl. PEKOMeHAAUNM NO YNpaXKHEHUAM B BOAE MOXKET AaTb
dU3NYeCKUIt TepanesT UK 3pProTepanesT.

OyeHb BaXKHO peryaapHoO UCMO0/1b30BaTb PasHble TEXHUKM U MPUCNOCOBAeHUA ANA TPEHUPOBKM
ObIXaHWUA U OYUCTKM AbIXaTe/bHbIX NyTel OT BblaeneHuin. Pusmnyeckasn Tepanma rpyaHoM KNeTKu
0cobeHHO BaXKHa BO BpemA 60a1e3Hen nam Npu NOArOTOBKE K XMPYPrMYyeCKMM BMELLATeNbCTBaM

(cm. rnaBy 6 «/lbixaHWe (pecnupaTopHan NoaLepKKa)»).

Xopowuni npumep TeEXHUYECKOro NpucnocobaeHns, KOTopoe NoMoraeT obLWwaTbCA U YBENINYUTD
aBTOHOMHOCTb YenoBeka co CMA — 3To yCTPOMCTBO, OTC/EKMBatoWwee ABUKEHMA ra3. C nx
NOMOLLBIO AeTH 1 B3pocsble co CMA moryT ynpasasaTb Pa3/IMYHbIMKU YCTPOMCTBAMM, NepeaBuras
B3r1A4, N0 3KPaHy KOMnbtoTepa.




CUOAYMIE

Ana cnpgauumx naymeHtos co CMA rnasHble
3a4a4m pU3MYECKoM Tepanunum cneayolme:
COXPaHUTb TMBKOCTb CYCTaBOB M NpeaynpeauTb
NnoAB/AEHME KOHTPAKTYP; NPesoTBpaTUTb
WUCKPUBEHNE MNO3BOHOYHMKA (CKONNO3);
COXPaHUTb AMana30oH ABUXKEHUA, U B
KOHEYHOM MTOre YBENMYNTb CTEMEHb
aBTOHOMHOCTM B BbINOJIHEHWM ObITOBbIX 334a4.
®ur3nyeckunit TepanesT UK IProTepanesT AalOT
pekomeHZaumm n oby4yatoT NaLMEHTOB TAaKUM
MeToAaM KaK:

@ o3nUNOHMpPOBaHME

OpTesbl — 3TO YCTPOKCTBA,
NnoAAepKMUBatOLWME PYKU, HOTU AN
NO3BOHOYHMK: OHM HAMNPaBAAIOT ABUNKEHMUA
WAWN NPeaoTBPALLAIOT HEXeNaTebHble
OBVXKEHUA ANs TOro, YTobbl NaumeHT

CMOTr coBeplLuaTh onpeaeneHHble
OEeNCTBUA, HaNPUMep, CTOATb MU XOAUTb

c nogaepxKoi. CylecTBytoT cneayolume
BMAbl OPTE30B:

Kopcet — pekomeHayeTca ANA NOAAEPHKKM
M cTabmnmnsaumm NO3BOHOYHMKA.

Ons apdeKTMBHOro AencTBna Kopcet
Heobxo4MMO MCNOIb30BaTb KAK MUHUMYM
NATb pa3 B HeAENHO.

OpTe3sbl HA PYKU U HOTU — NMOMOTaloT
YOEPKMBATb CYCTaBbl B ONpeseNeHHOM
nonoxeHun. Ana apdeKkTMBHoro aencTems
NX Heob6Xo0AMMO HaeBaTb HE MEHee YeMm Ha
OAMH 4Yac AN Ha HOYb.

LeHbie opTe3bl — MOTYT UCNOJ1b30BaTbCA
B noe3aKax.

CrosiHMe Cc noaaep)KKoi (BepTuKanusaumn)
— obecneynBaeT pPacTaXKKY MbiLLL,

M CYCTaBOB HOT, NPaBUIbHOE
No3MUMOHNPOBAHMeE, cnocobcTeyeT
YBE/IMYEHMIO MUHEPANN3aLNN KOCTEN

N LMPKYNALMKN KPOBU, @ TaKKe

CBOEBPEMEHHOMY OMOPOXKHEHMIO
KMLWWeYHMKa. BepTMKannsmposatbCa
Heobxoanmo Ao 60 MUHYT (3a oauH

pa3), MMHMMmym 3-5 pas B Hegento,

HO ans Hanbonbwen apPeKTUBHOCTY,
pPeKoMeHAyeTCA AenaTb 3TO KaXKAblM AeHb.

€ YnparKHeHUA Ha PACTAXKKY

YnpaxKHeHUs, HaleNleHHbIe Ha PacTAXKeHMe
«TYrUX» MblLL, MOTYT BbINONHATLCA C
NMOMOLLHMKOM, a TaK}Ke C NoAaepPHKKON OpTe30B
1 BEPTUKANN3ATOPOB, KOTOPbIE NOMOratoT
obecneynTb NPaBUIbHOE NONOXKEHME.

PacTAXKKM BaXKHO BbINONHATL PErynapHo.
BakHelwee ycnosue nx apPeKTMBHOCTH

— 3TO COYeTaHMe NPaBUIbHbIX PACTAXKEK C
MCMNO/Ib30BAaHMEM OPTE30B U BEPTUKANM3ALMN.
KomnneKc ynpaskHeHU noadbumpaetcs
NHANBUAYANbHO PU3MYECKMM TEPANEBTOM UK
sproTepanesTom. Ana apdeKTUBHOIro AeNCTBUSA
PaCTAXKM HeobxoaMmo aenatb 5—7 pa3 B
Heaento 1 valle.

€ Mob6UABbHOCTb N yNpaXKHEHUS

Y Kaxaoro cnaayero naumMeHTa A0NKHO
HbITb KPECNO-KONSACKA C 3/IEKTPONPMUBOAOM
(anekTpoKoONACKa) c UHAMBUAYANIbHO
noaobpaHHbIM cuaeHbem. C TOYKKN 3peHunn
YMCTBEHHbIX U GU3UYECKMX cocobHOCTeN,
AeTN 06bIYHO MOTYT UCMNO/b30BaTb
9/IEKTPOKOJIACKY YKe B BO3pacTe A0

OBYX NIET, MO3TOMY A0 AOCTUNKEHUA UMM
OBYXE€THEro BO3pacTa MMeeT CMbIC/1 NPOBECTU
HeobxoanMmble 3amepbl Ansa noabopa
3/1EKTPOKO/IACKM.

[na 6onee cUNbHbBIX NALMEHTOB MOXKET ObITb
NpeanoYTUTEIbHO IETKOE KPEC/I0 Ha Py4HOM
yrpaBAeHUN UM HA KOMIeCaX C 3/1EKTPUYECKMM
YyCUNEHNEM, KOTOPOE MOXKET obecneyunTb
60/1bLLYI0 aBTOHOMHOCTb.
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HeobxoanMMOo NooLLpATb GMU3nYECKMe YPaskHEHUA, T.K. OHX OYEeHb NOEe3HbI 414 NoAAepHKaHMA
M PasBUTUA CUAbI, TMOKOCTM, BbIHOC/IMBOCTU M PaBHOBECUSA. YIIParKHEHMA TaKKe NOMOoratoT
CoLManM3nMpoBaThcA B LWKO/E, By3e, Ha paboTe, B cBo6oaHOe Bpema. HeobXoaMMO BbINONHATb
Pa3/InyHbIe BUAbI YNPaXKHEHUN, TaKMe KaK CUI0BbIe YpasKHEHUA (C yBeAMYEHMEM HarpysKu),
nnaBaHue, pusnyeckas Tepanusa, BKAOUYan BEPXOBYIO €34y (MNnoTepanuio), a TakKe cnopT Ha
NHBANINAHbIX KONACKaX. Bce 3TU BMAbI 3aHATUI MOTYT NPUHOCUTb YA0BONLCTBUE, a C BbiIBOopom
MOXeT Momoub GU3MYECKUIA TepanesT.

Kak 1 ¢ HecngaumMmm naunmeHTaMmn, MoryT MCNo/ib30BaTbCA Pa3/IMYyHbIe NPUEMbl U YCTPOCTBA NS
NoAAEPXKN AbIXaHMA U YAaNeHUs BblAeNeHUIA U3 AblXxaTeNbHbIX NyTel (cm. rnasy 6 «[bixaHue
(pecnupaTopHas noaaeprKkka)»). ITo 0cobeHHO BaXKHO B Nepunog 601e3HU 1 Npu NOArOTOBKE K
XUPYPruyeckMm BMeLIaTeIbCTBAM.




dur3myeckan Tepanma 4Na Xoaaunx
NaLMeHTOB NOMOFaeT COXPaHUTb U YAYyYLINUTD
MOBUABHOCTb, OOLLKWIA AMana30H ABUKEHUN
N aBTOHOMHOCTb B ObITy. 3a434mn Ppusmyeckomn
Tepanuu ANa Xo4A4YMX NaLMEHTOB — 3TO
COXPaHEHME U yNyyweHne MoBUAbHOCTH

M 0OLEro AManasoHa ABUXKEHUN, a TaKKe
MaKCMManbHasa aBTOHOMHOCTb B bbITy. 1A
3TOro BaXHO paboTaTb HaA FMMOKOCTbIO,
CWUNOM, BbIHOCIMBOCTbIO U PaBHOBECUEM.
®du3snyeckunit TepanesT UK 3proTepanesT
0b6CyKAaeT BapnaHTbl Tepanmm ¢ NaLMeHTOM
n nposoamT obyyeHme. Buapl Tepanuu
BK/IHOYAIOT:

Ynpa>KHeHUA Ha PaCTAXKKY

B KomneKc ynpaXKHEeHNN AONKHbI BXOAUTb
PaCTAXKM AN1A COXPaHeHUA rMbKocTm
CycTaBoB, 0CO6EHHO roNeHOCTOMHbIX

N KONEHHbIX. PacTAMKN BbINONHAOTCA
CaMOCTOATENbHO UM C NOMOLLHUKOM. JnA
yBeJIMYeHUA NPOSONKNTE/IbHOCTU PACTAXKEK
MOXHO UCNOAb30BaTb TyTOPbl. MUHMManbHanA
YyacToTa ynpaxKHEeHWUM Ha PacTaKKy — 2—3
pa3a B Hegento, a onTumasnbHaa — 3-5 pa3 B
Hegeno.

n03VILI,MOHMPOBaHVIe

OpTe3sbl Ha HUXKHUE KOHEYHOCTM (TyTOopbI)
MOTYT MCMOAb30BATLCA AN NOALEPKAHUA
rMOKOCTU, MPABUALHOIO NONOXKEHMA U
bYHKLMOHNPOBAHMA FONEHOCTOMNHbIX U
KONIEHHbIX CyCcTaBOB. 1A NPaBUIbHOrO
NO3ULMOHNPOBAHMNA B CUAAYEM MOOKEHUM
MOXHO MCMNONb30BaTb KOPCET, HO Npu Xoabbe
HOLUEHMe KopceTa He PEKOMEHAYETCA.

Mo6bunbHOCTb ¥ yNpaXKHeHUsA

Ecnm naumeHTy TPYAHO XO4MUTb, OH MOXKET
MCNO/1Ib30BaTb JIEFTKNE KPEC/1A-KONACKH

C PYYHbIM YNPaBAEHUEM WU KOMACKM
aKTMBHOTO TMMA Ha KONECax C 3NEeKTPUYECKUM
ycuneHunem. ina nepeasuKeHUs Ha
O/IVHHbIE ANCTAHLMN MOXKHO UCMONb30BaTb
3N1EeKTPOKOJIACKY U/IU CKyTep.

OyeHb Nose3Hbl NPOrpammbl ynpaxKHeHUN
Ha pa3BUTUE CU/bI, BBIHOCIMBOCTU, TMBOKOCTH
1 paBHoBecuA. CTaHZApPTbI NO yxoa4y
PEKOMEHAYIOT a3p0bHbIe YNparKHEeHUS,
nnasaHue, xoabby, e3ay Ha Benocunese,
nory, rpebnto, ananmnTuyeckmne/Kpocc-
TPEHAXKepbl, a TaKXKe Tepanuio C BEpXOBOM
e3401 (vnnotepanua).

PekomeHZaLmMm Mo YacToTe M ANIUTENIbHOCTHU
TPEHUPOBOK MOXET AaTb GU3NYECKUI
TepanesT.
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IMABA 4

OPTONEAUYECKAA

NOMOLLb

Mpn CMA 4acTo BO3HMKAIOT OpToneauYeckme OCNOKHEHUA (CTPaAatoT KOCTU U MblLLbl). ITO
MOryT 6bITb MPO6AEMbI C MO3BOHOYHUKOM, beapamu, cycTaBaMu M KOCTAMU. BHe 3aBUcMMOCTH
OT TOro, NOMy4YaeT NAaUMEHT MeANKAMEHTO3HOE IYEHME WU HET, BCe AeTU U B3poc/blie co CMA
(cuanume, Hecuaaumne M xoaaume) AOMKHbI PEFYAAPHO NPOXOAUTb OCMOTP Y CNELMANNCTOB, TaKUX
KaK opTones, pUsnyeckunin TepanesT 1 aprotepanesT. ITO NO3BONUT CBOEBPEMEHHO peLlaThb
BO3HMKatoWMe Npobaembl, a TaKKe Noaaep*KUBaTb NN NOBbILWATL MOBUIBHOCTL U Ka4YecTBO

KU3HUN NaUneHTa.

MO3BOHOYHMUK

CMA moxKeT 0cnabnsatb MblliLbl,
noagepK1BarLLme No3BOHOYHMK. be3
MbILLIEYHOM NOAAEPHKKM MO3BOHOYHUK
NUCKpUBAAETCA nog AencTBnem rpasutaumnm. Mo
cTatTuctmke, y 60-90% Hecnaaumx n cupauux, a
Takxe 50% xo4a4mx naLMeHTOB CO BPEMEHEM
pPa3BMBAETCA NCKPUBAEHNE NO3BOHOYHMKA.

Koraa no3BOHOYHUK UCKpUBAAETCS BOOK B
dopme 6ykBbI «C» MK «S», 3TO Ha3blBaeTcA
«cKonno3». Koraa no3BOHOYHMK M3rnbaetca
Bnepea, 310 Ha3biBaeTcs «KMpo3». Mo mepe
NCKPUBNEHWNA NO3BOHOYHMKA UCKPUBAAIOTCA
rpygHas cTeHKa 1 pebpa, YTo NPUBOAMT K
YMEHbLUEHUIO MPOCTPAHCTBA A8 POCTa IErKUX
M AbixaHua. Mo3TomMy NaLMeEHTOB, Y KOTOPbIX
cumntombl CMA nosasuauch B AeTcTae,
BaYXKHO perynsapHo obcnenosaTb Ha NpegmeT
CKO/IMO3a. Yron UCKPUBNEHNA N3MEPSAIOT C
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NMOMOLLbIO PEHTIEHOBCKMX CHUMKOB BCErO
NO3BOHOYHMKA. MeToa M3mepeHUa Ha3blBaeTcA
«yron Kob6a». Tem naumeHTam, KOTopble MOFyT
CUAETb NN XOAUTb, PEHTTEHOBCKME CHUMKM
[enatoT B MaKCMMaIbHO NPAMOM CUAAYEM

WAN CTOAYEM NONOXKEHUU, KOTOPOE OHU MOTYT
noafepXmBaTb CamocToAaTeIbHO. Hecnaaumm
nauMeHTam PeHTreHOBCKME CHUMKM AenatoT

B MONIOXKEHMMW NEXKA HA CNUHE. Hecnaaumm m
cMaaYMm naumeHTam c yrnom Kobba bonee 20°
HeobxoaMMO NPOXOANTb NPOBEPKY KaxKAable
nonroAa A0 MOMEHTA, KOr4a POCT KOCTeMN
NPeKpPaTUTCA U HAaCTYNUT MOMEHT NOJIHOTO
Pa3BUTUA CKeNeTa, KCKeIeTHaA 3penocTby.
Mocne 3Toro NPoOBEPKY HYKHO NPOXOANUTb
KakAbIM rog, NOCKONbKY UCKPUBAEHUE
NMO3BOHOYHMKA MOXET NPOAO/IKATLCA U BO
B3pOC/IOM BO3pacTe.



CKOJINO3

Hecnpauume

Hecnaaumm aetam mosKet H6biTb NONE3HO U

B Lesnom 6onee KOMPOPTHO HOCUTb KOPCET

B TEYEHMeEe AHA KaK ANA NPOPUNAKTUKM
CKO/IMO3a, TaK U ANA nogaepxaHua 6onee
BEPTUKA/NIbHOTO cuaAYero nonoxexHua. Kopcet
OOMKEH 6bITb U3rOTOBAEH NHAMBUAYANIbHO

M KOPPEKTUPOBATLCA CNeLManncTom
(opTesunctom) Tak, 4tTobbl 06XBaTHIBATH CMINHY U
rpyab U KOMPOPTHO NpuaeraTtb K Teny.

Cupaune

MaumeHTbl C yrnom ckonnosa bonee 20°

MOTYT MCMONb30BaTb KOPCET (OpTE3 rPyAHOTO,
NMOACHMYHOIO N KPECTLOBOrO OTAE/N0B NO3BOHO-
YHWKA) ANA KOPPEKTUPYIOLLEN NOAAEPHKKN B
BEPTMKANbHOM CMAAYEM NONOKEHMN. [leTam,
KOTOPbIM elle NPeacToUT 3HAaYUTENIbHbIN POCT,
PEKOMEHAYIOT MAFKUIA MU NONYKECTKUMN
KopceT. HoweHwne KopceTa He npegoTepaLLaeT
BO3MOXHOE Aa/ibHENLLEee UCKPUBNEHME
MO3BOHOYHMKA, HO MOMOTaeT CHATb 60nb,
obecneynTb YCTOMYMBOCTDb, @ TAKXKE MOXKET
3amenIMTb NPOrpeccnMpoBaHme NCKPUBIEHMUS.

MoKeT HacTynuTb MOMEHT, Koraa byaet
peKoMeHA0BaHa onepauma no BbINPSAMIEHUIO
NO3BOHOYHMKA. Ee npoBogAT Ans BOcCTaHOBNE-
HWA PaBHOBECUA B CUAAYEM MOIOKEHUN

N yAYYLWEHUA AblXaTeNbHOM QYHKUNUM —
NIeTKMe CMOryT PacKpbIBaTbCA cuibHee. Ecnum
pPaccMaTpPUBAETCA BO3MOXHOCTb Onepauum,
Heobxoanmo noapobHo obcyanTb BCe
BAPWAHTbI AEUCTBUIN C MHOronpoduabHOM
KOMaHA0M Bpayen.

Onepaumto Ha NO3BOHOYHMKE PEKOMEHAYIOT,
ecnu yron Kobb6a npesbiwaeTt 50°, ninbo ecnu
UCKpUBNEHME eXKerogHOo yBennymseaeTtca Ha 10°
n 6onee.

Mpoune pakTopbl, KOTOPbIE HEOBXOANMO
YUYMTbIBATb NPU PACCMOTPEHUM
BO3MOHOCTM ONepauum:

€ BospacT B rogax n mecsuax
(bnonormnyecknit Bo3pacT), a TaKKe
CTeneHb 3pesloCTN KOCTen 1 ckeneta
(ckeneTHas 3penoctb). [MockoNbKy
CKeJIETHbIN BO3PACT U paKTUYECKUI
BO3PaCT 3a4acTyto He COBMaAaloT,
CKENETHYI0 3peNoCTb MOXKHO OLEHUTb
Mo PeHTreHOBCKOMY CHUMKY /1eBOTO
3anAcTbA.

CTeneHb CHUXEHWUA AbIXaTeIbHON
bYHKUNM

Hannune nameHeHum rpyaHoOmM CTEHKM
WU CXKaTma pebep

MPUYNHAET U UCKPUBAEHUE
HeyaobcTBa B bbITy

MpucyTcTBYET 1M NOCTOAHHAA 60/b B
cnuHe n beapax

MpucyTCTBYET I HEPAaBHOMEpPHOE
Nno3nunoHnpoBaHue beaep 1 Tasa,
3aTpyAHALLEee nogaepKaHume
paBHOBECUA B CUAAYEM NOJOKEHUM
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CyuwiecTByeT ABa TMNa onepauui Ha
NO3BOHOYHMUKE:

CnoHgunopes — BbiNpsMIEHNEe NO3BOHOYHMKA
C MOMOLLbIO ABYX METANINYECKUX CTEPIKHEN,
KOTOpble yCTaHaB/AIMBAKOTCA N0 6OKam OT
NMO3BOHOYHMKA N KPEMNATCA K MO3BOHKaM

n pebpam. CnoHguMnoaes KoppekTnupyet
WCKPUBIEHWNE U NOAAEPKUBAET MO3BOHOYHMUK,
He faBadA eMy crmbaTbCA Nog AencTBMEM
rpaBuTaumn. Kpome TOro, HEKOTOPbIE CMENXKHbIE
MO3BOHKM «CPaALLMBALOTCA» Mexay cobol

ONA TOro, YTobbl KOHCTPYKUMA bBblna 6onee
YCTONYMBOMN.

«PacTywan» KOHCTPYKUMA — peKoMeHayeTca
aetam mnagwe 10 neT, KOTOpbIM eLLe
NpeacTonT 3HAaYNTENbHbIM POCT MO3BOHOYHMKA
W rpyaHoOM KNeTku. B gaHHOM cnydae

CTEPXKHWU KPenATCA TO/IbKO K NO3BOHOYHUKY
nnun pebpam B BEpXHEM N HUXKHEN TouKe
n3rnba, Takum o6pasom, YTo MeXay HUMM
OCTAlOTCA HETPOHYTbIE OTAENblI NO3BOHOYHMKA
N pebpa, KOTOopble MOryT NPOAO/KATb PACTU.
McKpurBieHne NO3BOHOYHMKA BbINpAMAAeTCA
No mepe BO3MOMXKHOCTU B MOMEHT YCTAaHOBKM
CTepKHEeN. 3aTem Kaxkable 2-6 mecsueB
CTEPKHWU NOCTENEHHO Pa3ABMUIatoT B AJMHY.
Takaa npoueaypa oCTaBAAeT BO3MOXHOCTb A1
OanbHeNLero pocta NO3BOHOYHMKA U FpyaHOMN
KneTku. NoasBnatoTca HOBble TEXHO/I0MUMK
«PACTYLLMX» KOHCTPYKUMA. Hanpumep,
CTEPXHU, KOTOPbIE KOHTPOIMPYIOTCA C
NOMOLLLbIO MArHUTOB, YTO NO3BONAET YA/NHATb
nx 6e3 NOBTOPHOM onepauum.

Mepen nposeaeHnem ntobon onepauumm
COOTBETCTBYHOLLNE CNELMANNCTbI JONKHbI
NPOBECTU KOMM/IEKCHOE UCC/eoBaHNe
3/10pOBbA U CAaMOYYBCTBUA NaLMEHTa.
OueHMBaKTCA BEC U NUTaHWUE, COCTOAAHUNE
KOCTeMl, AbIXaTe/ibHble CMOCOOHOCTH, a TaKKe
HEeobX0AMMOCTb PecnMpPaToOPHOM NOAAEPIKKM
BO Bpems onepauuu. PelieHune AonxKeH
NPUHMMATb HE OAMH Bpay, a BCA KOMaHAa
BMeCTe, B3BECUB BCE PUCKU U NPEeUMyLLLecTBa
onepauuun. Bpaum, nposogdiime onepauuio,
OO/HbI UMETb NaaH no HabaaeHUIo 3a
AbIXaHWEM W AblIXaTeIbHOW NoAAepiKKe
nauMeHTa nocsae onepauum.
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PeKomeHAa0BaHHbIW BO3pacT
ANA NPoBeAeHUA onepayuin Ha
NO3BOHOYHMUKE:

MeanuuHCKne pekomeHaaumm
CTaHAapTOB MO yX04y 3aBUCAT OT
BO3pacTa naumeHTa:

e Mnaguwe 4 net: 06bI4HO ONepaLUto
Ha NO3BOHOYHMKE PEKOMEHAYIOT
OT/NIOXMUTb A0 AOCTUNKEHMA
BO3pacTa 4 ner.

4 ropga — 10 net: NOCKONbKY
CKeJIeTHaA 3penocTb eLe He
HacTynuna, pekomeHayeTca
YCTaHOBKa «PacTyLlen»
KOHCTPYKLMUM.

10-12 nert: 5170 BO3pacT Nnepexoaa
K CKeneTHom 3penoctu. Ecam
Heobxoanma onepauus, ee TMn
6yneT 3aBUCETb OT CKENIETHOM
3penocTu NauueHTa 1 Toro, Kak
CWJIbHO €eLLEe MOXKET BblpacTu
NMO3BOHOYHMK.

Crapwe 12 nert: 3T0 BO3pacT
ckenetHou 3penoctu. Ecam
Heobxoauma onepaums,
pekomeHayeTca CNoHANNoAES.

JKcnepTbl COBETYHOT NPY NPOBEAEHUM
ntobon onepauymm Ha NO3BOHOUYHUKE
OCTaBNATb HETPOHYTbIE NMO3BOHKMU

B cCepeAnHe NOACHUYHOro oTaena
NO3BOHOYHMKA AN TOrO, YTOObI
obecneynTb BO3MOXHOCTb BBEEHUSA

NIeKapcTB, Takux Kak CnuHpasa, KoTopble
[0CTaBAAKOTCA C NOMOLLBIO UMbl B
CNWUHHOMO3rOBOW KaHan (MHTpaTeKanbHO)
(cm. rnasy 11 «BBegeHWe HOBbIX
npenapatos ana neyeHns CMA»).




MNoABnAKTCA HOBblE TEXHO/OTUN «PacTyLLnx»

KOHCTPYKUMIA. Hanpumep, CTepKHU, KOTopbie

KOHTPOMUNPYIOTCA C NTOMOLWbIO MAarHMToB, 4YTO

NO3BO/IAET YAAMHATL UX 6€3 NOBTOPHOM onepauunu.

begpa

HecTtabunbHOCTb Ta30beapeHHbIX CyCTaBOB
4yacTo Habto4AETCA Y HECUAAYNX U CUAAYNX
nauneHToB co CMA. Ecam naumnmeHT moxkeT
CTOATb AN XOANTb C NOAAEPKKOM UM Be3, a
BbIBMX MM MO/BLIBMX Oeapa sToMy mellaeT

AN NPUYNHAET 60/b, PEKOMEHYETCS XUPYPrn-
YyecKkan PeKOHCTPYKLMA cycTaBa. Hexoaaumm
nauMeHTam XMpypruyeckas onepawuma nokasaxa,
€C/IN OHW UCMbITbIBAIOT MOCTOAHHYIO 60/b MK
€C/IN CHUXKEeHHan MobMAbHOCTb Ta30beapeHHOro
CyCTaBa MeLLaeT UM BbIMONHATb NOBCEAHEBHbIE
AeNCcTBMA, TakMe KaK ecTb, X0AMTb B TyaneT,
0eBaTbCA UM CUAETD.
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CycraBbl

Y naumeHToB co CMA 6biBaeT CHUMKeHa
NOABUKHOCTb CYCTAaBOB (Pa3BMBatoTCA
KOHTPAKTYpbl), YTO MOXKET NPUBECTU K

60711 N CNOXKHOCTAM C NEepPeaBUKEHUEM.
Ona nogaepxaHua NnogBUXKHOCTU CYCTaBOB
peKoMeHAYT GU3NYECKYIO TEPANUIO U
HoLweHWe TyTopoB (cM. rnasy 3 «dusnyeckas
Tepanua n peabunutauma»). Xupypruieckoe
BMeLLATeNbCTBO CeAyeT PAacCMATPMUBATL TO/IbKO
€CNN KOHTPAKTYpPbl NPUYMHAIOT 60/1b Nan
OrPaHMYMBAIOT BO3MOMXKHOCTb ABUIaTbCA.
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Koctu

MOCKONBbKY Y HECUAAUYNX U CUAAYMX NALMEHTOB CHUXKEHA HArpy3Ka Ha KOCTU M MblLLbI, Y HUX
HepeaKo pa3BMBAETCA OCTEOMNOPO3, YTO, B CBOKD OYepeb, YBENNYMBAET PUCK NepesioMoB. [eTam
n B3pocabim co CMA Heobxoanmo noTpebasTb AOCTAaTOYHOE KO/IMYECTBO Kanbuua 1 BUuTammnHa D3
(cm. rnaBy 5 «MuTaHne, poCT U COCTOSTHUE KOCTEMNY).

B CTaHgapTax no yxo4y coaepKaTca caeayoumne meanuMHCKME PEKOMEHZALMM HA CAlyYal
nepenoma Koctu y naumneHtos co CMA:

Ana cnpaaumx n Hecnaauux Ana xoaaumx

e WM3beraTb UCNONb30BAHMA TUMNCa HA e Ecnu xoasumit nauMeHT IOMaET Hory,
CPOK Aonblue Yem 4 Hepenun, ecnm rmnc pPaccMoOTpPeTb BO3MOXKHOCTb Onepaumm
orpaHn4ymMBaeT MObUAbHOCTb

Ecnu nauymeHT, KoTopbIN 06bIYHO He
Mo BO3MOXKHOCTM M36eratb onepawmi XO4MUT, NOMaeT 6eapeHHY KOCTb,
N PacCMOTpPEeTb UCMO/Ib30BaHUE pPaccMOTPETb BO3MOXKHOCTb onepauumm
rMNCoBaHMA BMECTO onepauum C UCMNOJIb30BAaHMEM CTEPKHEN MU
NAACTUH. DTO MOMKET YCKOPUTb
NpoLEecc 3a*KUBNEHUA U YBEIUYMBAET
LLIAHCbl COXPAHUTbL CNOCOOHOCTb
nepeaBuraTbCcs.

KnnHunyeckuii ocmotp

NO3BOHOYHMKa
PeHtreH
NO3BOHOYHMKa
Ecam yron Ko66a 6onblue Ecnan yron Ko66a 6onblue 50°,
Ecm yron Kob6a 15-20°, HowweHue KopceTa 0bcyanTL € MHOroNpogUIbHOM
MeHbuwe 15-20° W HaboaeHne KOMaHA0# nposeAeHne onepaunun Ha
NO3BOHOYHMKe
QA netei c [na naumeHToBs co
PUCYHOK 2 He3pesbiM CKeNeTom 3pE/IbiM CKENETOM
paccmoTpeTb PacCMOTpeTL
BeaeHwue nauuneHTa npu MCNo/sib30BaHMe nposeaenne
cnoHaunogesa
nogo3peHnn Ha UCKpueaeHUe «paCTYLIJ,MX)i
KOHCTPYKLMiA

NO3BOHOYHMKA (afanTMpoBaHHan
BepcuA u3 E Mercuri ¢ coasT.,
2018, c. 109)

A Guide to the 2017 International Standards of Care for SMA



MABAS5

OcHoBHble npobaembl npu CMA,
CBA3aHHbIE C NMUTAHUEM:

e TpyaHOCTU C II0TaHMEM

Mpobnembl ¢ BeCOM

MpoaBuKeHne NULLK No
NULLEBAPUTENBHOMN CUCTEME

Bce geTtun v B3pocable co

CMA ponHbl perynapHo
KOHCY/NIbTUPOBATLCA C
OMEeTONI0roM, KOTOPbIN OLEeHMBAET
MX POCT, BEC U NUTaHUe, nocse
yero fJaeT pekomeHaaunm no
noAaAepKaHM HOPMAZIbHOIO
BECa M NPaBUIbHOro NoTpebneHms
MULLN U XKULKOCTW.

Bce getn v B3pocabie co CMA gonKHbl peryiapHo
KOHCY/IbTUPOBATbCA C ANETONOrOM, KOTOPbIM
OLLeHWBaeT X POCT, BEC U NUTaHUe, nocne

yero JaeT pekoMeHAaunm rno noaaeprKaHmio
HOPMa/IbHOTO Beca W NpaBUAbHOro NoTpebneHun
NULKX K XKnakoctu. na geten co CMA He
CylecTByeT crneunanbHon Tabaunubl pocta u

Beca, HO AMEeTONOT MOXEeT OPUEHTUPOBATLCA

Ha CTaHAapTHble Tabanubl pocta BcemmnpHoi
opraHusauunu sgpasooxpaHeHus (BO3). Mpwu
noceLLeHNn Bpaya pekomeHayeTca n3mepaTb 1
3anunCbIBaTb BEC M POCT, @ TaKXKe NoACUYNTLIBATD
Nuaekc maccbl Tena (MMT). UMT — 310
NnoKasaTte/lb COOTHOLIEHMA POCTa M Beca, KOTOPbIN
nomoraeTt NOHATb, HAXO4MTCA M BeC YeNoBeKa
HUXe HOPMbI, B HOpMe, N1Mb0 Bbille HOPMbI.

Ecam UMT nauymenTa co CMA npesblwaeT

25-1 NpoLEeHTUb, HYXKHO OTCNEXKMBATb PUCK
OXunpeHua. Heobxoammo TaKKe N3MepATb COCTaB
TKaHen Tena, 4tobbl ybeanTbes, YTO COOTHOLEHME
KOCTHOMW, *KMPOBOM M MbILLIEYHOM TKAHM Haxo4uTCA
B Npeaenax Hopmbl.

YTo KacaeTca Kenyao4yHO-KMLWEYHOro TPaKTa,
KaXKabl NaunMeHT MMeeT CBOM 0COHBEHHOCTU, HO
HEeKOTOpble Ba*KHble CUMNTOMbl HE06X04MMO
OTCNEXMBATb U NEYUTL: 3TO pedtoKe (Ccm.
«ractpoasodareasibHblit pedtoKey), 3a4epKKa
ONOPOXKHEHMA }KenyaKa, pBoTa u 3anop. Y
nauneHToB co CMA 6biBaeT HapyLLueH obmeH
BeLlLecTB (MeTabonnsm). ITo MOXKET NPUBECTU

K NMOBbILLIEHMIO YPOBHA KUCNOTbl B KPOBU —
«MeTabonmMyeckmMin aunaos» Uan Ketoaumaos. Y
NauMeHTOB MOKET ObITb MOBbILIEH UM NMOHUMKEH
YPOBEHb Caxapa B KPOBM, A TaKKe HapyLIeHO
pacLenneHne Knpos.
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Ona nHAMBMAYaNbHOIO
noabopa aAneTbl HeobxoaMmo
KOHCY/IbTUPOBATLCA C ANETO/IONOM

HECUOAYUE

lnaBHoe, YTO HEObX0AMMO NPOBEPATH Y
ManeHbKUX AeTein, — 3TO UX CNOCOBHOCTb
rnoTaTtb. Mpw TPYAHOCTAX C IOTAaHUEM
(«amcharna») ectb pUCK NonagaHMa MUY UIn
UAOKOCTU B AbIXaTeNbHble NyTH (acnupaumm)

M NX BoCcnaneHua. Bckope nocne NocTaHOBKM
AnarHosa pebeHKy HeobxoaMmo NPoBecTm
OLLEHKY ero rnotatesbHOM CNocobHOCTH
(snpeodntooporpaduueckoe nccnegoBaHme
rnotaHua). Echm uccnepoBaHue nokasano,

yTo 6e3onacHoe roTaHMe 3aTPyAHEHO,

€CTb [1Ba BpeMeHHbIx cnocoba obecneynTb
NUTaHMe Yepes HOC: Ha30oracTpasibHbIM

30HA, KOTOPbI NPOXOAUT B KeNyaoK, Ninbo
Ha30MHTECTMHANbHbIM 30HA, KOTOPbI NPOXOAUT
B TOHKWUI KMLIEYHUK. Bonee 40NroCcpoYHbIi
BAPMaHT — 3TO racTPOCTOMMUYECKas TPyOKa

WM YPECKOXKHAA IHA0CKONMYEecKasn
ractpoctomus (43T), npm KoTopoi TpybKa
BCTAB/IAETCA XMPYPrUYECKUM NyTEM Yepes
KOXY M MPOXOAMUT B KenyaoK. Hekotopble
CNeunanmncTbl PEKOMEHAYIT A0MNOIHUTENbHYIO
onepaumio s CHUXKeHuA pedntokca. Ewe
OZlIHOM NPo61eMON MOMKET BbITb CHUMXKEHME
3N1aCTUYHOCTU YENHOCTHbIX MbILLL,, YTO NPUBOAUT
K TPYAHOCTAIM C KeBaHWEeM U rnoTaHnem. Ecnm
pebeHOK nan B3poC/bl UCMbITbIBAET KaKkue-
60 M3 BbllenepeyYncaeHHbIX TPYAHOCTEN,
06paTUTECh 33 KOHCY/IbTAUMEN K MEAULMHCKUM
cneuyanncTam.

Mommmo npobnem ¢ rnoTaTe/ibHbIMU MblLLLAMMU
n ancdarnen, KoTopble MeLarT NPaBUIbHOMY
noTpebaeHnIo Kanopuin, Hecuaaume NauneHTbl
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TPATAT MHOTO 3HEPTUW Ha AbIXaHWE U

60pbby C MHPEKUMAMM AbIXaTeNbHbIX NyTeMn.
3TO 3HAYUT, YTO OHM NOABEPIKEHbI PUCKY
HEeA0CTaTOYHOCTU NMUTAHMA U MOTYT M10X0
HabupaTb Bec. ECTb pasHble BUAbI AMNET,
KoTopble noabupatTcs MHANBUAYANbHO

ANA Kaxkaoro naumeHTa. Takke HeobxogmMmo
obecneuynTb 4OCTaTOYHOE NoTpebneHne
XUAKOCTU. [N NULLEBAPUTENbHOMN CUCTEMDBI
0COBEHHO NOME3HbI XUBble bakTepun n
APOXKKeBble rpubbl (MpobunoTrkK). Hecnaaumm
nauMeHTam TaKKe MOXKeT NoHag0buTbeA
MeAMKaMeHTO3Has NOMOLLb Npu 3anope u
npobaemax ¢ ONopPoOXKHEHUEM KULLIEYHUKA,
MOCKONbKY Y HUX MULLA MOKET NepeasuraTbca
Mo NULLLEBAPUTENIbHOMN CUCTEME C/IULLKOM
MeA/IEHHO.

B cnyyae 6onesHn BaXKHO
NPOKOHCYNbTUPOBATLCA C BPayaMu, MOCKO/bKY
Heobxoanmo obecneynTb CBOEBPEMEHHOE
notpebaeHne KUAKOCTU N OTC/IEXKMBATD
YPOBEHb cone B KpoBu. Y nauneHtos co CMA
06bI4HO HapyLeH MeTabonM3M XKMPOB, YTO
MOMKET NPUBOAMUTL K U3ObITKY KETOHOB U APYrnx
npoaykToB obmeHa. YTtobbl M3b6exKaTb 3TOrO,
pekomeHayeTca cobnoaaTth AMETY C caxapamu
W NPOTEUMHAMM, ANA TOro YTOObl OrPaHNYUTD
pacLLeN/IeHME KNPOB NMPU BbipabOTKe sHEPrUun.
3710 0cobeHHO BaXKHO B nepuos 6onesHuy,
NO3TOMY PEKOMEHAYIOT AaBaTb NALMEHTY
NUTaHMeE C caxapamu U 6eKoM B TeYeHUue
LLIeCcTM YacoB Nocne Havyana bonesHn n ganee.
fonoaaHuA HeobxoamMmo nsberatb.



Cnaauymm naumeHTam 6bIBaeT CNOXKHO
nepexeBblBaTb MULLY, U B MPOLLECCE eAbl OHU
MOTYT yCTaBaTb. M BaXKHO KOHCY/bTUPOBATbLCA
C OMETONOroM, KOTOPbIN NOMOXKET
MHAVBUAYaNbHO NoaobpaTb anety. Cugaume
AeTn nocse noayvyeHma AnarHo3a A0NXKHbI
NPOXOAMTb OLEHKY MULLEBOIO CTaTyCa Kaxable
3 — 6 mecAugeB, a 3aTEM E}KEeroaHo.

Ecam cnpgayumre naumeHTbl 4aBATCA NULLei
WM 3aKaLLNMBAIOTCA BO BPEMSA e4bl, UM
HEeob6X0AMMO NPONTU OLLEHKY IN0TaTENbHOM
cnocobHocTtu (BMaeodatooporpadmuyeckoe
nccnegoBaHue rnotaHus). Heobxoanmo,
YyTOObI NOrONes OUEHU UX ANETY,
¥KeBaTe/ibHble M roTaTelbHble CNOCOBHOCTH,
M NMOPEKOMEHA0BA/, B KAKOW KOHCUCTEHL MU
roToBUTL NuLLy (Ntope, nonyTeepaas
KOHCUCTEHLMSA, UK TYCTble KUOKOCTU, TaKne
KaK MOJI0YHbIe KOKTeN). Jloronen Tak:Ke
MOXeT AaTb peKoMeHZauum no cnocoby
KopMaeHus.

Ecnv y naumeHTa ectb NPU3HAKM OTCTaBaHUA B
pocTe, He0bX0AMMO PaCCMOTPETb BO3MOXKHOCTb
YCTaHOBKM 30HAa A1 SHTEPaIbHOIO NUTaHUSA.
Ecnv naumeHT Npy 3TOM MOSKET rNoTaTb, He
nonepxmsancb, HEOBXOAMMO YaCTb MULLM
[laBaTb yepes porT.

B cBA3M C Manol NOABUMKHOCTBIO U
M3MEHEHUAMM COCTaBaA TeNa, cuaaume
nauuMeHTbl NoABepKeHbl PUCKY Habopa
M36bITOYHOrO Beca. Ecv ecTb NpUsHakKu

3TOro, peKoMeHayeTca cAaenatb aHaAu3bl
KPOBM Ha NpeameT cnocobHOCTM opraHM3ma
nepepabatbiBaTb caxapa (meTabonmsm
[/TIOKO3bl).

Ecnu ectb npobnema perynspHbIx 3anopos,
HeobxoAMMO YBeNNUYNTb NoTpebneHue
KUAKOCTU M KNETYATKM; NPOKOHCY/IbTUPYITECH
Ha 3Ty TeEMy C Bpa4yoM. TaKKe MOoryT NoMoYb
JleKapcTBa, CNocobCTBYHOLLME ONOPONKHEHWNIO
KMLIEYHMKa.

B cnyyae 6onesHu BaxkHO
NPOKOHCYNLTUPOBATLCA C BpavyamMu, NOCKOJIbKY
Heobxoanmo obecneynTb CBOEBPEMEHHOE
notpebaeHne KMOKOCTU N OTC/IEXKMBATD
YPOBEHb cone B KpoBu. Y nauneHtos co CMA
06bI4HO HapyLeH MeTaboIn3M KUPOB, YTO
MOMKET NPMUBOAMUTD K M3ObITKY KETOHOB U APYrnx
npoaykToB obmeHa. YTobbl M36exKaTb 3TOrO,
pekomeHayeTcs cobao[aTb ANETY C Caxapamm
N NPOTENMHAMM, ANA TOTo YTOObl OrPaHNYUTD
pacLienieHne X1UpPoB Npu BbipaboTKe aHepruu.
3710 0cobeHHO BaXKHO B nepuog 6onesHu,
NO3TOMY peKoMeHAYIoT AaBaTb NaUMeHTy
NMUTaAHME C caxapamu 1 6enKom B TeYeHune
LLIeCcTM YacoB Nocne Havyana bonesHn n ganee.
fonopaHuA Heobxoammo nsberato.
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Y xoaAa4mx naumeHToB peako bbiatoT
npobaembl C FOTAaHUEM U MPUEMOM MULLM.
MM HeobXoaMMO KOHCYNbTUPOBATLCA C
ANEeTONOrom, ecnm ectb Npobaembl ¢ BeECOM,
B YAaCTHOCTU IMLLHWUIN BEC U OXKUPEHME,
MOCKO/IbKY OHM MOTYT CHUATb MOBW/IbHOCTb
N YBEZIMYMBATb PUCK APYrMX Npobnem,
TaKMX KaK BbICOKOE KPOBAHOE AaBNeHUe

n anabert. Ecnm ecTb NPU3HAKKU IUWHErO
BECa, peKoMeHAyeTcA caenatb aHaAn3
KPOBM Ha NpeAMeT CNOCOOHOCTM opraHM3ma
nepepabatbiBaTbh caxapa (meTabonmsm
[/TIOKO3bl).

Bce naymeHTbl co CMA noasep»eHbl
PUCKY UCTOHYEHMA KoCcTel (ocTeoneHus) u
nepenomos. PekomeHayeTcAa NnpoBoAnUTb
nccneaoBaHnMe MMHeEPabHOM NIOTHOCTH
KocTel (AeHcUMToMeTpumA) O4MH Pas B roA.
Tak»ke He0bX0AMMO eXKerofHoO NPoBEPATbL
ypoBeHb BUTaMMHa D B KpOBM 1 NPUHMMATb
€ro npenapaT, ec/M ypoBEHb HU3KUIN AN
AnarHocTMpoBaHa octeoneHua. MoryT
TaK)Ke Ha3Ha4yaTbCA NpenapaTbl KanbLuma.
Ecam naumeHT YacTo nonyyaeT nepesnombl,
BPAy MOXeT Ha3HauYMTb Npenapatbl

ANA YyBENMYEHMA NNOTHOCTU KOCTEN
(bucdocdoHaTsbli).
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Pe KOMEeHAYETCA NpoBOAUNTb

nccnegoBaHMe MMHEPaANbHOMU
NAOTHOCTM KOCTEeM
(aeHcMTOMETpPUA) OAUH pa3

B rog,.




IMABA 6

ObIXAHWUE

PECMUPATOPHAA NOAOAEPXKKA

MblweyHan cnabocTb, cBA3aHHana co CMA, MOXeT NoBpeXAaTh U AbiXaTeNbHble
(pecnupaTopHble) mbiwupl. Mpobaembl ¢ AbixaHUeM HabAOAAOTCA Y HECUAAYUX U CUAAYNX
NaLuMeHTOB, HO PEAKO CyYaloTcaA y XoAaa4mx. Tem He meHee, BcemM naumeHTam co CMA
PEKOMEHAYETCA eKeroaHana BakUMHaLMA OT rpUnna u BakuMHaLUMA OT MHEBMOKOKKOBOW
NHPeKUUKN. Bce ocTanbHble NPUBUBKM A0KHbI MPOBOAUTLCA B COOTBETCTBMU CO
CTaHAaPTHbIMU MEAULIMHCKMMM PEKOMEHAALMAMU, ECAN Y BPayYen, HabnroaaroLwmx
nauueHTa, HeT APYrMx peKoMeHaaumii No sTomy BOnpocy.

CyLLLecTBYHOT pasHble CNocobbl BeAeHUs NaLUMEHTOB C AblxaTe/bHbIMK Npobaemamu. OHK
3aBUCAT OT NposaBieHnin CMA y KOHKPETHOro nauueHTa.

HECUAAYUE

Mpobnembl ¢ gblXaHUEM — 3TO [N1aBHbIN
MCTOYHUK CEPbE3HbIX Npobaem co
3[,0P0OBbEM Y MALMEHTOB C PAaHHUM
ctaptom CMA. OCHOBHble pecnupaTopHble
npobnembl cneayoLme:

e Y nauueHTa cnabbii Kallesnb, U
NO3TOMY OH HE MOXET OYMCTUTb
Nerkne oT MOKPOTbI, YTO NPUBOAMUT K
BOCNaNEHUIO NNIETKNX

e B cBA3M C MbllWeYHOM cnabocTblo,
NauueHT He MOMKET caenaTb
[0CTaTO4YHO rMyboKMi BAOX AN
obMeHa yrneKkncnoro rasa Ha
KMCNopoA (rMnoBeHTUNALMSA), YTO
NPUBOAUT K CHUMKEHUIO YPOBHSA
KMcnopoaa B KpoBU (KnciopoaHan
Aecatypaumsa). lMnoseHTUAALMA U
HU3KUI YPOBEHb KNC0POAa B KPOBMU
NMoHaya/ly BO3HUKAOT BO BpeMSA
CHa, Koraa AbixaTe/ibHble MblLLLLbl
Hanbonee paccnabnexsbl. NocteneHHo
CNO¥KHOCTU C 0BMEHOM YINIEKMCNOTO
rasa Ha KMCNOPOA NOSIBASAIOTCA U BO
Bpema 6oapcTBOBaHMUS.

MOCKO/IbKY AblXaTe/ibHble 3aTPyAHEHMUSA
— 3TO pPacnpoCTpPaHeHHas 1 TAXKenan

npobnema npmn CMA, HeobxoaMMo Kak
MOYHO paHblle HauMHaTb CNeanTb

3a AblxaTenbHoM GyHKUMeEN U genaTb

3TO perynapHo, Aaxe ecan HeT

HUKAKMX CUMNTOMOB (3TO Ha3blBaeTCA
«NpPOaKTUBHOE» NeyeHue). Cneunanmct

No PecnMpaTopHOM NOALEPKKE A0/KEH
NOAKNOUYNTLCA K BEAEHMIO NauMeHTa cpasy
nocne NOCTaHOBKM AMarHosa.

Bce Hecmagaumne mnageHubl co CMA
[ONKHbI NOCELLATb BPayel U NPoXoanTb
OUBNYECKUI OCMOTP HE PEKE, YEM
Kaxapble Tpu mecaua. Ecam nx gbixaHue
HeapbEeKTUBHO (TMNOBEHTUNALMSA), Y HUX B
KPOBWM MOXET HaKanMBaTbCA YINEKUCNbIN
ras. [osTomy BaXKHO NPOBEPUTL YPOBEHb
YIIEKMCNOrO ra3a B KOHLE Bblaoxa. Takxke
HeobxoAMMO NPOBOAUTL PerynapHble
nccneaoBaHMA BO BPpeMsA CHa MaLMeHTa, Ha
npeameT rMnNoBEHTUAALMN N AecaTypaunm
BO BPEMSA HOYHOIO AbIXaHUA. DTU TecCTbl
NOMOTYT NPUHATL B3BELLEHHOE peLlleHne o
HEeobX0AMMOCTN HaYMHATb UCMOJIb30BaHKNE
annapara, KOTopbI MOMOraeT AblWaTb
(HenHBasmnBHaA BeHTUAALMA nerknx, HUB/
— CM. ganee) BO BpeMs CHa.
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BepeHue naumneHToB:

MpocTyaHble 3ab60neBaHUA 3a4acTyto
NPUBOAAT K MHOEKLMAM AbIXaTeNbHbIX
nyTen, n cUTyauma ycyrybnsertca, ecam
NaLMeHT HE MOKET NOJIHOCTbIO OTKALWATD
MOKPOTY U Apyrue BblaeneHusa. dusmnyeckas
Tepanua rpy4HON KNeTKN B COMETAHWUU C
annapaTom, NOMOTalLLMM KaWAATb —
oTKawnusatenem (Hanpumep, Cough Assist®
n Vital Cough®), gonxHa 6bITb AOCTYNHa ANA
HecMaaumx naumeHToB. Kaxkapbii naumeHT ¢
HeadPEeKTUBHBbIM Kallnem 1 ocinabsieHHbIM
rNOTaHMEM TaK¥Ke AO/IKEeH MMeTb annapat
ANA OTcacblBaHUA BblaeneHuni (acnmpartop).
PoauTtenun n ocyLLecTBAAOLWME YXOL,

ML SONKHbI MTPOUTM 0byYeHune u

MMEeTb NOAAEPKKY CNELMANNCTOB, YTOODI
cobnoaatb pekomeHaaunm Bpayen u
NpaBUAbHO UCMONb30BaATb annapaTypy.

HeunHBasuBHas BeHTUAALMA nerknx (HUB)
— 3TO PEKOMEHA0BAHHbIA METOZ, yNy4LLIeHNA
HMU3KOM KNCAOPOLHOM CcaTypaLnm U BbICOKOIO
YPOBHSA YINEKUCNOro ra3a BO BpeMs CHa
(rvnoseHTUNALMA). HUBJ1 Heobxoanmoro
Tuna HasbiBaeTtca BUMANM (BiPAP, aByxda3sHas
BEHTUAALMUSA C NONOKUTENbHBIM AAB/IEHNEM B
AbIXaTeNbHbIX NYTAX): annapaTt nogaeT BO3ayX
B IETKME C ABYMA YPOBHAMMW [aBEHNA Yepes
WHAMBMAYANbHO NOA06-PaHHYIO HOCOBYIO
NN POTOHOCOBYHO MacKy. bonee BbicOKoe
AaBneHWe NogaeTcs BO Bpems BA0Xa, YTOObI
BAOX OblN CUbHEE, YEM YENOBEK MOXKET
cAenaTb CaMoCTOATE/IbHO BO BPEMA CHa.
3aTem Ha BpemsA Bbl4OXa AaBAeHWe BO34yXa
noHmxaetca. HUBJ1 cMHXxpoHU3upyeTcA

C eCTeCTBEHHbIM PUTMOM AbIXaHUA
yenioBeKa. HacTponkum perynmpytotca Takum
obpa3om, 4yTobbl BAOX OblN 4OCTATOUHbBIM,

W JONONHUTENbHAA NOAaYa KMCAoposa He
TpeboBanacs.

Lpyrue Buabl AbixaTe/IbHON NOAAEPHKKN,
Takue Kak CulANN (CPAP, nonoxurtenobHoe
NOCTOAHHOE AaB/IEHWNE B AbIXaTe/bHbIX
nyTAx), 3a PEAKUM UCKTIOYEHUEM, HE
PEKOMEHAYOTCA K UCNOb30BaHMIO,
NMOCKOJIbKY OHW He CNOCo6CTBYHOT
BblBEAEHUIO YI/IEKMCIOrO rasa 1 ero sameHe
Ha KMCNOPOS, B AbIXaTe/IbHbIX NyTAX.

Ecnv ncnonbsosaHne HUBJT He aaeT Hy*KHOro
pe3ynbTaTa, Bpauu MoryT obcyamTb €
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yneHaMm ceMbM NaUMEHTa UCMONb30BaHUE
WHBa3MBHOM BeHTMAAUMN. NHBa3MBHas
BEHTUNALMA — 3TO XMpPYypruyeckan
onepaums, NpyM KOTOPOK CO34at0T OTBEPCTUE
B TPaxee W yCTaHaB/AMBAIOT B HETO
AblXaTe/IbHY0 — TPaxeoCTOMUYECKY0 —
TPpYyOKy, Yepes KOTOPYHO OCYLLECTBAAETCS
AblXaHWe BMecCTo Hoca 1 pTa. O6bIYHO
TpybKa ycTaHaB/IMBaeTca HagoNro. BapuaHTbl
AblXaTe/IbHOM NOAAEPHKKM HYKHO 0b6Cy»KaaTb
C Bpayamu Torga, Koraa 340poBbe nauneHTa
B XOpOLUEeM COCTOAHMN. Bce noaobHble
peLLIeHNSA HYKHO NPUHMMATb UCXO4A U3 TOTO,
yTO BYAET NYYLIMM BapMaHTOM A/1A CAaMOro
yenoseka co CMA.

MeanKameHTbl ANA PACKPbITUA AbIXaTeNbHbIX
nyten (MHranaumMm 6poHxoamM1aTaTopoB)
MOTYT NPUMEHATLCA NPU CePbe3HbIX
NnoAo03peHUsAX Ha actMmy, nmbo ecnm
AblxatenbHasa GYHKLUMA 3aMETHO yay4llaeTcs
nocne ux npumeHeHus. MeanKameHTbl

ANA CHUXKEHUSA BblAeNeHUN (Takne KaK
IMUKONMPPONAT) HYXKHO NPUMEHSATD C
OCTOPOKHOCTbIO, @ A03UPOBKY AONKEH MO
HeobXoAMMOCTM KOPPEKTUPOBATL Bpay.
Ecnu BblaeNneHns CAULLKOM NEPECOXHYT, UX
OyneT cNoXKHee yaanaTb, U BaXKHO 3TOrO He
A0NYCTUTb. [lONTOCPOYHOE eXKeHEBHOE
NCNONb30BaHNE MeANKAMEHTOB A/1A
COKpalleHus BblaeneHun (Mynbmos3nm®

WAN TMNEPTOHMYECKUNIA PpacTBOp) He
pekomeHayetca. Micnonb3oBaHue
aHTMOMOTMKOB BO Bpema 601e3HM
HeobxoAMMOo MHAMBUAYANAbHO 06CYKAATb C
Bpayamm.

MOMMMO BaKUMHALMKM OT MHEBMOKOKKA

N eXXeroAHom BaKLMHALUKW OT rpunna,

a TaKXe ApYyrux peKoMeHL0BaHHbIX
NPUBMBOK MO rpaduKy, AETAM B BO3pacTe

[0 ABYX NeT PEKOMEHAYOT BaKUMHALMIO
(mnannBmsymab, CuHaruc®) npotms

TAKOro pacnpocTpaHeHHOro BUpYyca KakK
pecnMpaTopHO-CUHUUTUANbHBIN BUpYC (PCB),
KOTOPbI MOKET BbI3blBaTb AblXaTe/ibHble
npobnemol. Kak onucaHo B rnase 5
«lMnTaHMe, POCT U COCTOAHUE KOCTENY», MOTYT
6bITb M Apyrne GaKkTopbl, TAKME KaK pedtoKc,
crnocobcTBytOWME pa3BUTUIO Npobaem ¢
AbIXaHMEM, KOTopble TaKKe Heobxoanmo
NeynTb.



CUAAYUE

CunpgAaune naumeHTbl co CMA pexke nmerot
npobnembl ¢ AbIXaHMEM, HO U UM PEKOMEHAYETCSA
NnpPoxXoanTb PU3MUYECKUIN OCMOTP KaK MUHUMYM
Karkgble noaroga. Bo Bpemsa aToro ocmoTpa, no
BO3MOXHOCTU, HEOOXOAUMO AeNnaTb AblXaTesibHbI
TecT (CNMMPOMETPUIO) ANA U3MepeHUs pasmepa
NIETKUX U CUNbI AbIXaTeNbHOM MYCKyNaTypbl.
NccnepoBaHma AbixaHMA BO BpeMs CHa
PEKOMeHAYHTCA N5 BCEX, Y KOFO ecTb KaKkue-
NMB0O CUMMNTOMBI AN NOAO3PEHUA HA CHUMKEHHYIO

3P PEeKTUBHOCTb AbIXaHWSA. TakKMe CUMNTOMbI
BK/IKOYAOT HECMOKOMHbIN COH, YTPEHHUE

rofIoBHble 60/ NN COHNMBOCTb B TEYEHUE AHA.

BepeHue naumneHToB:

Ecamn y cnpaumnx naumeHToB ocnabneHHbIn
Kawenb, UM HeobxoaAnMMo NPoBOAMUTL
dU3NYECKYIO TEPANUIO TPYAHOM KNETKN.
Poautenei n nnu, ocyLwecTBAAKOLWMX
yxog, HeobxoanMmo o0by4nTb TakKMm
TEXHMKaM, a Tak¥Ke obecneymTb OTKaLLIN-
BaTesnem, oby4mB UX TOMY, Kak U Koraa

OH ucnonbayeTtcsa. HeMHBa3MBHan
BeHTUAAumMa nerkmx (HUBJ1) gonxkHa
NPUMEHATLCS, €C/IU €CTb CUMNTOMbI
AblXaTe/IbHOM HeA0CTaTOMHOCTU BO BpemMs
CHa (HecrnoKoMHbIN COH, ro/IoBHbIE 60K,
COHNMBOCTb B TEYEHUNE AHA).

NccneposaHma BO BpeMs CHa MpoBoAATCS,
4yTOObI BbIACHUTb, BbI3BAHbI 1M 3TU
npobnembl AblXxaTeNbHbIMM TPYAHOCTAMM,
N onpeaenuTb Hy»KHble HacTpolikm HABJI.
HWB/1 HeobXxoAMMO HACTPOUTb TaK, YTOObI
6b11 0becneyeH A40CTaTOYHO 6OAbLION BAOX,
N YTOObI He Obl/1 HYXXEH AOMO/IHUTENbHbIN
Kucnopoa. (bonbwe o HABJT n ero
HACTPOMKAX MOMKHO NPOYNTaTb B pasgene
«Hecuasyme — BeAeHMe NauMeHToBY, a
TaK¥Ke B CN0Bape TEPMUHOB).

Opyrve BuAbl AbiXaTeNbHOW NOALEPIKKM,
Takue Kak CulMAI (CPAP, nonoxutenbHoe
NOCTOAHHOE AaB/lIeHME B AblXaTeNbHbIX
nyTAX), HE PEKOMEHAYITCA, MOCKObKY OHU
He CNocobCTBYOT BbIBEAEHWIO YINIEKUCIONO
rasa v ero 3aMeHe Ha KUCIopo/, B
AbIXaTeNbHbIX MyTAX.

MpocTyaHble 3ab6on1eBaHNA 3a4acTyto
NPUBOAAT K MHOEKUUAM AbIXaTeNbHbIX

nyTemn, u cuTyauma ycyrybnserca, ecnm
NauMeHT He MOXKET NOJIHOCTbIO OTKAWAATb
MOKPOTY W apyrue BblgeneHna. dusnyeckas
Tepanua rpyAHON KNeTKN B COYETAHUM C
OTKal/IMBATENIEM A0/KHA ObITb AOCTYyMHA
ANA cMaaYnX naumeHToB. Kaxabii nauneHT
C HeapPeKTUBHbIM Kallnem 1 oclabaeHHbIM
rNOTaHMEM TaK¥Ke A0/IKeH UMeTb annapar
ANA OTcacbiBaHUA BblaeneHuin (acnupaTtop).
Poantenn n ocywecTeaAOLMNE YXOL,

U@ AONXKHbI NPOUTM 0byveHne n

MMETb NOAAEPHKKY CNEeLNanmcToB, YTobbl
cobnogatb pekomeHgaumm Bpaden u
NnpaBUAbHO MCMO/1b30BaTb annapaTtypy.

MeamnKameHTbl gNA PacKpbITMA
AblXaTeNbHbIX NyTel (MHranauum 6poHxo-
ANNATaTOPOB) MOTYT NMPUMEHATLCA NPU
Cepbe3HbIX NOA03PEHMAX Ha acTMY, N6O
€CNU AbixaTeNbHaA GYHKUMA 3aMEeTHO
YNyYLIAEeTCA NOCNEe UX MPUMEHEHMUS.
MeanKameHTbl ANA CHUXKEHUA Bblae-
NleHuN (TaKkume Kak InMKonmpponar)
HYYKHO MPUMEHATb C OCTOPOXKHOCTbIO, A
O03UPOBKY A0/MKEH NO HEOHBXOANUMOCTH
KOppPeKTMpoBaTb Bpay. Ecau BbiaeneHma
CIVILLKOM NEepPEeCOXHYT, UX byaeT
CNOXKHEee yaanaTb, U BaXKHO 3TOrO He
A0NycTUTb. [LONrOCPOYHOE exxeAHEBHOE
MCNONb30BaHME MEeANKAMEHTOB ANA
COKpalLeHua BbligeneHnn (Mynbmosmm®
WAWN TUNEePTOHUYECKUIA PAacTBOP) He
pekomeHayeTca. Micnonb3oBaHWe aHTUOU-
OTMKOB BO Bpema 6on1e3HM HeobxoaMmo
WMHAMBUAYANbHO 06CYKAATb C BpavYamu.
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bonbwnHcTBO
X04A4YNX NALMEHTOB
He umetoT npobaem

C AbIXaHMEM, XOTA
OAHO nccnegoBaHune
NOKa3ano, 4to

CO BpeMeHeM UX
AblxaTenbHana GyHKUUA
MOXEeT HEMHOrOo
CHUXaTbCA.
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BoNbLWIMHCTBO X0A4A4YMX NALUMEHTOB HE MMEIOT Npobaem ¢
AbIXaHUEM, XOTA OHO UCCNea0BaHMe NOoKa3ano, YTo co
BpeMeHeMm Ux AbixaTenbHaa GYHKLUA MOMKET HEMHOTO
CHUKaTbCA. Ecnm nponcxoamT 3abosieBaHme AbiXaTeNbHbIX
nyTen, HeobXoAMMO NPOBECTMU TLLATE/IbHYIO KAMHUYECKYIO
OLLEeHKY cnocobHOCTU NauneHTa 3PpPeKTMBHO OTKALLIMBATLCS, A
TaKXe OLUEHUTb, MPUCYTCTBYIOT /1IN CUMNTOMbI «HEIPEDEKTUBHOIO
ObIXaHMAY, TaKMe KaK HECMOKOMHbIN COH, rON0BHble 60K

N COHNIMBOCTb B TeYeHMEe AHA. PerynspHble nccnenoBaHms
AbIXaHUA (CNMPOMETPUS) MOTYT PEKOMEH0BATLCA MNaLMEHTAM
C NpPU3HaKaMM AbixaTe/ibHbIX Npobiem. Tem He meHee, ecu

y NauMeHTa U ero CEMbW HET COOTBETCTBYIOLLUX ¥Kanob,
npeaynpexkaaroulas AbixaTe/ibHas NOAAEPKKA HE HYKHa.

MeanKameHTbl A8 PACKPbITUA AbIXaTeNbHbIX NyTel
(MHranaunm 6poHxoaAMNaTaTOPOB) MOTYT NPUMEHATLCA NPU
cepbesHbIX NOA03PEeHMAX Ha acTMY, MO0 ecnu AbixaTe/bHan
bYHKLMA 3aMETHO Y/Iy4LLIAeTCsa NOCAE UX NPUMEHEHUA.
MeanKameHTbl ANA CHUMKEHUA BblAeNEHUN (TaKMe Kak
IIMKOMUPPONAT) HYXKHO MPUMEHATb C OCTOPOXKHOCTbIO, a
[03UPOBKY AO/IKEH NO HEOBXOAUMOCTM KOPPEKTUPOBATL
Bpay. Echu BblA@NEHUA CANLLKOM NEePECOXHYT, UX byaeT
C/NIO}KHEe yaanaTb, M BaXKHO 3TOr0 He AoNYCTUTb. [lonrocpoyHoe
e)KeHEBHOE UCMO/Ib30BaHNE MeAMKaMEHTOB AJ/151 COKpaLleHumn
BblaeneHun (Mynbmo3mm® nnm runepToHUYECKUiA pacTeop)

He pekomeHayeTcA. Micnonb3oBaHMe aHTMOMOTUKOB BO Bpems
6one3Hn HeobxoaMMO NHANBUAYANbHO 0OCYKAaTb C Bpavyamu.



TMABA 7

MPOYUE OPIrAHDI
U CUCTEMDI

benok SMN npucyTcTBYyeT HE TONbKO B CMMHHOM MO3re, HO U BO BCEX KNeTKax cpasy nocne
OnNNoA0TBOPEHMUA ANLLEKNETKU. ITO 3HAUYMUT, YTO OTCYTCTBUE 3TOro HenKka MOXKET BAUATb U Ha
Apyrne opraHbl M YacTu Tena. YyeHble, nccneaytowme CMA Ha }UBOTHbIX, Npeanonarator,
YTO CHUXKEHHbIN ypoBeHb 6enka SMN MOXKeT BAMATb Ha MO3T, HEPBHYO CUCTEMY,

cepaue v noaxKenyao4yHyto xenesy. Mpu aTom avwb y HebonbLol yactn nogeni co CMA
AeNCTBUTENbHO ecTb NpobaeMbl C APYTMMUM OpraHamu, U cBA3b 3TUX Npobnem co CMA He

AOKa3aHa.

CEPALLE

N3meHeHMA B CTPOEHMM cepaLa
OTMEYa/INCb Yy AeTel C CaMOoW TAXKeNon
dopmoit 3ab601eBaHUA: Y HUX C POXKAEHUA
MOTyT HabtoAaTbCA AblXaTe/lbHble
npobsiembl, a YacToTa cepauebmeHns
6bIBAaET CHUMKEHA, ANA YETrOo MOXKET
notpeboBaTbca neveHme. MosTomy
AeTaMm ¢ Taxenbimu popmamm CMA
pekomeHayeTcAa HabatoaaTbCA Ha NpeameT
npobnem c cepauem. Takme npobaembl
peaKo BCTPEYATCA Y CUAAYMX U XOAAYNX
naLMeHTOB, MO3TOMY UM PerynapHble
obcnepoBaHus cepala He TpebyroTcs,
€C/IN HET CMMNTOMOB, YKa3blBaOLMX HA
npob6aembl B 3TO 061aCcTU.

OPYITUE CACTEMBbI

CyLecTBYIOT MCCNeA0BaHMA Ha PaHHUX CTaaMUAX (Ha KNeTKax, *)KUBOTHbIX M NoaaAx),
YKa3sblBatloLWue Ha To, YTo y naumeHToB co CMA moryT BCTpeyaTbes caeaytowme npobnemol:

¢ [Mpobnembl c nogxenyaouHow eneson (Bkntoyan gnaber)

BbicoKkuni YpOBEHb NENTUHA (I'OpMOHa, CHMAKOLWEro 4yBCTBO rosioga U Taknm o6pa30M

2
pPeryanpyoLLero anneTuT n maccy Tena)

Mpobaembl C MbILLEYHBIMU MUTOXOHAPUAMM (4YACTU KNETOK, NPOU3BOAALLME SHEPTULO)
L 4

Bcem naumeHTam co CMA pekomeHayeTcsa NPoBePATb YPOBEHb caxapa B KPOBU, 0COOEHHO B
nepuvog 6onesHu.
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MABA 8

JKCTPEHHAA NOMOLUWDb

3aboneBaHuUA AbixaTe/bHbIX NyTel 1 Npobiembl ¢ AbIxaHWem — Hanbosnee
pacnpoCTpaHeHHble COCTOAHMA, MPU KOTOPbIX MOXKET NOHAA00MTbCA SKCTPEHHAA NOMOLLb.
Kaxkgbi naumeHT co CMA gonxeH MMeTb NaaH AeNCTBMIM Ha cydait 6one3Hu, KoTopbli
MOXeT MCMNO/Ib30BaTb Nt06aA MeaULMHCKAA KOMaHAa. ITOT NJ1aH JOKEH ObITb pe3ybTaTom
06CyKAEHNA MeXKAY B3POC/IbIM NALMEHTOM U BPAYOM, MO0 MeXay poauTeNAMU U BPAYOM,
B TOT Nepuoa, Koraa naumeHT 340poB. [leTn MoryT y4acTBOBaTb B 0OCYKAEHUM, €C/IU OHU
CNOCO6HbI NOHMMATL CUTYaLMio. PelweHna HeobxoanMMo 3adpMKCMPOBaATb B MUCbMEHHOM
dopme B BMAE «l1NaHa IKCTPEHHOM MeaAnLMHCKON nomowm». Ero 3agaya — AaTb B3pOC/biM
naumMeHTam unum pogutenam geteit co CMA BO3MOXKHOCTb 0603HaUYMUTb CBOM NpeanoyTeHUa U
06/1erYnTb KOMMYHUKaALUIO MeXAY CeEMbeN, bpuragamm sKCTPEHHOM MeAMLMHCKOM NomoLL M
1 Bpayamu, HabaoaaoWmMmMm naymeHTa.

MnaH 3KCTPEHHO MeAULUHCKON NOMOLLM UM «MNAAH AENCTBUI Ha caydait BONE3HU» HYXKHO NMcaTb
BMeCTe C BpayaMu, Habatogatowmmm naumeHTa. OH JOMKEH BKAOYATbE MHPOPMALMIO MO CeayroLLmMm
BOMpPOCaM:

¢ Kakue cumnTOoMbl MM NOKa3aHMA TPYBOKY MOXHO 6bl/10 BCTaBUTL B TPAXeto
OOJIXKHbI 03HAYaTb, YTo NaumneHTta co CMA (Tpaxeoctomus).

HeobxoAnMo Be3TU B 6HO/bHULLY.
€ /lobble npobaembl M OrpaHUYEHNS C

¢ C KaKkoM MeAnLMHCKOWN opraHu3aumen LIEEelr M YeNoCTAMMN.
HeobXoAMMO CBA3ATbCA B IKCTPEHHOM
cnyyae. & TexHUKM OYUCTKM AbIXaTeNbHbIX NyTEN U

4acToTa UX NPUMEHEHMUA.

¢ Bawwu npeanoyteHns oTHOCUTENbHO
CNOCOBOB AbIXaTebHOM MOAAEPIKKM. ¢ PeromeHayemoe nUTaHWE U NUTbLEBOM
JbixatenoHaa nogaep»KKka MoXKeT pexnm Bo Bpems 6onesHu.
obecneymBaTbCA HEMHBA3UBHbIM
Cnocobom ¢ MCnonb30BaHUEM MACKU
(HUBN), nnbo Ha KOPOTKMI Nepuos yepes
rMOKyto TPYOKY B Tpaxeto (MHTybauus).
Ona obecnevyeHuna 6onee AAUTENbHOM
AbIXaTe/IbHOM NoAAEPHKKN MOXKET ObITb
cAaenaHo oTBepcTMe B Lee, YTOobbI

* I'IpmmeHeHme aHTUMONOTUKOB — Korga v
KakKne MmMmeHHO.

& Kakue oencTBuA CornacoBaHbl U AOIKHbI
6bITb NPeAnPUHATbLI, eCN NOHAZ0H6ATCA
peaHNUMaLMOHHbIe AeNCTBUS.

Mo BO3MOMXKHOCTM, HEOBXOAMMO 3apaHee CBA3aTbCA C MECTHbIMW OPraHn3aLMAMM SKCTPEHHOM
MeANLIMHCKOM NOMOLLM 1 06CcyanTb C HUMKM 0COBEHHOCTM BalLMX NOTpebHOCTel, coobumB,
Kakmm 060opya0BaHWEM Bbl MONb3yeTeCh I0Ma. B 3KCTPEHHOM Cyvae HyXXHO exaTb B
HAvKanLyto 6o0NbHNLLY. 10 BO3MOXKHOCTH, HYXKHO MCNO/Ib30BaTb TO 060PYA0BaHME, KOTOPbLIM
Bbl NO/Ib3yeTeCh AI0Ma, AaXKe eCM MallMHa CKOPOM MOMOLLIM XOPOLLIO OCHallleHa. MHoraa
HECUAAYMX U CUAOAYMX MAUMEHTOB NPUXOAUTCA NepeBoanTb M3 04HOM B0/IbHULbI B APYTYHO,
MOCKO/IbKY MM TpebyeTca NoMOLLLb, KOTOPYO OKa3biBAtOT B CNELMANN3MPOBAHHOM LIEHTPE.
Bpaun, Habntogatolme naumeHTa Ha NOCTOSHHOM OCHOBE, A0/1XKHbI ObITb NOCTaB/EHbI B
M3BECTHOCTb O ero 60Ne3HM.
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3apayva «lnaHa aKCTPEeHHON MeANLNHCKOM
nomoLwM» — AaTb B3POC/bIM NaLMEHTAM UIN
poauTensm geten-naLMeHToB BOSMOXKHOCTb
0603HaYnTb CBOM NpeanoUYTeHUA N 061erynTb
KOMMYHUKaLMIO MeXAy ceMbel, bpuragamm
3KCTPEHHOM MeaMUMHCKOM NOMOLLM 1 BpaYyamu,
HabnodaloWwmMmm nauneHTa.

B 3KCTPEHHbIX Cy4anx OUEHKa U NoanepyKa AbIXaHUA — 3TO CaMblit BaXKHbI Bonpoc. Ans
peLLeHnn 3TOro U APYTUX KNHOUEBbIX BONPOCOB HEOT/IOXHOM NOMOLLM aBTopbl CTaHAaPTOB Mo
yxo4y peKomMeHAyT MeANUMHCKMM KOMaHAam o6paTuTb BHUMAHME Ha c/iedytolme NyHKTbI:

¢ BepgeHuve nauyeHTa AONKHO ¢ Ecnv HeobxoaMMOoCTb B MHTYOaL MM

npeaycmaTpueaTb paHHee Havano HABJI
M OYUCTKY AbIXaTeNbHbIX NyTEW 40 NoAaun
Kncnopozaa.

Heponyctmmo noaaBaTbh KMCA0OPOA,
Bmecto HVBJ1. Kncnopoa, MOXKHO
[006aBNATb, TO/IbKO €C/M YPOBEHb
KMCN0POAa B KPOBM OCTAETCA HU3KUM
BO BPeMA UCMNONb30BaHWA HVBJI, 1
NpoBefleHa OYMCTKA AblXaTeENbHbIX NyTeR
OT BblAE/eHUM, KaK onmcaHo B [iaHe
9KCTPEHHON MeANLMHCKOM MOMOLLIN.
TonbKO TOrAa MoXKeT bbITb 0baBNeH
KMCA0poa, Ha CaMOM HU3KOM YPOBHe
NOTOKa, HeOHXOAMMOM /1A NPUBEAEHNS
caTypaumm B HOPMY, @ 3aTeM MOCTENEHHO
OTKJ/IIOYEH BO BPEMA BbI3A0OPOBAEHMA.

B nepuoa nogaum kncnopoaa Heobxo-
[VIMO OTCNEXKMBATb YPOBEHb YINIEKMCIOrO
rasa c NoOMoLLbio 16O aHaM3a KPoBHY,
NNMBO YPECKOKHOTO MOHUTOPUHTA.

Ecnum BCcTaeT BONpPoOC 0 HEOOXOAMMOCTH
NHTYDaLUMM, HEODXOAMMO NPUHATb
BO BHMMaHME MHEHWE NauMeHTa Uam

OoTnagaeT, U NpeaCTOUT BbIHMMATb
TPyOKY, Nerkme AoKHbl ObITb MOJHOCTbIO
HaNO/IHEHbl BO34yXOM M caTypauma
3apaHee BbiBeZeHA Ha HYKHbIM

ypoBeHb. [Tocne akeTybaumm AoMKHa
ncnosb3oBatecA HVIBJI B KavecTse
NoAAepPKKN Ha NEePEXOAHbIM Nepuos,

AHTMBMOTUKM cneayeT HazHavyaTb
[ETAM W1 B3POC/IbIM TONbKO B CyYae
cneumdUUeckor NpmMUYnHbl 6one3HN,
TaKOW Kak cencuc nnm nHoekumm
ObIXaTeNbHbIX NyTew.

JNleyawmm Bpavam HeobxoaMMO
YYUTbIBATb CUMNTOMbI NPW NOCTYMNAEHUN
nauymeHTa, GakTopbl, NPOBOLMPYOLLME
pa3suTMe 6ones3HM, TakMe Kak HedaBHMe
onepaumm, a TakKe NPUYMHbI Cencuca,
He CBA3aHHbIe C [blXaHWeM, TakMe Kak
NMHOEKLMM MOYEBBIBOAALLMX MyTEN,
KOMKHble MHEKLMU 1 T.1.

Ecnn Heobxoanma aHecTesus,
PYKOBOACTBYMTECH PEKOMEHAALUMAMM 13
rnasbl 10 «AHecTesuna».

poauTeneii/onekyHos, ecnm peds AeT o
pebeHke.

Mpw OKa3aHUM HEOTNIOXKHOM NOMOLLLM Ba*KHO 3apaHee A4aBaTb NALUUEHTY NUTbE ANA
NpoduNakTNKN 06e3BOXKMBAHUA, OTCIEXKNBATL YPOBEHb CONEN U MUHEPANOB, GYHKLUIO MOYeEK
M YPOBEHb [IOKO3bl B KPOBU. [TMTaHUeE ¢ coaepkaHnem benka Heobxoammo obecneunTsb B
TeYeHne WeCTN YacoB C Havyana 60o1e3HN N UCKAIOYUTD AIUTENIbHbIE MPOMENKYTKN BPEMEHU
6e3 nuwm. Ocoboe BHUMaHMe cnesyeT 06paTUTb Ha GYHKUMIO IOTaHUA BO BpemaA 601e3Hu,

B CBA3M C PUCKOM NONaZAaHMA NULLN WU XKULKOCTEN B AblXaTeNbHble NyTK (acnupauns) (cm.
rnasy 5 «MUTaHWe, POCT U COCTOSAHME KOCTENY).

Bckope nocne rocnutannsaumm HeobxoaAMMo HavyaTb 06Cy»KA4aTb C BpavyamMum LLeAn NeYeHns

M nnaHbl No 6e3onacHoM BbINUCKe M3 60AbHULbI. [TNaHMpPOBaHME BbIMUCKN HEOBX0AMMO
KOOPAMHUPOBATL C NALUMEHTOM (poanTenammn), meamkamm 60bHULbI, @ TaKXKe BpaYamu,
OCYLLECTBAAOWMMN perynsipHoe HabatogeHue naymeHTa. Pusmyeckas Tepanus, aprotepanus,
peuyeBan Tepanua, NCMXocoLManbHasa NoALEPKKA U CAYKObl MAaNAMATUBHOM NOMOLLM MOTYT
NMOMOYb C BbI3JOPOBNEHNEM N COXPAaHEHMEM HaBbIKOB.
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rMABA 09

AHecTesna moxet NPUMEHATBLCA NPU NNAHOBbLIX XMPYPTNYECKNX BMELLATE/IbCTBAX, a@ TAKXKE B
APYyrnx cutyaumax, BK04aAa BBeaeHUE HOBbIX MeANKAMEHTO3HbIX NMPEnapaTos.

PekomeHpgauumn Bpavyam no npumeHeHUIo aHecTe3nu:

40

OCMOTp Y KapAnonora, eCAun y NaumeHTa
ecTb Npobnembl ¢ cepguem.

MNonHoe obcnemoBaHue nepes,
npumeHeHnem ntobon aHecTesnu.
ObcneaoBaHMe MOXKET BKIOYATb
MOHWUTOPUHT AbIXaHWA BO BPEMA CHa, a
TaKXe KOHCY/bTauuo AMETo/ora.

OueHKa BO3MOXKHbIX TPYAHOCTEN Mpun
NHTYbaumMm, KoTopble MOTyT 6bITb BbI3BaAHbI
cneayowmMmmn NPUYNHAMMU:

e CHMMKEHHbIN Anana3oH ABUNKEHUNM
HUXKHEN YentocTn

e OrpaHMYeHHana MOBUNbHOCTD LLEN

e CJ/IO}HOCTW C MO3ULMOHMPOBAHNEM

BO3MOKHOCTb NpMMEHEeHMA MEeCTHOM
WKW permoHapHoOM aHecTesnun. B uenom,
npumeHeHue aHectesnm npu CMA Bceraa
CBA3AHO C KAKMMN-NMBO TPyaHOCTAMM.
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MOCTOAHHBIN MOHUTOPUHT YPOBHEM
YINEKMCNOro ra3a U KUCI0poaa B KPOBM HA
NPOTAXEHWUWN BCETO BPEMEHU NPUMEHEHUA
noboro metoga aHecTesuu.

Ba)kHO NpeayCcMOTPETb, UTO MOXKET
BO3HMKHYTb HEOHXOAMMOCTb
nucnonbzosaHna HUBJ1 n gpyrmx cpeacTs
NOAAEPKKN AbIXaHUA.

Mocne onepaumm, BO3MOXKHO, NoTpebyeTca
npMmeHeHne 06e360nMBarOLLMX
npenapaTos.

AHecTe3na MOXKeT NPUMEHATHCS
NPV NNAHOBbIX XMPYPrUYECKUX

BMeLWIaTeNNbCTBaAX, @ TAKXKE B APYrnx
CUTYyaLunAx, BKIOYaA BBedeHUeE HOBbIX
MeANKAMEHTO3HbIX NPENapaTos.




FMABA 10

KakK y»Ke ynoMMHanocb B 4aHHOM
CMPaBOYHUKE, Y KAXKAO0ro naumeHTa co

CMA cBon 0cOBEHHOCTU U CBOSA *KU3HEHHAA
cuTyauma. MHoraa npuxoamTcs BblbMpaTb
OAVH M3 BAPUAHTOB yX04a U NeYeHus.
Mo3Tomy O4YeHb BaXKHO, YTOObI Bpa4mn

OTKPbITO 06CYXAa/M BCe aCMeKTbl IeYeHun

C NAUMEHTOM U CEMbEN, HaUMHAA C MOMEHTA
NOCTAHOBKW AnarHosa. B aTom obcyaeHumn
Ba*KHO PACCMOTPETb BCE BO3MOMKHbIE
BapWaHTbl, UX MPMMEHUMOCTb, MPENMYLLLECTBA
N PUCKW. B 0bcyKaeHMU A0MKHbI Y4acTBOBaTb
Bbl, €C/IN Bbl B3POC/IbI NALMEHT UK
poauTens/onekyH pebeHka co CMA, a TaKKe,
€C/JIN 3TO COOTBETCTBYET BO3PACTy, U CaM
pebeHok co CMA. BaxHo, 4ToObl Bbl MOK
006LaTbcA € Bpayamu Toraa, Koraa Bam 310
HY»KHO, 1 3a4aBaTb BOMPOCHI NO /10ObIM
acneKktam yxoaa u nevyeHus. NomuHuTe, 4to
pelleHmsa MOXKHO nNepecMmoTpeTb, 0COBeHHO
€C/IN B COCTOAHUM NaLUeHTa NPOU3OLLIAN
M3MeHEeHMA. B HEKOTOPbIX C/ly4anx Ballun
BPaun MOTyT NPeaNoXKNUTb 06CYANTb C/IOMKHbIE

BOMPOCbI, TaKME KaK NOpPAAOK AeNCTBUN
B C/ly4ae XM3HEYrpoXKatoLnX CUTyaLmit,
HaNnpPUMep, OCNIONKHEHWI C AbIXaHUEM.

XoTa nccneposaHua B obnactn CMA
NPOAOMXKATCA, U MOTYT NOABUTLCA HOBbIE
JIeKapcTBa, KoTopble byayT 3HaYNTE/IbHO
YAy4LaTb COCTOAHME NALMEHTOB,
NPUOPUTETOM 414 BCEX MALMUEHTOB CO
CMA ocTaeTca BbICOKOE KauyeCTBO XU3HU U
apdeKTUBHAA NnogaepKnBatoLasn Tepanms.

Mbl Hageemcs, YTO B 3TOM CMPaBOYHUKE Bbl
HaLL/IM NOJIE3HYI0 MHPOPMALLMIO, KOTOPYHO
CMoOXKeTe 06CyauTb CO CBOMMM BpavyaMu.

MOMHUTE, YTO €CTb MEAULIMHCKME LEHTPbI
W Bpayu, Cneunanmnsmnpyromecs Ha
HEepPBHO-MbILWEYHbIX 3a601eBaHUAX, TPYNMbI
NnoAAePKKN U MNaLMEHTCKME opraHM3aumu,
a TaK)Ke poAHble 1 ApYy3bs, KOTOpPble MOryT
NMOMOYb BaM.



[MTOMHUTE, YTO €CTb MeAULUMHCKUE LLeHTPbI

N Bpayu, cneumnannsmpytolinecsa Ha HepBHoO-
MblLIEYHbIX 3aboneBaHUAX, FPYNMbl NOAAEPMKKN
N NAUMEHTCKUE OpraHmM3aumu, a TaKk»Ke poaHble
N ApYy3bA, KOTOPbIE MOTYT NOMOYb BaM.

Spinal Muscular Atrophy UK

www.smauk.org.uk

Cure SMA

www.curesma.org

SMA Europe

Www.Sma-europe.eu

Muscular Dystrophy UK

www.musculardystrophyuk.org

TREAT-NMD Alliance

www.treat-nmd.org

Spinal Muscular Atrophy UK
https://smauk.org.uk/

Muscular Dystrophy UK
https://www.musculardystrophyuk.org/

NHS
https://www.nhs.uk/conditions/spinal-

muscular-atrophy-sma/



NMPUNOXEHUE 1

Ha amnarpammax nokasaHa BepOATHOCTb (A8 KaXKaoi 6epemeHHOCTH) poxaeHua pebeHka co CMA
B pa3HbIXx cembaAx. ObpaTuTe BHUMAHME, YTO LWAHCbI yHacneaoBaTb CMA paBHbl 418 Manb4yMKOB U

AeBo4YeK: non AETQVI n pO,EI,VITEJ'IEl‘;I MOKa3aH Ha KapTUHKaX NCKNKOYNUTENTIbHO ANA UANKOCTPATUBHOCTW.

[ 2 3p0poBbix reHa = HeT CMA, He HOocuTeNb

C E M bﬂ 1 o2 nospexaeHHbIx reHa = CMA
: [ 1370p0BbIV reH + 1 NOBPeXAEHHbIN reH =
O6a poautens Hocutenn CMA. 3/,0POBbIiA, HO HocuTenb CMA

HOCcUTEeNb HOCcUTEeNb

Ona kaxkaon bepemeHHOCTM ecTb cneaytoLLasn
BEPOATHOCTb:

25% (1 kK 4) yTo y pebeHKa byayT noBpexaeHbl obe
Konuu reHa SMN1, n pebeHok 6yget umetb CMA.

50% (1 kK 2) uTo y pebeHKa byaeT ogHa

NoBpeXAeHHaA 1 ofHa 34,0poBas Konuu reHa SMN1, u [ ) [ [ [
pebeHoK byget 340p0BbIM, HO HOocutenem CMA.
25%
0 (1K 4)uToy pebeHka byayT ABe 340pOBbIe
Konun reHa SMN1, n pebeHOK 6ypeT 340p0BbIM U He
GVAeT HocuTtenem CMA. HeT CMA, HocMTeNb  HOCUTENb CMA
He HOCUTe/b /
25% 50% 25%

[ 2 3p0posbix reHa = HeT CMA, He HocuTeNb
I 2 nospexaeHHbIX reHa = CMA
C E M b ﬂ 2 . [ 1310p0BbI reH + 1 noBpeXKAeHHbIN reH =
OAVH poauTens 340p0BbIN, HO HocuTenb CMA, apyroi 3A0POBLIA, HO HocuTeNb CMA
pogutenb He HocuTenb U He nmeet CMA. HocuTenb HeT CMA, He HocuTenb

y o [
[na Kaxpon 6bepeMeHHOCTM ecTb ceaytoLLan
BEPOATHOCTb:
50% (1 k 2) uto y pebeHKa byayT ABe 300p0OBbIE
Konuu reHa SMN1, v pebeHoK He 6yaeT umetb CMA un
He 6yaeTt Hocutenem CMA.

o o o o
50% (1 kK 2) uTo y pebeHKa byaeT ogHa
noBpeXaeHHaa u ogHa 340posasA konmnu reHa SMN1,
1 pebeHOK byaeT 3g0poBbim, HO HocuTtenem CMA.

HeT CMA, HeT CMA, HOoCcUTeNb HocUTenb

He HoCUTeNb He HocuTesb
25% 25% 50%
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[ 2 3p0poBbix reHa = HeT CMA, He HocuTe b
I 2 nospexaeHHbIX reHa = CMA

[ 1 310poBbIii reH + 1 NOBPEXAEHHbIN reH =
34,0pOBbIN, HO HocuTenb CMA
HeT CMA,

C E M b ﬂ 3 . CMA He HOCUTeNb

OpuH pogutenb umeetr CMA; BTOpOI poguTeNib He UMeeT w ®
[ ) [

CMA u He aBnaetca Hocutenem CMA.
Ons Kaxpoi 6epeMeHHOCTU eCcTb CeayoLLan BePOATHOCTb:

100% (4 K 4) uTo y pebeHKa byaeT ogHa NoBpeXKAeHHan
n ofHa 340poBas Konuu reHa SMN1, n pebeHok byaer
340poBbiM, HO Hocutenem CMA.

HOCUTENb  HOCUTENDb HOCUTEeNb HOCUTE b

\\ 100% //

[ 2 3p0poBbix reHa = HeT CMA, He HocuTesb
I 2 nospexaeHHbIX reHa = CMA
c E M bﬂ 4 H: 3/10pOBbIN reH + 1 NoBpeXKAeHHbIV reH =

34,0p0BbIN, HO HocuTenb CMA

CMA CMA HocuUTe b HOCUTeNb

AN / AN 4
50% 50%

OauH poautens nmeet CMA; BTOpoi poauTesib — HOCUTENb
CMA HOoCcuTenb

[na Kaxaoi 6epeMeHHOCTU eCcTb C/iedytoLlan BEPOATHOCTb:

50% (1 kK 2) uTo y pebeHKa byayT noBpexxaeHbl obe
Konuu reHa SMN1, n pebeHoK byaet umeto CMA.

50% (1 K 2) cuto y pebeHka byaeT ogHa NoBpexKaeHHan
M oaHa 340poBas Konuu reHa SMN1, n pebeHoK byaer
300p0BbIM, HO HOocuTenem CMA.

1 2 3p0poBbix reHa = HeT CMA, He HocuTeNb
M2 nospexaeHHbIx reHa = CMA

[ 1310poBbINi reH + 1 NOBPEXAEHHDIN reH =
3[0pOBbIN, HO HocuTenb CMA

CEMbA 5. .

O6a pogutensa numetotr CMA.
[ ) [

M
\\ 100% //

Ona kaxkaon bepemeHHOCTM ecTb CaeaytoLlLaa BEPOATHOCTb:

100% (4 K 4) uTo y pebeHka byayT noBpexKaeHbl 0be
Konuu reHa SMN1, n pebeHoK bygeT umeto CMA
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CNOBAPb TEPMWUHOB

Acnupauma NponcxoauT, KOraa nuLla, CaoHa,
XMAKOCTb MM PBOTA NOMaatoT BMECTO
nuuesoa (rnotatenbHON TPYOKM, cCoeanHAOLLEN
POT C XXeNyAKOM) B AblXaTebHble NMyTU U Nerkue.

Atpodua. MbilweyHaa aTpoduma — 3TO CTOHYEeHMe
UM NoTepsa MblleyHoM TKkaHu. Mpn CMA aTo
NPOUCXOAMUT M3-3a AereHepaLmn HEPBHbIX KNETOK,
KOTOpPbIe Ha3blBAtOTCA K MOTOHENPOHbI».

AyTOCOMHO-peL,ecCMBHOE HacneaoBaHue — Tun
Hacaea0BaHMA, MPU KOTOPOM YeN0BeK NoayyaeT
3abo/1eBaHmne, yHacNe[0BaB ABe NOBPeKIeHHbIe
KOMWUW reHa, No OAHOW OT KasK40ro poanuTens.
PoauTenu yenoseka ¢ 3abonesaHmem,
HacaeayembiM Mo ayTOCOMHO-PELeCCUBHOMY
TUNY, KaXKbIA UMEIOT MO O4HOM KOMWM reHa ¢
MyTaumen, Ho 06bIYHO HE MMEIOT NPU3HAKOB

WAM CUMITOMOB 3ab6onesaHua. PoguTenn npu
3TOMHAa3bIBaIOTCA K HOCUTEIAMMY 3aD0NEeBaAHUA.

BuMARN (BiPAP, aByxda3Has BEHTUNALMA C
NONOXKMTENbHbIM AAaBNEHNEM B AbIXaTENbHbIX
nyTAX) — YCTPOMCTBO AbIXaTe/IbHOM NOAAEPHKKMN,
KoTopoe obecneynBaeT ABa YPOBHA AaBAEHNS
BO3A4yXa NPW AbIXaHWM Yepe3 HOCOBYO UM
POTOHOCOBYO Macky. pu BAOXE YCTPOMCTBO
BuMNAT obecneymsaeT NoBbILLEHHOE AaB/eHMe
ONA NoAAePKKM BAOXa, @ 3aTEM [AaBneHMe nagaeT
no 6onee HM3KOro YPOBHA ANA NOAAEPHKKM
BblZOXa.

BucdocpoHatbl — rpynna npenapaTos,
Ha3Ha4YyaeMblx 414 TOoro, YTobbl 3amMeaNnTb
NoTepr MUHEPaNbHOM NAOTHOCTU KOCTEM nyTem
CHMMEHMA aKTUBHOCTU KNEeTOK (OCTEOK1ACcTOB),
OTBEYaloLINX 33 pa3pyLleHmMe KoCTeM.

MHpeKc macebl Tena (MMT) — cooTHolleHme
MeXay BECOM M POCTOM YeN0oBeKa, KOTopoe
MCNONB3YHOT ANS OLEHKN KONIMYECTBa KMPOBOM
TKaHM No GopMmy/ie: BEC B KUAOTPamMmax,
noAeneHHbIN Ha POCT B MeTpax, B kBagpate (UMT
= Kr/m2).

MuHepanbHasa nnoTHOCTb Kocteit (MMK) —
KO/IM4eCTBO MMHepanos (Kanbuua n docdopa)
Ha eAMHULLY U3MepeHUs KOCTW. ABnaeTcs
nokasaTeNnem NPOYHOCTU KOCTEM.
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Hocutenamm HasbliBaloT Nt0AEN, YHACe40BaBLINX
ayTOCOMHO-peL,eccnBHoe MMbo X-cuenneHHoe
peleccMBHoe 3aboneBaHme, Y KOTOPbIX eCTb

04Ha NoBpeXAeHHan 1 0AHa 340Pp0Bas KoNum
reHa, 3aTpOHyTOro 3abosnesaHnem. Y Hocutenen
006bIYHO HET CMMNTOMOB 3ab0o1eBaHMA, TaK Kak
OHW MMEIOT 3[10POBYHO KOMUIO TeHa, HO OHM MOTYT
nepenasatb 3aboneBaHMe No Hac/eACTBy CBOMM
[eTAM.

CNMHHOMO3roBas }UAKOCTb — Npo3payHas
KMAKOCTb, OKPY»KAtOLLAA CMMHHOWM U rONI0BHOM
Mo3r. OHa UrpaeT Po/b KMAKOrO aMopTM3aTopa
[N N03BOHOYHMKA. CMMHHOMO3roBas XMAKOCTb
TaK!Ke TPAHCMOPTUPYET OTXOAbI, XMMUYECKMe
NPOAYKTbI M aHTUTeNa M3 TKaHel CMMHHOTO U
ro/I0BHOTO MO3ra B KPOBb.

Xpomocoma — CTPYyKTypMpOBaHHanA
«KOHAeHCcMpoBaHHaA» [JHK, KoTopas
NPUCYTCTBYET B A4PE KAXKA0W KNETKW. Y YenoBeka
B KaXKA0M KneTke 46 Xxpomocom: 23 13 Hux
YHacnen0BaHbl OT MaTepun U 23 — OT OTua.

Yron Ko66a — meTtoa namepeHmna MCKpPUBAEHNS
NO3BOHOYHMKA. OH BbIYMCAAETCA B rpajycax no
PEHTreHOBCKOMY CHUMKY. Yron Kob6a nomoraet
Bpayy peLnTb, Kakoe nevyeHne HeobxoanMmo
naumeHTy. MeTtoa Ha3BaH Mo nmeHun [>KoHa
PobepTta Kobba, amepmnKaHCKOro xnpypra-
opTonena, KOTOPbIN BNepBblie NPUMEHWA ero.

KOHTpaKTypbl — yKOpaumMBaHMe MblLLL, UM
CYXOXKMAUI BOKPYT CyCTaBa, KOTOPOe NPMBOAMUT K
burKcaumm cycTaBa B onpeaeseHHOM NOMOXKEHUN
WM OFPaHUYEHMIO AMana3oHa ABUKEHNIA
cycTasa.

CuMA (nocTossHHOE MOJIOKUTEIbHOE JaB/eHue)
— BMA BEHTUAALMM NETKUX C MCMNOb30BAHMEM
MacCKM 1 cneLmanbHOro annapaTta HeEMHBA3NBHOWN
BEHTMAAUUN nerkux — CuMATM (CPAP). OH
obecneymnBaeT NOAAEPHKKY AbIXaHMA C MOMOLLbIO
NOCTOAHHOrO MOTOKa BO3AyXxa.

KpeaTtHKuHaza (KOK) — sH3MM, HEoOX0aMMbI
Ans paboTbl MblLLL. [Tpy TpaBMax CKENETHbIX
MbILWL, UAN APYTUX 3ab0neBaHnsAX ypoBeHb KPK
MOXeT pacTh. AHann3 Ha ypoBeHb KOK namepsaer



Konnuectso KOK B KpoBM M MOXKET BbITb HYKEH
ONA MOMOLLM NpUY NOCTaHOBKE AMarHo3a.

DPA (nByxaHepreTnyeckas peHTreHoBCKasn
abcopbumnometpua, DEXA) — a10 meToz,
nccneanoBaHMA (4eHCUTOMETPUK), B KOTOPOM
MCMO/Ib3YHTCA HM3KME A03bl PEHTIEHOBCKOTO
061y4eHNA ANA U3MEPEHMNA KONMYECTBA KanbLA
N APYrMx MMHEpPasioB B onpeaeneHHOM y4acTKe
KocTwu. lNpwn nposeaeHnn nccnenosaHmna JPA
Bbl 0ObIYHO NEXMTE Ha KYLIETKE, B TO BPEMSA
KaK CKaHep NpoxoamMT Haj, Ballei NoACHMLEN

n 6eapamu. PesynbraThl [IPA BbiaatoTcA B BMAE
«T-KpUTEPMA», MO KOTOPOMY Bpay CMOXKeT
onpeaennTb, ecTb M y BaC OCTEONEHUA UK
0CTeonopos.

MyTauus de novo — cnoHTaHHanA MyTalWMA reHa, B
oTn4ne ot yHaCﬂe,EI,OBaHHOVI MyTaunn.

CaxapHblit auaber, KOTOPbI TaKKe Ha3blBaOT
NPOCTO «AMabeT», — rpynna COCTOAHNNM,
XapaKTepum3yroLLMXCA NOBbIWEHWEM YPOBHA caxapa
B KPOBM Ha NPOTAXKEHUM ANUTENBHOTO BPEMEHM.
Mpu gnabete opraHM3m He BbipabaTbiBaeT
[OCTAaTOYHO MHCYAMHA, MO0 KNETKM HEMpPaBUIbHO
pearnpyroT Ha UMetoLWMICA MHCYANH. MHCYNnH

— 3TO FOPMOH, KOTOPbI BblpabaTbiBaeTcA
NOAMENYA0UYHOM Kene3om 1 peryanpyeT ypoBeHb
[7IIOKO3bl B KPOBMU.

DOHK (ne3okcnprboHyKknemHoBasa KucaoTa) —
MOJIEKY/IA C FTEHETUYECKUMM MHCTPYKUUAMMK NO
NMOCTPOEHMIO OPraHM3ma, KOTopasa ecTb y BCex
M3BECTHbIX XMBbIX cyuecTs. Monekyny AHK
CPaBHMBAIOT C HADOPOM YepTexRel, peLenTom Uam
KOAOM, MOCKO/IbKY B HEM COAEPMKATCA MHCTPYKLMN
MO CO34aHMI0 BCEX OCTA/IbHbIX KOMMOHEHTOB
KNETKM, TaKMUX Kak Benok.

Ducdarna — 3atpyaHeHUa Uan AMckomeopT nNpwm
FNOTAHUMN KMOKOCTEN, MULN UNK CAtOHBI. MoxKeT
6bITb NPUYMHOM HEAOCTaTOYHOrO NoTpebaeHms
KaJIopuin NN KNUAKOCTK.

MnaH sKCTpPEeHHO MeaULUHCKON NOMOLLU —
MHCTPYMEHT A8 0Ber4eHmns KOMMyHMKaLnm

B C/ly4ae 3KCTPEHHOM CUTYaLMM CO 340P0BbEM
nauymeHTa. Takon naaH obecneynsaeT COBMECTHOE
NPUHATUE peLleHnit BpadaMm 1 naumeHTamm,
No3BO/AS UM 3apaHee 0bCyanTb 1 3anucaTtb

naaH AeNCTBUIN, KOTOPble AOMKHbI OyayT
NpeaAnpUHATbL MeANKN B C/ly4ae NPOrHO3MpyemMblx
9KCTPEHHbIX CUTYauUMit. Jna pa3paboTkuM naaHa
MOTYT MOHAA0OUTLCA HECKOIbKO 0DCYKAEHN

M KOHCYNbTaLLMIA CO CneumanmcTaMm pasHoro
npoduns.

IH3UMbI — HE/KM, KOTOpbIe YCKOPSHOT
XMMUYECKME peaKLMM B KMBbIX OPraHn3MaXx.

FacTpoasodareanbHblit pedaOKC NPONCXOAMT,
Koraa mblllila, coeanHAoLLan NULEBOA,
(rnoTatenbHana TpybKa, KOTOpasa MAET OT
POTOBOW MOIOCTM K YKENYAKY) C XKeNyaKOM
NMBO CaMonpomn3BOIbHO OTKPbIBaeTcA, MMbo He
3aKpbIBAETCA A0/IKHbIM 06pa3om, B pesy/bTaTe
YEro CoAepPKMMOe XenyaKa (Nnia/ *K1MaKocTb)
NOAHMMAETCA B NULLEBOA,. ITOT NpoLiecc

TaK¥Ke Ha3bIBaOT «KMCAOTHbIN pedtoKC» UK
«KNCNOTHAA OTPbIXKKa», T.K. MULLEBAPUTE/bHbIN
COK, COAEpPKalMi KUCNOTY, NOAHMMAETCA BMeCTe
C MULLEN M BbI3bIBAET OLLYLLEHME HKKEHUA.

MuweBapuUTeNbHbIM TPAKT — CUCTEMA OPraHoBs,
KOTOPan BK/OYAET MULLEBO, KeNy/A0K, TOHKMNI
KMLWEYHWK, TONCTbIN KULWEYHMK U MPAMYHO KULLKY.
B Hem nepepabaTbiBaeTca notpebadgeman Hamm
NYLLA: B OPraHM3m 13 NULLM NOCTYNatoT IHeprus,
nuTaTe/IbHble BeLlecTBa 1 BoAa, a OTX0Ab!
BbIBOAATCA B BUAE dDEKaNU.

FacTpocromua — xmpypruyeckas onepawms no
CO3/1aHMI0 OTBEPCTMA B XKeNyaKe, B KOTOpoe
BCTaB/AAETCA rnbKan TpybKa (racTpocTtoma,
racTpocToMmnyeckan Tpybka), npoxoaatlas yepes
HPIOLWHYIO CTEHKY B XenyaoK Ans obecneyeHuns n
BBEAEHMA HEOBXOAMMOrO NUTAHUA U IeKapCcTBa
HanNpPAMYIO B Kenyaok. Ele oqHo HasBaHMe —
«YpecKoXKHan 3HA0CKOMMYECKan racCTPOCTOMMSA Y.

leH — ocHoBHasA GyHKLUMOHANbHAA eANHMLA
HacneaCTBEHHOCTU. [eHbl NepenatoTca OT
poauTenen aetam u coctoat us HK, kotopasn
COAEPHKUT MHPOPMALMIO, HEOBXOANMYIO ANS
onpeaeneHna KOHKPETHbLIX XapaKTepUCTUK
yesnoBekKa. HekoTopsble reHbl paboTatoT Kak
MHCTPYKLMA NO «KOAMPOBKe» BenKka. Y Kaxaoro
4yeJIOBEKA eCTb MO Be KOMUKU KaXKA0ro reHa,
yHacnenoBaHHble MO OAHOMY OT Kaxk40ro 13
poauTenemn.
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Mukonupponart nponssoanTcs B dopme
asp030/18 ANA UHrANALUMIA U MHOTAA Ha3HaYaeTca
NS NeYeHns n3bbITOYHOTO CIHOHOOTAENEHMS.

MnnoTtepanua o3HayaeT «1e4yeHune ¢
MOMOLLbIO IOLIAAM»: 3TO TePaneBTUYeCKMi
N peabuanTaumMOHHbIN METO, KOTOPbIN
MCMONb3YIOT ANA PAa3BMUTUA KOOPAMHALIMY,
PaBHOBECUA U CUbI.

BbicoKoe KpoBsiHOe AaBneHue 11/ TMNepToHUA
— KpoBaHoe aasneHune 140/90 mm pT. CT. Uan
Bblle. [1epBOe YMCNO — 3TO CUCTONINYECKOoe
[aBNeHne — Cuaa, C KOTOPOW cepALie ToNKaeT
KpPOBb MO OpraHM3my. Bropoe uncno — ato
OMacToNNYecKoe JaB/ieHne — COMnpoTUB/EHNe
NOTOKY KPOBM B KPOBEHOCHbIX cocyaax. Oba aTux
Yymcaa M3MepPAKTCA B MUAIMMETPAX PTYTHOTO
ctonba (Mm pT. CT.)

FTOpMOH — XMMMYECKoe BelecTBO, KOTopoe
BblpabaTbiBaeTCsA B OpraHM3mMe, KOHTPOMPYET U
peryanpyeT akTMBHOCTb ONpeaeneHHbIX KNeTOK U
OpraHos.

MMNoBeHTUAALMA — COCTOAHME, MPM KOTOPOM
4Ye/IOBEK He MOXKET cAeNaTb AOCTaTOUYHO ryboKMiA
BAOX A1 TOTO, YTOObI YI/IEKMUC/bIM Ta3 B IEMKMX
CMEHU/CA Ha KMCNOPOA, YTO NPMBOAMT K
MOHWUMKEHMIO YPOBHA KMCI0POAA M NOBbIWEHMIO
YPOBHSA YI/IEKUC/IOrO ra3a B KPOBMU.

MHTYy6aumna — nometleHne rubKon N1acTMKOBOM
TpybKM B Tpaxeto Ans obecnevyeHmns A0CTyna
BO3AyXa W, BOSMOXHO, BBEAEHMNA onpeaeneHHbIX
npenapaTos.

MHTpaTeKkanbHoe BBeAeHUe — MeTo/, BBeAeHMA
npenapaTa NyTem MHbEKLMUN B CTIMHHOMO3rOBOW
KaHa/, Npu KOTOPOM /1IeKapCTBO NOMNaAaeT B
CMMHHOMO3IOBYHO KU/AKOCTb.

KeToauuaos 1an amabetmyeckuii Ketoaungos
— COCTOSAHME, KOraa OpraHM3m HauymHaeT
PacLWEenaTb X1p CANWKOM BbICTpO. MedyeHb
nepepabaTbiBaeT }KMP B TOMMBO, KOTOpPOE
Ha3blBAETCA KKETOHbI», YTO NMPUBOAUT K
MOBbILLIEHHOM KUCIOTHOCTN KPOBMU.

KeToHbl — BellecTBa, BbipabaTbiBaemMble B
neyeHu Npu pacwenneHnmn (metabonmsme)
YKUPOBbIX KNETOK.
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Kndos — nckpurBaeHmne no3BoHOYHMKA B
HamnpaBAEHMUM HaPYKY: NPKU Cepbe3HOM KMdpo3se Ha
CNMHE NoaABAAeTcs «ropb».

NlenTMH — ropMmoH, BbipabaTbiBAEMbIN KNMPOBOWA
TKaHblO (KOTOpasa XpaHWT 3anacbl 3HEPTUM B
dopme KMpa, a TaK*Ke CAYKUT aMoPTU3aTOPOM M
TENI0U30NATOPOM A/A TeNA) U UTPAOLLMIA PONb B
perynMpoBaHun annetuTa. O6bIYHO NOBbIWEHME
KOIMYECTBA KMPOBOW TKAHW NPUBOAMUT K POCTY
YPOBHA NENTUHA U CHUKEHMIO anneTuTa. Tem He
MeHee, HEKOTOPbIE II0AN MEHEE YYBCTBUTE/IbHbI
K HEMY, M HE UCMbITbIBAKOT CHUMKEHWA anneTuTa.

MOTOHeMpPOoHDI (ABUraTe/IbHbIe HEMPOHbI)
PACMO/IOXEHbI B CTMHHOM MO3re 1 TOW YacTu
rO/I0BHOrO MO3ra, KOTopas CoeaMHAeTCs

CO CMMHHbBIM. MOTOHENPOHbI NepeaatoT 13
FO/I0BHOMO M CMMHHOTO MO3ra CUrHa/A CKEeNETHbIM
MbILLILAM COKPALLATLCA, YTO NO3BONAET TeNy
[BUraTbCS.

Buoncua mbiwy, — HebONbLIAA XMPYPruyeckan
npoueaypa, Npu KOToOpon MmaneHbKkMit obpasel,
MbILLEYHOM TKaHW BepyT ANA U3yYeHUs B
nabopatopumn. OBbIYHO NPOBOAMTCA NOA,
MeCTHOM aHecTe3umel. Takon obpaszeL, MOXKeT
MCNONb30BATLCA ANA YTOYHEHMA AMarHo3a.

MyTauua — HeobpaTmoe nameHeHne
nocnenosatenbHocTh [AHK reHa, kotopoe
MOXeT nepefaBaTbCA NO HAC/NeACTBY MOTOMCTBY.
MyTaLmm MOryT BO3HMKaTb Npu OWMOKe
KonupoBaHua IHK BO Bpema AeNneHna KNeTKu.

HasoracTtpanbHas uHTy6auma — BeeseHne
TPYOKM (Ha3oracTpasbHOrO 30H/4a), KoTopas
MPOXOAMT B XKeNyA0K Yepes HOC U rop/o,

[N OCTaBKM HEODXOAMMbIX MUTATENbHbIX
BELLECTB (*KMpbl, yrNeBoabl, 6esKku, BUTaMUHbI 1
MUHEepanbl).

HasouHTecTMHaNbHaA (Ha3oeHanbHanA)
MHTY6auua — BBeaeHMe TPpyOKK (30H4a), KoTopan
MNPOXOAMT B TOHKMI KMLLEYHUK Yepes HOC,

rop/10 1 enyaok, ans obecneyeHuns OCTaBKM
HeobXoAMMbIX MUTATENbHbIX BELLECTB (KM1Pbl,
yrneBoAbl, 6enKkn, BUTAMUHbLI U MUHEpPaSbl).

MHranaumm 6poHXxoamnaTaTtopoB — /eveHue
MeANLMHCKMMM NpenapaTtamm, KOoTopble NaumueHT



BAbIXAET B IETKME B PACMbIIEHHOM BUAE: OHU
obneryatoT AblxaHWe NyTem paccaabaeHmsa mblLiLl
NErknx v paclmMpeHns apbixaTenbHbIX NyTen
(6poHxoB).

HeuHBa3suBHas BeHTUNAUMA nerknx (HUBJ) —
BEHTWUNALMA NETKMX Yepe3 HOCOBYIO MW ULIEBYIO
MacKy.

0O6e36onuBatoOWMii Kpem — B MECTHOTO
aHeCcTeT1Ka, KOTOPbI NPUMEHAETCA Ha 30POBOM,
HEMOBPEXKAEHHOW KOXe ANA NpeaoTBpaLleHus
601 Npu onpeaeneHHbIX NpoLeaypax, Takux

KaK BBeAeHMe Urbl. Kpem Bbi3biBaeT BpeMeHHoe
OHEMEHME YYaCTKa KOXKM B 30HE HAaHECEeHMS.

MuweBog — rnoTaTenbHas TpybKa, KoTopasn
COeAMHSET POTOBYHO MOMOCTb C KENYAKOM.

OpTesuncT — Bpay, KOTOPbIN CneLmannsmpyeTca
Ha Ha3HaYeHWUN, U3TOTOBNEHUMN N KOPPEKLIUMK
OpTe308.

OpTe3 — 13aenne, KOTOPOe N3roTaBNBaAETCA
no Gopme KOHeYHOCTEN MU MO3BOHOUYHMKA U
NpenoTBPaLLAET HEHYXKHble ABUKeHUA 1MDO,
HaobOpPOT, NOMOraeT NPOM3BOANTL NPABU/bHbIE
[BUNKEHMA. BUabl OpTE308B BKOYAIOT KOPCET,
TYTOPbI Ha 3aNACTbe, TYTOPbI M annapaTbl (opTe3
C LWapHMpamu, No3BONAIOWMI ABMTATLCA) Ha
rONEHOCTONMHbIE CYCTaBbl UM Ha BCHO HOTY.

OcteoneHUA — COCTOAHME, NPU KOTOPOM
MMHepaabHaA NNOTHOCTb KOCTEN HUXKE HOPMbI, HO
He TaKaA HWM3KaA, YTobbl CYUTATLCA OCTEONOPO30OM
(MegunumMHCKoe COCTOAHME, NPU KOTOPOM KOCTH
CTAaHOBATCA XPYMKUMU U TOMKMMU 13-33 NOTEPH
TKaHW). Bpay onpeaenaeT Hannume y naumeHTa
OCTeoneHnn nam octeonoposa nyrem APA—
CKAHMPOBAHMA.

KucnopogHasa pecatypauma — CHUNKEHNE YPOBHS
KMCNOPOAa B KPOBM.

MannuaTmBHaa NOMOLLb — MEKANCUUNINHAPHbIN
NOAX04, K CNeumanm3mpoBaHHOM MeanLMHCKON
MOMOLLM, LIE/TbIO KOTOPOTO ABAAETCA CHUMEHME
TAXEeCTU 3aboneBaHMA UM 3aMe/IeHMe ero
NpPOrpeccMpoBaHmns, Ho He3 BOSMOKHOCTH
nsneyeHmsa. Lenb nannmatnsHon nomowm —
NOBbIWEHME KaYeCTBa XMU3HM NaLmeHTa 1 ero

cemMby nyTem ob1er4eHmna CUMNTOMOB M CHUXKEHMA
YPOBHA cTpecca.

YpecKorKHaa 3HA0CKONUYECKAA racTPOCTOMMUSA
(43T, PEG) — xmpypruyeckan npoueaypa, npu
KOoTopon TpybKa NpoxoauT Yyepes OpIoLLHYO
CTEHKY B XenyaOoK nauuneHTa. Takas onepaumsa
MOXeT NoTpeboBaTbCA, ecim Heobxoanmoe
noTpebaeHne NULLM HEBO3MOXKHO obecneynTb
yepes poT, Hanpumep, B CBA3N ¢ ancdarunen nnm
cegaunen.

MpPo6UOTUKK — KIMBble DaKTEPUN N APOXKKEBLIE
rpubbl, KOTOPbIE MONOKUTENBHO BAMUAIOT Ha
370poBbe, obecneymBan cbanaHcMpoBaHHOE
bYHKUMOHMPOBaHME DaKTePUIA B Kenyake
yenoseka. OHM ecTecTBEHHbIM 06Pa3oMm
coaepraTca B nuLle, MMbo NpUHMMAOTCA B BUAE
n06aBokK (MorypTbl, TabneTkK, Kancyibl UAK calle).

Ckonmnos — NCKpmBieHMe No3BOHOYHNKaA BOOK.

CKenetHas 3penocTb 1n KKOCTHbIM BO3PACT»

— XapaKTepUCTMKa KOCTHOM CUCTEMBI

pebeHKa, KoTopaa MOXeT He coBMaAaTb C ero
XPOHO/IOTMYECKMM BO3PAcTOM. 1o mepe pocTa
pebeHKa, pasamep 1 popmMa ero KocTel MeHaTCS;
CKeNeTHasA 3peoCTb M3MePAETCA C MOMOLLLbIO
PEHTrEHOBCKMX CHUMKOB KUCTM M 3aNACTbA.

UccnepoBaHuA BO BpeMA CHA — MCCe0BaHMA
aKTMBHOCTM OpraHM3Ma naumeHTa BO BpemMsa
CHa: MOXET 3aMnMnCblBaTbCA YacTOTa CEPAEYHbIX
COKpALLEHWIA, AbIXaHME U YPOBEHb KMCN0POAA B
KPOBMW.

leH BbI)KMBaeMocTu moToHepoHoB 1 (SMN1)
COAEPHUT KMHCTPYKLUMM» NO BblipaboTke

Heska BbIXKMBAEMOCTU MOTOHENPOHOB

(SMN). benok SMN KOHUEHTpUpyeTCs B
CMMHHOM MO3re, HO MPUCYTCTBYET MO BCEMY
opraHmamy. OH HeobxoaAMM ANA NOAAEPHKAHNS
KM3HEAeATENbHOCTN 0CODbIX HEPBHbIX KNETOK,
KOTOPble Ha3blBAOTCA K MOTOHENPOHbIY.

leH BbI}KMBAa@MOCTU MOTOHEUPOHOB 2 (SMN2),
TaKXe Ha3blBaeMbIlh «3aMnacHbIM FEHOMY,
obecneymBaeT MHCTPYKLMM NO CO3AaHMNIO
6enKka BbIXKMBAEMOCTU MOTOHENPOoHOB (SMIN).
benok SMN KOHUEHTpMpPYeTCA B CMUMHHOM
MO3re, HO MPUCYTCTBYET MO BCEMY OPraHU3MY.
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OH Heobxoanm ans nogaepaHma
KU3HEOeATeNbHOCTM 0CObbIX HEPBHbIX KNETOK,
KOTOPble Ha3bIBAOTCA K MOTOHEMPOHbI». [eH
SMIN2 npoun3BoauT pasHble Bepcnm benka
SMN, HO TONBKO OAHA U3 HUX NOJHOPAa3MepPHasn
M [OCTAaTOYHO QYHKLMOHANbHAA AN
NoAAEePKAHWA KMU3HEAeATebHOCTH
MOTOHEMNPOHOB.

CnupomeTpua — METO/, OLEHKM TOTO,
HaCKO/IbKO XOPOLLIO paboTatoT nerkue, nytem
N3MepPEeHMns KoNMYecTBa BAbIXaeMoro BO3ayxa.

Kopcet TLSO (opTes rpyaHoro, moACHMYHOIO
M KPecTLOBOro OTe/108 NO3BOHOYHMKA)

— HernbKuit KOpPCeT, KOTOPbIM NOKPbIBAET
CMUHY MOHOCTLIO (rPYAHON, MOACHUYHbIN

M KPeCTLOBbIM OTAeNbl MO3BOHOYHMKA).
Mcnonb3yetca ans obecnevyeHmna NoaaepHKKN
NMO3BOHOYHMKA.

Tpaxeoctomua — x1pypruyeckan onepaums,
NpW KOTOPOW CO34aETCA OTBEPCTME B Lee C
[LOCTYNOM B Tpaxeto, 414 TOro 4tobbl B Hee
MOKHO Obl/10 BCTaBUTb TPYOKY 1 obecneynTb
[bIXaTeIbHYI0 MOAAEPMKKY NaLMeHTa.
TpaxeocTommnyeckas Tpybka (Tpaxeoctoma)
YCTaHaBAMBAETCA Ha MOCTOAHHOW UK
BPEMEHHOM OCHOBE.

YpecKOoXKHbIii MOHUTOPUHI — MCMO/1b30BaHMe
HENHBA3UBHbIX S/IEKTPOXMMUYECKUX AATUMKOB,
KOTOpble 3aKPEenAsTCA Ha MOBEPXHOCTM KOXKM
[N5 TOro, YTObObI BPaun Moriv 6ecnpepbiBHO
OTC/IEXKMBATb YPOBEHb YINIEKMCNOTO ra3a

(CO2) B KpOBM M BUAETb, YTO MAUMEHT AbIWNT
HOPManbHO.

Mo3BOHKM — 33 KOCTM, M3 KOTOPbIX COCTOUT
NMO3BOHOYHMUK.

Bupgeodniooporpadpuueckoe uccnegoaHume
rnoTaHua (MM moanduumnpoBaHHoe
nccneanoBaHue ¢ bapmneBon B3BECbD) —
PEHTTeHOCKOMMYEeCKoe UccaenoBaHme B
peasbHOM BPeMeHM, KOTOPOEe NCMO/b3yeTcs
ANA AeTaNbHOro M3y4YeHuns npouecca rMmoTaHma
C OLEHKOM HeobXoAMMOCTU BMeLlaTe/IbCTB A4
obecneyeHma 6e3onacHoOro nNpuema nuLn.
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PeHTreH no3sosifgeT Noay4mTb n3obpaxeHme
BHYTPEHHOCTEN Ye/10BEKa, UCMOb3YA
N31y4eHne, KOTopoe HasblBaeTCs
«3N1EKTPOMArHUTHbIE BOMHbI». PasHble TKaHK
opraHM3ma no-pasHoMy MorIoLWA0T U3/yYeHue,
B pe3y/abTaTe Yero noayyaercs nsobparkeHue,
Ha KOTOPOM KOCTM MOKa3aHbl HebiM LIBETOM,
a MATKME TKaHW, TaKMEe KaK KMpPbl, MOKa3aHbl
cepbIM. Jlerkne otobpaskatoTca YepHbIM M3-3a
BO3/yxa, KOTOPbIN NOrMoLWaeT HauMeHbllee
KOZIMYECTBO U3/1yYEeHUS.



BANATOAOAPHOCTMU

Mbi 6narogapum Bcex, KTo nomoran B pa3paboTKe 3Toro cnpaBoYHMUKA,
3a 3ame4aHus, npegnoxeHua u portorpadpun.
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BnarorBoputenbHbiv poHa «Cembu CMA»

BnarotsoputenbHblit poHg «Cembn CMA» — poccuiickas opraHu3aumsa, CneLmaansnpyowanca Ha NoOMOLLLM CEMbSAM,
CTONIKHYBLUMMCA CO CMIMHAIbHOM MblLLeYHON aTpodue.

C 2014 ropa mbl nomoraem 6osbHbIM CMA 1 UX 61M3KUM, HE TO/IbKO OCTaBasCb C HUMW B MOCTOAHHOM KOHTAKTE, HO U
pa3BMBan CUCTEMHbIE NPOEKTbI, KOTOPbIE AAKOT BO3MOXHOCTb C KaXKAbIM AHEM YBEINYMBATb 06 bEM NMOMOLLM U NOAAEPHKKN.
JeaTtenbHocTb poOHAA HanpaBeHa Ha 0byyeHure crneumanmncToB U poauTenen, pacnpocTpaHeHne 3HaHW U NOBbILLEHWE YPOBHSA
MHGOPMUPOBAHHOCTM O 3ab60N1EBAHUN.

Mbl NOCTOAHHO Ha CBA3W C BeAYLMMMU POCCUNCKMMMU U MUPOBBLIMM 3KcrepTammu no CMA, perynspHo NepeBoaMM Ha PyCCKUA
A3bIK U M343eM MHPOPMALIMOHHbIE MaTepuanbl, UCCeL0BaHUA M HOBOCTM O 3abosieBaHUM U Tepanun. Mbl Bcerga paabl
NoAeNNTbCA COBCTBEHHbIM OMbITOM M HAaPabOTKaMM He TOIbKO C CEMbAMM, HO U C APYTMMU HEKOMMEPUYECKMMM OPraHU3aLnaAMM
N MeAUUMHCKUMM YUPEKOEHUAMMU.

KoHTaKTbI:

+7 (495) 544-49-89 info@f-sma.ru f-sma.ru

BonbHbiMm CMA 1 nx cembam

family@f-sma.ru  +7 (999)-884-77-59
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