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NnaHx pabortbl

CMA - uytO0 23710?
AxkTyanbHocTb B EBpone M
YKpauHe;

MpuumHbl A1H npm CMA;
OCHOBHbIE NONIOXXEeHMUA;
CMA 1 t™vna;

CMA 2 tTuna;

CMA 3 tvna;

BoiBoAbI

- .
. -
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CMA - uyto 310?

CnumHanbHaa MbllueyHaa arpodmna
(CMA) - 310 TAXXenoe HeMpoMbIleYyHoe
saboneBaHue c ayTOCOMHO-
peuecCUBHbIM HacnepoBaHuem c
AereHepauvemu anbcgda-MOTOPHbLIX
HeMpOHOB B NepeaHMX porax CNUHHOrO
Mo3ra, npusogsillee K
nporpeccupyowem NMPOKCUMaribHOM
MbilUe4YHOM cnabocTu M napanuuy.

Y CMA-naumeHTOB BbipabartbiBaercs
Mano nonHoueHHoro 6enka SMN.

3abonesaemocTtb B Mupe 1 Ha 6 - 10 1. HaceneHus,
Boicoka BeposaTHocTb nossneHua CMA-naumeHTa paxe B
cemMmbe 6e3 aHaMHe3a reHeTuueckKkux 3abonesaHmmnm.

BropuuHaa [OH - npuuvHa netanbHOCTM M YXYyAlUEeHMA
KayecTBa XXU3HM.
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YkpavHa n EBpona

| Tuna - 55
[l Tuna - 122
Il Tuna —26

OcTanbHble 0XXMUARI0T NOATBEPKAE HUA,

Perucrpaumio u yyet nayuentos co CMA B YkpauHe ob6ecneunsaer PoHa «[1eT CO CTMHANBHOM
MbiweYyHoH aTpoduein» ¢ 2004 roga www.csma.org.ua

VA. Sansone et al./Neuromuscular Disorders 25 (2015) 979-989

SMA 1 SMA 11 SMA 111
n= 85 n= 202 n= 135
58 (68,2%) 55 (27.2%) 7 (5%)
Nocturnal 28 (33%) 48 (24%) 7 (5%)
24 h a day 3 (3.5%) 4 (2%) 0
Mask 31 (36.5) 52 (26%) 7 (5%)
Tracheostomy 27 (32%) 3 (1.5%) 0
40 (47%) 8 (4%) 0
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OH npu CMA

CnabocTb AgbIXaTenbHbIX MbILWL, HENPOAYKTUBHbIN
Kawenb U HAPYWEeHUA AbIXaHUA BO CHe:

Ouwacdparma crpapaer MeHblUue
Yyem ocTaribHble MbiWLbI.

Oducb6anaHc mexay Harpyskom
M BEHTUNALMOHHOM EeMKOCTbIO
Nierkmx npuBoOgMUT K
MbILWWEYHOMY YTOMJIEHMIO "
AbIXaTenbHOM
HeAoOCTaTO4YHOCTMU, B
0Cco0b6eHHOCTU BO BpeMmMsA CHa.

B.1O. AptemeHko. 10-n bputaHcko-YkpanHckun Cumnosnym. Knes, 2018



V.A. Sansone. et al. 1st Italian SMA Family Association Consensus Meeting:
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piratory involvement in spinal muscular atrophy (SMA)

I-1II, Rome, Italy. Neuromuscular Disorders 25 (2015) 979-989

Management and recommendations for res
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OH npu CMA

3apepxkKka OpoHXxo-neroyHoro cekpera,
rmnepnpoaykumMsa MOKpPOTbI, MMUKpO- "
MaKpoacnupauus CHIOHbI " nuim -
nocrosHHaa npobnema y CMA-naumeHTOB.

CMA-naumeHTbl noAaBep>XeHbl YMEeHbIUeHUIo
AbixarenbHoro ob6bsmema BO CHe, yauwe B Bupge
rMNOBEHTUNALMM.

Co BpemMeHeM TrVMNOBEHTUNALUMA BO CHe
NMPUBOAUT K PpPas3BUTUIO TaXXenon opmbl
rMNOKCMM, NOBLIWEHUIO YPOBHA YrneKumcrnoro
ra3a B KpPOBM M nNOAABMEHMUIO AKTUBHOCTM

S
- =

AbiXaTenbHOro ueHrtpa M ...
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OAMArHO3 CMA NOCTABIJIEH....
OBOCTPEHME.

Yto penarn?

Yto penarn?

3auem
penartb?

BbhinucbhiBaem

NMporHos
NOHATEH

Crano nyuue... OH -

IdkcTybmpyem? MHuTyOmpyem!

a B.1O. AptemeHko. 10-1 5pMTaHCKO-ymKMeB, 2018



Mpun OPBU/NnHEeBMOHUM

piratory involvement in spinal

muscular atrophy (SMA) types I-11I, Rome, Italy, 30-31 January

Management and recommendations for res
V.A. Sansone

015
A. Berardinelli °. G. Crescimanno °,

-

G. Ottonello

*2 F. Racca -,

. A. Vianello °,

o uvHTy6aumm Tpaxem kaxpbie 2-4 yaca, nubo,

Yyawe npM HanMuMm obunbHOro cekpera:
1. MoBopauuBars naumeHTa ¢ 60oky Ha 60k unu Ha

CMNUHY;

2. Acnonb3oBath MEeXaHMYECKMMN OTKalufIMBaTe nb;
3. CanmpoBats B[Ol (n3beras, nNo BO3MOXHOCTM,

rnybokyro caHauuio);

4. Npu arenekrase (peHTreH) — unm HTtybaumsa Tpaxem

vnu HUBJ B pexume (BiPAP) (IPAP 16...20 EPAP
4...8) B kxoMOHauum ouncrtkon BAIM;

5. Cnepyetr naberarbo Hcyddnaumo kKucnopopa 6es

BiPAP, Tak Kak 3TO0O npuBeger K ocnabnenuro
AbIXaTesNibHbIX ycunum, arenekcrasy "
NMOHMUXXEHHOMY BbilefieHUIO YrnNeKMCroro rasa;

6. UHTYy6aumi0 nyuwe BbINOJIHUTD YNPEXAAWUM

obpa3zom;

X P e
S sovm &
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piratory involvement in spinal

muscular atrophy (SMA) types I-III, Rome, Italy, 30-31 January 2015

Management and recommendations for res

A. Berardinelli °, G. Crescimanno °,

V.A. Sansone

N KAXKObIU PA3:

Ecnum obcTtpeHue
NOHATHO.
.=:Q UTO NOTOM?

. A. Vianello “,

*2, F. Racca “, G. Ottonello
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| }
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OueBnpgHO, UTO pewieHue O AOoJNIrOBPeMEeHHOM
MCKYCCTBEHHOM BEHTUIIALMM JNIerkux cnepyer
npUMHMMaTb C yyeTom chbeHOoTMNA:

AOKa3aHo, 4TO MexaHuyeckKan
BeHTHUNIAUNA He npogsieBaeT >XXN3Hb Yy
nauneHroB co CMA ruwnoe 1a n 1b » He
MeHsaAer ecTrecrBeHHOro TeYyeHus

6onesnn... C OgQHON CTOPOHBbI...
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ABA FOOA HASAQO

Tpueanictb 1 onepadii
(aHecTesionor)




Bach JR, Vega J, Majors J, Friedman A: Spinal muscular atrophy type 1 quality

of life. Am J Phys Med Rehabil 2003;82:137-142.

Spinal Muscular Atrophy Type 1

Quality of Life
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..C Apyrom...

Kaxxerca uTto ycunua m XXeptBbl, HA KOTOpbLIE
MAyT poaAuTenu pagv NpoAarieHUs >XXU3HU CBOMX
peTen - HeonpaBgaHHO ©OG6onbume, opHako,
poaMTenm yxaxxmeamwouume 3a gpetbmm co CMA,
OLEeHMBAIOT KauvyecTBO MXM3HM pOeTeM ropaspo
Bbilue, YeM MEeaUKMU.

Hecmotps Ha 10, UTO BOCnNUTaHue 60ONbHOro
pebeHka Tpebyetr Ha 60% 6onbwie ycunuu, uem
BOCnuTaHume nwboro spoposoro pebeHka, oHM
He CUMTaIOT yXo4 3a NauMeHTOM 4YeM-TO CBepX
Mepbl obpemeHMTenbHbIM.

Heobxogumo yuumtbiBaTbh, UTO Y peTeM CO
CMA He Habnropaerca OTKNOHEHUMM B YPOBHeE
YMCTBEHHOro passurus!
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PecnuparopHaa Tepanusa
(obwwee)

MapagokcansHoe | | Hounas runosenTunsums | | Cnabbim | | Hapywenue

OCA [NoTaHus

T

.............................................................................................

AdanmuposaHo V.A. Sansone/Neuromuscular Disorders 25 (2015) 979-989
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CASE -report. 1

Maument MO, 8 mMmec, CMA 1 T1MNna, HaxoauTca Aoma, 2
OCTaHOBKM AbixaHua (Mmokporta), CJIP + UBJ1 «<KAMBY» maTepblo
ycneuwHoe BOCCTaHOBNIeHue, 663 KOrHUTUBHbIX HAPYLUEeHUMN.

HUBI?

IlaumeHT - OOCTPYKTMBHOE JbIXaHUME BO CHE,
COHJIMBOCTb, MapaJOKCAIBHOE TOPAKOAOIOMUHAIBHOE
JIBW)KCHUE, TMOBTOPHBIC PECHUPATOPHBIE WHQEKIUU,
OTCYTCTBUE NIPHUOABKU B BECE;

Ilepconan — 1O  BO3MOXKHOCTH n30ekKaTh
‘ ‘l L5 J 2 TOCIIUTAIN3AIINHN;
- 3 CeMbsl — 00eCIEUNTh KA4E€CTBO KM3HHU 00CHM;
AJMUHMCTpPAUUA - [0 BO3MOXHOCTH  H30€XKaTh

I[HHTCJIBHOﬁ rocinuralan3aliuu,
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CMA... Tpu popornm.

TskecTb

He mewarts npupone

|

HUBI kak

XOocnuc

HUBJ

UBIn +

HeycnewHo

YcnewHo

3

VAAAAAAAAAAAAAAA AAAAAAAAAAA VAAAAAAAAAAAAAA
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CASE-1

Iﬁ Ownartos CMA Harpyaka
3abonesanus Ha CeMblo NMnaH c¢ neu4. Bpauom;
‘ B O6bLACHUNM NNaH CeMbe;
He mewars npupoge [ Pe— NMopanucanm cornacume
“ poauTenemn;
— MoHuTtopuHr PSG
XOCTIUC VBN + Monobpanu nHrepcenc;
Heyonowno reaxeoctoma || | @QTcaHmMpoBanu ¢ MO;
‘ Havanm...
| |

Hanagnnu HMUBJ1 B pexume ST (BiPAP) (IPAP 16
cm., EPAP 6 cm.)
Mpopomxunu PSG, Tturtpaumio napameTpoB, AnA

nopaepxaHuma Sp02 95 % 6e3 ponoNHMTEnNnbHOro
02.

M .
. -
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Shared-decision making

Tpn Mecsua Ha NPUHATUE pelueHMA
no Tepanuu, MHoronpodunbHan
KoOMaHpa (negunartp, reHeTMmK,
cdomamnorepanesT, aHecTe3uonor,
pecnuparopHbiM TepanesrT, Bpau
ceMeHOM MeaMLUMHbI, TNCcuxonor,
agMMHMUCTpAaTop).

Management and recommendations for respiratory involvement in spinal
muscular atrophy (SMA) types I-11I, Rome, Italy, 30-31 January 2015

V.A. Sansone “**, F. Racca ~*, G. Ottonello °. A. Vianello °, A. Berardinelli °. G. Crescimanno °,
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Ward S. Chatwin M, Heather S. Simonds AK. Randomised controlled trial

of non

e

-invasive ventilation (NIV) for nocturnal hypoventilation in neuromuscular and chest wall

. disease patients with daytime normocapnia. Thorax 2005;60(12):1019-24.

PT - Hauano, npekKpaweHue,
MmoauduKkauma

NMpepnourtenue orpaerca HUBJ, ocobeHHO npm
HOYHOM runoseHTMunaumm (ETC0O02 >50 wmm.pr.CT.
6onee 70% cHa) paxxe pNA NauMeHTOB C OTCYTCTBMEeM
CMMINTOMOB.

HUBJ1 - anbTepHaruBa TpaxeocTomMme, KoTopas
CBA3aHa CO 3HAuUMTEeNnbHbIMM OCJIOXXHEeHMAMM M
MOXeT npenaTcTBOBaTb HOpMaNnbHOMY pPa3BUTUIO
peunm.

Mpu HUBIJ1 npowe coumanbHaa agantTauma Yem npm
TPaxeoCTOMMUM.

OpHako, npm BeHTUNAUMM 6onee 16 uY/cyTtkm npm
TpaxeocToMUM NyJvlimm KoMnnaumeHc Mexnay
pe6beHKOM U BEHTUNATOPOM.
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Swoboda KJ, Prior TW. Scott CB, et al. Natural history of denervation tn SMA: relation

to age, SMN2 copy number, and function. Ann Neurol 2003:57(5).704-12.
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PT - BeHTUNAUMSA

MapameTpbl BeHTMNAUMM nopbuparorcs
MHAMBMAyaribHO, TakKuMm obpa3om uTob6bI
obecneunBanoco HOpManu3auus
3KCKYpPCMM rpyaAHOM KIeTKM M nokKkasarenem
Kucnopopga n ETCO2;

NMocne apantaumm Kk HUBJ1 HeoOxopmmo
NPOBECTU MOHMUTOPMHI TFMMNOBEHTUNAUMM -
OKCM-KanHOMEeTpUM BO CHe;

Untepdenc HUBJ1 - HOCOBBIE MACKuM unm
KaHIoNn. YTeukm yepes poT MOryT
norpebosars pemeHb AnNA nopbopoaka mnm
NMONMMHONMMLEBYIO MACKY.

Mocne npuBbikaHma TpyaHocten ¢ HUBJI He
6yner.

B.1O. AptemeHko. 10-n bputaHcko-YkpanHckun Cumnosnym. Knes, 2018




PeaynbTartbl

ion in palli
]

KomnnaneHc 6onee BbIpaXXeH,
Korga cemMbs BUAMT KIJIMHMUYecKoe
ynydyweHue Ha cboHe HUBIJI;
ApexsBatTHaa HMBIJ1 ycrTpaHawouwan
HOYHYIO rMnoBeHTUNALMIO TaKxe
ynyJdwaer pAHEeBHYI0 CMOHTaHHYIO
BEHTUNALMIO;

HUBN TakKxe npepoTepauiaeT
AONIrOBPEeMEeHHYI0 aedcdopmaumio
rpyaAHoOM KIeTKMU.

The Board of the European Association for Palliative Care Mian, haly

Lukas Radbruch chair of Palliative Medicine, Aachen University, Aachen, Germany

European Association for Palliative Care
Nathan | Cherny shaare Zedek Medical Center, Department of Oncology, Cancer Pain and Palliative Medicine Unt, Jerusalem, lsrae

(EAPC) recommended framework for

the use of seda
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MexaHMuyYeCcKMM oTKallnNUuBaTernb

European Association for Palliative Care
(EAPC) recommended framework for
the use of sedation in palliative care

Unit, Jerusalem, Israel

and Palliative Medicine

University, Aachen, Germany

tive Medicine, Aachen

Nathan | Cherny shaare Zedek Medical Center, Department of Oncology, Cancer Pain

Lukas Radbruch chair of Paliia

lan, Ialy

NMpuebiuHaa caHauuma BAOMN B 90% He 3arparuBaer
nesoe nerkoe noaromy 80% nHeBMOHMM cneBa.

MexaHunuyeckum oTKauwnuseartesnb (MI-E)
obecneunBaetr oAMHaAKOBbLI® NMOTOKM OTCacbiBaHMA B
JIEBOM M nNpaBoOM pAbixatenbHOM nyt4, 6Ges
puckomcpopTta mnu tpasmuposaHma BAIN, moxer 6GbITL
acpcdhexkTuBHbIM Npu HeadIdhheKTMBHON CaHaUuUM.

bonee KomMmdpopTeH, adpcpeKTuBeH, MeHee
YyTOMMUTESIEH.
O6nervaer 3kcrybauuro M CHMXXaeT 4acToTty

nHTy6auum y naumeHtToB ¢ HM3 u ¢ okcumetTpuen m
HMBIJ1 cHMXaeT 4yacToTy OCNOXXHEHVN U NneTarnbHOCTb
npu HM3.

MoxxeT 6b1Tb HeaddhexkTuBeH ecnum NCK meHee 160
n/MuH.

The Board of the European Association for Palliative Care wi

._ .
. -
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HacTtpouka MO

European Association for Palliative Care
(EAPC) recommended framework for
the use of sedation in palliative care

alem,

and Palliative Medicine Unit, Jerus:

n, Germany

University, Aache:

ive Medicine, Aachen

Nathan | Cherny shaare Zedek Medical Center, Department of Oncology, Cancer Pain

Lukas Radbruch cair of Palliati

aly

Baox/Bbigox Ha 1 ceKyHAay, nay3y Ha 2 CeKyHAbl.

HasneHue Bpox/Bbipox +20-20 sarem nowaroeo Ano
+40-40.

3abnokupoBaB TpybKy npoBeputb BbICTaBNIeHHOE
AaBreHue.

Bxnounts «aBTO», nNpMXaTh MAaCKy NMOTHO K
nvuy, BKNOYMTbh Npubop.

Cpenatb cepumio mM3 4-6 BROXOB-BbIAOXOB M
oTROXHYTb 20-30 MmuHyT. OTCaHuMpoBaTb OCTaBLUYIOCSH
MOKpPOTY. YBenuumtb pAaBlieHue [0 NepeHOCUMOoro
MakKcumyma.

The Board of the European Association for Palliative Care ian, it

.‘n.
3 -
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Crescimanno °,
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piratory involvement in spinal

muscular atrophy (SMA) types I-III, Rome, Italy, 30-31 January

Management and recommendations for res
V.A. Sansone

X P e
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LG

G. Ottonello

*2 F. Racca =,

CMA-1. Nannuarus.

A. Berardinelh

. A. Vianello %,

OxcureHaums, acnupaumsn OTCOCOM, nocrypanbHbIA
ApeHaX, HebOynamzep ¢ ddu3spacTBOpoOM, HMMMYHM3aLMUA,

nUTaHMe Yepes3 Ha3oracrtpanbHbIM 30HA. Kak MaKCcHmMym
HHUBIJI c Hnsxom pasHnyen gaBrieHNH.

Llenbro Takos nomoLymn ABNIAETCA NogaepKaHne camoiyBCTBHUA

mnageHuya HacroJsibKO, HACKOJIbBKO 3TO BO3MOXHO.

Mewok AmMOy, pecnupatopHas nopgaepXKa WM MOHMUTOPMHr
(okcumeTpmsa), a TakxKe MaccaXX cepaua B 3KCTPEeHHOM cUuTyauum He
TpebylroTca;

... Ho, ecnm cembna nepepymana...
Mpu passuTMM pecnuparopHbix MHdekumm 6yayr MHTYOGMpoOBaHbLI C
nocneapymouen aKkcrtybaumen no nporokony.

Mpun Heob6xogMMOCTM nNOBTOPHOM MHTYOAUMM Tpaxem MoOXeT
paccMmarpmMBaTtbCfi TPaXeoCTOMMA KaK OnTuManbHOEe peleHMe, HO
€CNIM CeMbfi OTKaXeTCHA, HYXHO TMNPUUATU K [OOroBOpPeHHOCTU C
poauTensaMmM, UTO NOBTOpHaA MHTYO6auma nposoamTca He byper.

B.1O. AptemeHko. 10-n bputaHcko-YkpanHckun Cumnosnym. Knes, 2018




Management and recommendations for respiratory involvement in spinal

5

y 201
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es [-1II, Rome, Italy, 30-31 Januar

p

".‘G Ottonello °,

vy (SMA) ty

.

muscular atroph

G. Crescimanno °,

A. Berardinelli °,

A. Vianello %,

l.#2 E Racca’

V.A. Sansone

CMA - 2 Tuna.

CHMIOTOMAaMH:

IIpoeenenne HHBJI B HoYHOe BpeMs NOKa3aHO NamHeHTaM CO CJIeVIOIIHMH

JlHepHad THIOEepKamHHd (T.e. CYTOYHBIH
nokaszareras PCO2 > 45 a pT. €T.)

HapymeHue JBIXaHHA BO BPEMA CHA - B
33aBHCHMOCTH OT HATHYHA CHMIITOMOB

(OTCVTCTBHE MIPHOABKH B BECE

PaCO2 > 50 My pr.cT. domee 25% ot
00IIero BpeMeHH CHa

OOCTPYKTHBHOE alHO3 CHA Y JeTeH:

A) Ectp Xpar, 3aTPYAHEHHOE,
MapaToKCATEHOS HIH QOCTPYVKTHBHOE JBIXaHHE BO
BpeMA CHAa, COHIHBOCTb, I[HIIEPAaKTHEHOCTE,
MOBEJEHYECKHE MPOOIeMEl HIH IPOOIeMEl B
O0y9eHHH.

b) Ha pommcoMHOrpadHH OZHO HIH
HECKOTBKO OOCTPYKIHMBHEIX aITHO3, CMEIIAHHEIS
aITHO3 H/IH THIIONHO3 B TEYEHHE 9aca CHA, HIH KaK
MHHEMYM 25% oO0mero BpeMEHH CHa C
renepkamaeeii  (PaCO2> 50 MM prcr) B
COYETaHHH C OJHHM HIH 00/ee NpH3HAKAMH:

a. Xpar,

0. BEIDABHHBAHHE KPHBOH
HHCITHPATOPHOT0 Ha3aTbHOTO JABICHHA;

I. MapaJOKCATEHOE

TOPaK0A0JOMHHATEHOE JBIKEHHE.
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Baydur A, Kanel G. Tracheobronchomalacia and tracheal hemorrhage in patients
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with Duchenne muscular dystrophy receiving long-term ventilation with uncuffed

tracheostomies. Chest 2003;123:1307—11.

TpaxeocToOMMA NpM:

1) Taxenon 6ynbbapHon aucchyHKUUM;

2) HeBO3MOXHOCTM 3KCTYyOMpoBaTh NauuveHTa, HECMOTpPA Ha
cobnopgeHme nporokona 3kKkcrybauum, B TeueHue Oonee
ABYX Hepenb;

3) MNaumeHT He nepeHocutr HUBIJI;

4) Bpema 6e3 BeHTUNAUuMM coctaBnser meHee 30 MMHYT B
CYTKM;

5) HeBoamoxxHOCTb 3(h(PEeKTUBHOMN OUMUCTKM pAbiXaTelNnbHbIX
nyTem, HEeCMOTpPA Ha nNpUMMEeHeHue MeXaHMU4YecCKoro
oTKawnvBaTens.

Mpu nmo6om nokasaHuM ANA peKoOMeHpauum TpaxeoCToMum
Heobxoaumo nHcpopMUupoBaHHOE cornacue
nauumeHrta/pogurenen.

Tpebyer o06cyxaeHuma B MeXAUCUMMNIIMHAPHOM KOoMaHpge
cneumaniMmCToB, AONyCKas BO3MOXHOCTb TOro, UTO JeyeHue
oyner orpaHuM4YeHo CYMNTOMAaTU4YECKOM Tepanuem,
HanpasBsieHHOM HaA CoOXpaHeHMe Haunyduero KadecTtsa
KU3HM.
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NMNpuBbiuHana aKcTybauus

1. OkcureHauuna ansa nopaepxxaHua carypauum Sa0, Bbiwe
95%:;

2. Yactbie caHauuum MUT;

3. YcuneHue oKCUreHauuvm npm passmtum gecartypaumm;

4. BUHMHI LLeHOM rMnepKanHum;.

5. Het akcty6aumm noka He oTny4yeH ot annapara UBIJI;

6. dkcry6auma n nepesog Ha CPAP uwnum HU3KoypoBHeBbIn bi-
level + noctosHHbIe 02;

7. 'nybokasa canauma BN c/ 6e3 nocrypanbHbIA APEHAX U
comsmorepanmna??

8. No Hapacraumw CO2 - peumHTyb6aLMA;

9. NMNocne peHTabyumm TpaxeocToMmMa KaKk eAUMHCTBEHHanA
BONroBpemMeHHas onuusa UM nocrie ycneuwHom aKkctybaumm
6poxoaunararops! u chomanrepanus.

10. Boinucka gomom Cc TpaxeocTtoMom nocne obyueHums
cCeMbM.

........
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http://www.doctorbach.com

Dr. John R. Bach

Medical Director of the Center for Ventilator Managemént Alternatives at University Hospital,
Newark, N.J.

2010 r.

ENBNIHEATTSIE | Hu y omHoro nmaumeHTa
c HM3 He ponmxHO ObITb
TPpaxeoCTOMbI nnm
pecnupaTopHbIX
OCJIOXXHEeHMUM.

Ecnu noan oyayr
cnepoBaTbh HANMCAaHHOMY
HaMm, pecnupaTopHbIe
OCIOXXHEHMUA MUCHUYEe3HYT...

A

NMpoTtokon akctybauum
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‘ NMpoTtokon akcTtybauum ‘

1. 02 Tonbko po ApoctTMxxeHuna Spo2 95%;

2. Mpumenenue MO uepes Tpybky ot 25 no 40 cm H,0 o1 -25 no -40 cm H,0
Kaxable 10 MUHYT ANA CHUXXEHUA OKCUreHO3aBMCUMMOCTU U3-3a CKONJeHunA
MOKPOTbI, Nocrneayouwan caHauuma npm HeobxoaumocTu;

3. CaHauum npu pecarypaumax (a He 02);

4. NMNpo6a BMHMHra He aonycKaa rmnepKanHuio;

5. NonbiTKa akcTtybaumm HezaBucumo otknroUveH ot UBJ1 unm Hert, npm
COOTBEeTCTBUM Creayuim Kputepmam:

AdeOpunbHbIit; He TpeOyeT okcureHanuu >94%; HeT aTeyIeKTa30B WK UH(PUIBTPATOB; IPUEM
CElaTUBHBIX NpekpanieH 24 dyaca Ha3zaa; Yacrora cananuu B/II1 He vamie 4 pasa B CyTkH;
IIPOXOAUMBI HOCOBBIE XOBbI.

6. AkcTry6auna c HUBJ1 HocoBana macka 6e3 02;

7. OxcumeTpuna kak feedback npu HUBIJL, noctypanbHOro apeHaxa,
chbusmorepanumn, 3apepiKKm MOKpPOTbI;

8. NMpu rMnepkanHum, aCUHXPOHUM UMM TaXMNHO3 nepexknwunTtbca Ha BiPAP-ST.
Hecatrypaumsa HeCMOTpsA Ha HOPMOKaNHMIO UM ageKkBaTtHoe ucnonb3osaHme HUBIJI
rosoput o PAC u Tpebyet penHTty6auuso.

9. Nocne penHTy6auMm ncnonb30BaTh BTOPYIO NONbITKY 3KCTYy6auum c
nepesogomMm Ha HUBJ1, B T.4. KpaTKoBpeMeHHO UCnonb3ya O6poHxoaunaraTopbl;
10. Boinucka gomou ecnm Sp02 95% 6onee psyx aHeu m MO HyXeH He vawe 4
pa3 B CYTKM.

._ .
. -
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i Xtubation of patients with neuromuscular weakness: a

‘2w management paradigm.

e -3ach JR1, Goncalves MR, Hamdani |, Winck JC.

UTak, akctybaumua npmu CMA

1. AcdbeOpMnbHbLIN;
2.He TpebyeT poOnonHMTENbHOro KMcnopopaa;
3.Her atenekrasoB unm MHOUNLTPATOB;

Ha3ap;

5.MoTrpebHocTh B caHaumm meHee 4-x pas3
CYTKM;

6.Mocne akcrybaummn HUBJI (6e3/c min 02),

TO pexum ST (Spontaneous/Timed)
yctaHoBneHHom Y/l.
7. OxcumeTpuna B kauectBe feedback.

4.TMpuem cepaTtMBHbLIX npekpaweH 24 yaca

pexume BiPAP (IPAP 12...20 cm. BOAH. CT.,
EPAP 3...6 cm. BOgH. cT), ecnum Y1 Hm3kKasq,

C
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CASE-2

Maumvent M, 1 roan, CMA 1 tvna, Haxoautca B UT 2,5 mecsaua
M3 HUX 2 wmecsua MBJ1, 30 pHeu Ha3ap akctrybaumsa - 6e3
ycnexa. NMocnepgHMn mMecsAl noBoa ANA rocnuranv3sauum
MHBA3MBHAaA BEHTUNALMA NerkKmx;

p \.vai'xw -
JdKcTtybauma?
NMaumeHT - anuTenbHoe
HaxoxxaeHuve B MT - yrposa

pa3sutua BBU;

NMepcoHan - cMHAPOM BbIropaHus;
Cembsa - oueHb xouyeTt ObITb AOMaA;

ApMmumHMucTpauumsa -  AnutTenbHoe
BpemMma 3aHATa Kouka B UT.
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CASE-2

AdcdebpunbHbin, bes 02, PeHTreH — uncro, bea cepgaruBHbix, Canaumsa 1/uac.

TaxecTb

Ouartos CMA

3aboneBanusn

]

He mewars npupoge

HWUBN kak
Xocnuc

Harpy3ka
Ha ceMblo

uBn +
| TPaxeocToma

NMnaH c neu4. Bpauom;
O6GbACHMUNM NNaH ceMbe;
NMopnucanu cornacue
poauTenen;
KopTtukocrepoupabi;

SBT 30 MMHyT;
MomMmonunuco;
Mopo6panm nHTtepdenc;
Orcanmposanmu ¢ MO;
JdkcTtybmposanm...

Hanaguwnm craproso HUBJ1 B pexume ST
(BiPAP) (IPAP 16 cm., EPAP 6 cm.),

NMpoBenn HOUYHYIO
napameTpos,
6e3 pononHutenbHoro O2.

OKCMMEeTPpMIO, TUTPaLMIO
Ana noppepxaHuma Sp02 95 %
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CASE-2. 3 Hepenu no3xe




haign

A. Muscular dystrophy camy

S1monds

Manzur AY., Muntoni F.

A A

of children
Lond

2002

care

3th February

orkshop: recommendation for respiratory

with spinal muscular atrophy type II and I11. 1

sponsored w

ord 2003:13(2):184-9.

UK. Neuromusc Disc

- .
. -

BakumHauus

BakynwrHaymnsa - crapwe 6 MecsueB eXxerogHas
MHaKTUBMPOBaHHAaA BaKLUMHa NPOTUB rpyvnna;

Mnapgwe 2 ner ogHa go3a 13-BaneHTHOM NHEBMOKOKKOBOM
KOHDBIOrMPOBaHHOM BaKLIMHbI;

Crapwe pABYyX neT AOMXKHbLI NONMYyYUMTb OAHY pRo3y 23-
BaNleHTHOM NHEeBMOKOKKOBOM nonucaxapuaHoM BaKUMHbI, B
TOM 4YMClie AeTU, KOoTopble paHee nonyumnum 13-BaneHTHylo
NMHEBMOKOKKOBYIO KOHBIOrMPOBaAHHYIO BaAKLIMHY.

Hdetam Bo ABYX ner ABOJDKHA NMPOBOAUTbLCSA
nMmMmyHonpocdhunaktuka npenaparom [Manueusymab pnsa
npeaynpeXxaeHusa pecnuparopHo-CMHTULMANbHOU BUPYCHOM
mHcdekuun. TlMpenapar BBOAUTCA BHYTPUMMBLILLEYHO B
po3upoBke 15 mr/kr oguH pa3 B 30 gHen, NATL pa3, HAUMHaNA
Cc HOAOpA, B nepBble 2 roaa XXUu3Hu pebeHka [47].
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PasHoe

MOHMTOPMHI - U3MepeHMe AOHEeBHbIX ra3oB KpoBu. [lHeBHas
rmnepkanHua YyKa3blBaeT Ha TIUMMNOBEHTUNALMIO KaK BO Bpems
6oapCTBOBaHMA TaK U B HOYMHOE BpeMs.

OKCM M KanHOMeTpus — HeT paHAOMMU3UPOBAHHbIX MCCIieaOBaHUMN,

oAaHaKo ecThb Koppenauua runepkKkanHmm M pecartypauuvm
Kucnopopaa.
MonucomHorpadgpuna He AABNAETCA YHUBepcarnbHbIM

MccneposaHMeM, OgHaAKO B peXxXuMe TUTPAUMOHHOM HOUYM MOXeT
6bITb NONe3HoMu npu Havane HUBIJL.

HyTputMBHaa nopaepXxkKa - CaMOCTOATElNbHbIE KOPMIEeHMA
npeKpawamoT B CBA3M C NOBbIWIEHHbBIM PUCKOM acnupauum Ha TOT
cny4vyan, ecnm notpebyerca aKkcTpeHHas MHTy6aumsa.

2. Ecnum naysa 6onee wectu 4yacoB - Ha30€OHalNbHbIA 30HA, C
MCNONMb30BaAHUEM 3JIEMEHTAapHOM MM NEerkKoycBamBaeMoM CMecwm,
copepiKallem NPpoTemH.

3. Ecnm mHTy6auma Hem3bexxHa, a pMCK acnupaumm BbICOKMM, TO Ha
BpemMsa nay3bl NapeHTepanibHOe NUTaAHUEe COCTOfLLEee U3 LUNIOKO3bl
10-15% mn amumHokucnor m3 pacueta 1,5 r/kr maccsl Tena/cyr) c
BUTaAaMMHaAMM U 3NEeKTPONMTaMm.
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Hanocnepok

HemHBasuBHan BEHTUIAUMA JEerkux npeacrasnsaer cobom
XOopowyro anbTepHatupy TpPaxXxeoCTOMMM UM MHBaA3UBHOM
BEHTUNALMM M:

Cnocob6cTByer HOpManbHOMY Pa3BUTUIO PEUM.

Bbonee komcoprHa M aganTupoBaHa K COUMAaNIbHOM >XXU3HMU
nauMmeHTa.

NMpu ycnoeum XOpolwero KomnnameHca Kynupyrotrcs
CMMMNTOMbI FTMNOBEHTUINALMM U rMNepKanHum

NMpepoTBpawaer ponroppemMeHHyro pedopmMmaumio rpyaHom
KJIeTKM.

KomM6uHauma ¢ MmexaHMYeCKMM oTKawnueartrenem no3Bonser
3HAYMMO YNYyUYlIUTb KauecCcTBO >XWU3HU, YMEHbLIUUTb 4YacCToTy
MH(PEKUMOHHbIX 000CTpEeHUNn, MHTYOauMn, a TakKXXe yBenuumtb
yactotry O6e3onacHbIX aKkcTtybaumm, 4yTO no3Bonfer
peKomMmeHaoBaTb MCnonb30BaHMe  AaHHOM cTparermm
pecnuparopHOM noaaepXKv npu OKa3aHUM MeaMLUMHCKOM
nomowm CMA-naumeHTamMm.
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BoiBOoAabI

1. lleuenmne CMA- naumeHTOB, B 0COOEeHHOCTHM
pecnupatopHaa Tepanua B YKpamHe ocTaercs
HaCcyuwHoOM MeaAMLMHCKOU M couuanbHOM

npobnemomnm.
2. WUcnonb3oBaHMue egAuMHOro nopaxopa K
npoBeaeHuo pecnupaTtopHoOM Tepanum

MOXeT YnyuYluuTb KaK KauvyeCTBO >MXM3HM
CMA-naumMeHTOB TaK U UX CeMeM.

3. Monynapum3aumsa COBpeMEeHHbIX MeToaAMK
pecnMpartopHOM Tepanum NO3BONIMT YNYyUYLIUTDb
KavyecTBO MeaAMLMHCKOM nomMoLwm n
COoKpaTuT CpPOKM npebbiBaHMA paHHOM
KaTeropmm naumeHTOB B otgeneHumax MT.

BbaTbKM nauieHTIB cnoaiBaloTbCA NpPo
aonomory y pericrpauii cniHpa3m B YKpaiHi
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