HepBHO-MbILLEYHbIE 3a60/1eBaHMA.
EMHble KpuTeprn oKa3aHMA MeaULMHCKOM

MOMOLLM

lokTop PhD, AaraHos [1.H.
AkTODOe, Ka3zaxcTtaH



Knaccndmkaumm HepPBHO-MbILLIEYHBIX 32001€BaHUM

Anatomical classification of Neuromuscular Dis.
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[ lTaTOodn3nonorm4ecknn MEXaHU3Mm

- BpokaeHHble (HacneacTBeHHbIE, lEHETUYECKUE):

bonesHn asuratenbLHoOro HenpoHa

HacnencteeHHble HenponaTum

BpoXkaeHHble (KOHreHUTarnbHbIe) MMacTEHNYECKNE CUHOPOMbI
MeTtabonunyeckne n MmtToxoHapuansHbIe M1MonaTum

KaHanonatum

MbiLLeYHble ancTpodoun

- [NprobpeTeHHbIE

[1n3MMYyHHbIE MMOMaTUN U HEUpPONaTUA

Tokcuyeckue, MHPEKLMOHHBbIE, TpaBMaTU4eCcKne U ap. nopaxkeHus



Tun HacneaooBaHus 1 HVI3

* X-cUenieHHbIX peLeccmBHbIM: MbllleHas auctpodwms OroweHHa/ Bekkepa, Tvn Amepu-Opeidyca, FHL-1-
accoummpoBaHHass mMuonarusi, mmorybynspHaa wmuonatus, HCMH (Lapko-Mapu-Tyc), CnmHarbHo-
Oyrb6apHasa amuorpodma KenHeaw.

* AyTOCOMHO-AOMMHaHTHbIM: [IKMO - 1A, 1BACI1A.... Jle-nnede-nonatodHas MO (FSHd),
namuHonarum, bonesHb LeHTpansHoro ctepxxHs, HemanmHosaa muonarus, MmuoroHnyeckaa auctpodoums
™mn 1/tun2, Mwuotonns TomceHa, HCMH (Lapko-Mapu-Tyc) — AL tun, OucranbHas crnvHanbHas
MbllledHas atpodmsa  CmellaHHOro Tuna, BpoXaeHHbIn MUO3UT C BKIToMEHUsIMK, [porpeccupytoLLas
occudpmumpyroLLasn ubdpoaucnnasms.

« AyTocoMHo-peLeccuBHbIM (AP): NMKMI — kanbnauHonatusa (2A), capkormvkaHonatuu, AMcTanbHble
mMuonatun (tun Muowmn)+ 2B, 2G, 2H, 2L n ap., bonesHb ueHTpansHoro ctepxHa (AP) HemanuHosas
muonatmna (AP), CuHopom Schwartz-Jumpel, HCMH (LLUapko-Mapu-Tyc) — AP Tun, CrunHanbHasa
MbllevHaa arpodwma (CMA), BpoxaeHHbIn MnosnT ¢ BrrtodeHnammn (AP), TnmkoreHos 2 Tvna (bornesHb
[Tomnie).



KnaccugovkaLysi, OcCHoBaHHaA Ha BO3pacTe Havarna

Bospact 3aboneBaHue




AHaMHe3 3ab0reBaHuA
 PaccnpocuTb naumeHTa o »xanobax;
 BospacTt Ha4yana;

* CMMNTOMbI Ha4ana 3aborneBaHns:

- CINMaboCTb, Oorb, Kpamnu, HapyLLEHNE NOXOOKU, NadeHUS
nap...
* [1porpeccupoBaHue: MeaneHHoe, bbICTPOoeE,

«QNYKTYMPYIOLLIEEY . . .
* [Npnem npenaparos (ctatuHbl, [KC)...

e CeMelHbI aHaMHe3 +++



KnnHn4yeckmnm ocMoTp

* OcMOTp - rMnepnopaos, CKoNMo3, Apyrme CKeneTHble aedoopmMauv;
o [IBUrarenbHbie BO3MOXHOCTU:
-xoOobba — HopMaribHasi, Ha LbINo4Kax, Ha NATKaX;
- YTUHasA Moxoaka, CTennaX, CUMMETPUYHOCTD;
-NOOBLEM MO NECTHULE (MPOKCUMaribHasi crabocTb);
-npuemsbl [oBepca ( NpokcumanbHasi crabocTb);
-NoAHMMaHNE pPyK (MpoKcumarbHasi criabocTb);
-KPbINIOBUOHbIE NONaTKy;

-rMBKOCTb NMO3BOHOYHMKA («pUriaHas CrivHay ), 3aTpyaHeHHOe OblxaHuve,
ap. ...
-MUOTOHMYECKME MPOSABMNEHNS — CKUMAHME Kyraka, NepKyCCuUst MblLLL, T.A.

-TPEMOP,



KnnHm4yeckme ocMoTp

* Jlnuo:
- A3bIK (aTpodrst, MaKpOTIoCcCcUsl, dpacUMKyrALmn);
- CIMabOCTb NMMLIEBLIX MbILLIL, ACMOPdOUK;
- OBWKEHWS MAa3HbIX S10MOK;

* OCMOTpP KOXHbIX MOKPOBOB:

- KernowvaHble pyoLibl, rpaHyraLUmnK, JoKarbHOE U3MEHEHME UBeTa(MATHA),
p. ..
[pyrve cuMnTOMBbI:

-KOTHUTUBHbIE HapyLleHus, HapylieHus LIHC;

-3HOOKPUHHbIE HapyLueHust — C[l, natornorst LLMTOBUOHOW Xenesbl,
rMHEKOMacCTUS;

- HApyweHnd OpraHoB YyBCTB — [T1yXOT1a, OP...



OueHKa MbILLEYHOW CUIMbl U ABUraTesSibHOW akTUBHOCTU

« MaHyarnbHasi oueHKa MbileyHon curbl— 0-5 6annos (MRC)

 OueHKa rno OyHKLIMOHamNbHbLIM LLIKariam:

- lLlkana oueHkn MoTopHOU doyHKUmMn (MFM));

- MoomdmumpoBaHHag LwKana XaMmMmepLUIMUATA;
- lLikana 6-T1 MUHYTHOW XOab0b!;

- TecTHaBpeMms;



KOHTpaKTyph!

* YKOPO4YEHUNE MbILLILL U CYXOXUIU,
* OrpaHn4yeHne NoaBMXXHOCTM CYCTaBOB,;
* Tonorpadous:

- NO3BOHO4HbIN CTOMD (LLUENHBLIN, MOACHUYHO-KPECTLIOBLIN OTAEM) —
purngHasi CnnHa;

- NOKTEBbIE, Ny4e3ansacTHble, MeXdanaHroBble CycTaBbl;

- TazobegpeHHbIe, KOrNeEHHbIE CycTaBbl, AeddopMaLnA CTONMbI
(SKBUHYCHas cTora);

 KoHTpaKTypbl NepBUYHbIE UMK BTOPUYHBLIE?



«CMOTpETH POTOBYHO MOJI0CTHY

[lyroobpasHoe HeEOO? KoHreHuTarnbHbIe Mm1onaTum
Makporrnoccua? Muonatna [ioweHa/bekkepa, bl

CapkornunkaHonatum, OykyTMHonaTum
Atpodoma asbika/Pacupkynaumn? CMA, CEMA, BAC

HapyLwuenne rmotaHna? OkyrnodoapuHreansHaa M, BAC,

MuodombpunnapHsie M
LNedbopmaums 3yoos? Muonatua [ioleHa, paHHAA doopvia M1



BoeneyeHne cepaeyHon MblILLLI

[ nnkoreHos 2 tuna (bl'1) +++

Mwvonartua [ioweHa/Bekkepa +++
MwoToHMYeckasa aMcTpodona +++

CunHapom KepHc-Canepa +++
Hykneonatun/nammHonatnm +++
MwnonaTtun, accoummpoBaHHble ¢ FHL-1++
MunodombpunnsapHblie MmonaTnm ++
CapkormukaHonatum +/-



JTabopaTopHasi aMarHoCcTuKa
AnekTpodumananomyeckad — SHMI, SMI™ (uronsqartas
MUuorpadgous);

Buayanusaums moiwy, — Y3, MPT,;
buoxummnydeckasa anarHoctuka — KOK:
MMMyHOLIMTOXMMNYECKaa — BUOMNMCUA MbILLILL
[NHK-anarHocTtuka.



[1aTTepH BOBEeYEeHNA MblLL NP
HacneACTBEeHHbIX MMONATUAX

Differential Patterns of Initial Muscle
Weakness in MD
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Disease Clinical Clues EMG Izr:nr:zctyr;o st:Jt::::i-re Imaging Biochemistry st?:l:;:es
DMD, BMD, LGMD A+ + b+ 0 ++ + e e
Cov:genl:ls 4+ + ++ b+ - 0 ++
d\anrl‘l:;‘):l:thles LS PSS o o 2 = M
FSHD ++++ + 0 0 - 0 +4+4++
Myofibrillar o + + ++++ ++++ 0 ++++
DM1 & DM2 e e+ 0 0 + + =
Dermatomyositis G + + 0 ++ + 0
Mitochondrial A + + 0 0 +++++ -
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ConenHaJIHuCT

IHean

JleTckiii HeBpoOJIor

Knamanmueckas amarHocTuka 3aOojieBaHIISI, HaIllpaBJIeHIE
Ha TI'€HeTHYeCKYI0 H NapaKIHHIYeCKYIH IHAarHOCTHKY.
Paspab®oTka KpaTKOCPOYHOIO M JOJTOCPOYHOrO IUIaHa
BEIIEHII 151 peaoI I TallIIN. Koopamaartop
MYJIBTHANCUIIUIUINHAPHOI  KOMaHIBI  CIEeHUalIlCTOB,
MOHHUTOPHHI M OIleHKa 3(@(PeKTHBHOCTH KOMILIEKCHOTO
IUIaHa JIedeHHs 1 peadmantanuu. lIpuHsaTtHe pemeHHs o
Ha3HaYeHHNN cuennduaecKoil Teparim.

I emeTuk I'emetuueckass  Bepudukamms  anarfgosza. Meauko-
reHeTH4ecKoe KOHCVYJIBTHUPOBaHIE CEMBII,
nHdpopMIIpoBaHIe ©  MeTodaxX  IIPeHaTaJdbHOII U
[IpeaMILTIaTAHIIITOHHOII JHarHOCTHKIL.

Ilemuatp JlmarHocTka M KOPPEeKIIIss HapyIIeHHIII CcO CTOPOHEI

BHTYPEHHHNX opraHoB. MOoOHHTOPUHT  (PIB3UISCKOTO,
COMAaTHYECKOr'o 11 HYyTPUTHUBHOI'O cTaTryca.

IIy1pMOHOIOT/CTIEMUIATIICT
IO pecnupaTOPHOIL
HOJepPKKe

HI-IHFHDCTI-IKH Hﬂp}THIEHI-Iﬁ ObIXaTeIbHOII CIICTCMBI.
pﬂBpﬂﬁDTI{ﬂ 1 Peallll3anird II'TaHA JICHCHITA I
HDHFDCPDIIH'Dﬁ Kypalllll B CJIyHac IIX HaJlITHITA

AHecTe3HOJI0r -
peaHnIMaToOIor (IeTCKII)

JllmarHOCTHKAa  HaApPYUIEHHII  JObIXaTeIBbHOII  CHCTEeMBI
[IAlIeHTOB, HYKIAFOIIXCH B IIPOBEeIEeHHI
HenHBa3uBHOI BeHTIwINN derknx (HHMBJI), koppexkms
BOJTHO-3JIEKTPOIUTHOIO OOMeHa M OelIKOBOro cTaryca
Ha ¢JoHe nedHimmra Macchl Tejda TSUKeI0l CTelleHIH.
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I acTposHTEepomor

JInmargocTtuka IT KOPPEeKITIs HapyIIeHIIT

HI'IUIEBHPI‘ITE‘HBHDﬁ CIICTCMBI, pﬂ3pﬂﬁOTI{ﬂ I pcallil3allird
II'TaHa JISCYHCHITA 11 ,E[O‘HFDCPOIIHDI?[ KVpallllll B CcJIydace IIX
HAJIITYIITA.

Jluetomnor PermmreHnne BormpocoB moagoopa U peaan3aliii JHeThI
OpTonen JlnmarHocTHKa HaApPVIIIEHHII KOCTHO-CYCTAaBHOII CHCTEMBL,

KOHCepBaTHUBHAaA KOPPEKINIS [IaTOJIOIMII ITO3BOHOYHIIKA,
CYCTaBOB, CTOII; XHpyprudeckass kKoppeknms. Ilogdop
OPTE30B/ TYTOPOB 1 ITHBIX HeO0OXOIIMMBIX
I[IPHUCIIOCOOISHUIT.

Peabmaunromnor (B T.4.

crxermnaaucTt JIDOK)

PaspaboTka n peanmmn3amnnsga KOMILTEKCHOII peaOruIHTaIim
(B T.u. nBurarenpHoI1l). OOyUeHe ceMBbH MMalueHTa.

ITlcuxomor

Ks ELI'II-I(i) HEKAIIITA IICHXOITOI'ITHCCKIIX Hﬂp}’ﬂIE‘HI-ﬂit
pasp a0OTKa II pPealllisaiilisd ILTIaHA JICHCHITA I
,HGHFDCPOIIHDﬁ KVpallllll B ciayHaac X Ha JIITYITA.
CemellHOe IIcCHXOoJIoIrndecKoe KOHC YIBTHPOBAaHIIC




HanpaB/ieHHS TepANIeBTHYECKOI'0 BO31eHCTBHSA:
1) IIpodunaxktika apIXxaTelIbHOI HEIOCTATOUYHOCTH:

Jaoauu Meponpuamiua

® HDI}}.,-_[E] JIHzAaIliga Tazoo0OMeHAa {B I.Gﬁ}“IEH}IE‘ CEMBH ITAIIHCHTA HABBIKAM ITOBCCIHCBEHOI'O VXOI4.
T.4. C IIpHMeHeHHeM CpeICTB TCXHHEKAM VIAICHHA JICTOUYHOI'O CCKPCTa. ,E[EﬁCTBI[E[M B ClIy4dac

MOIOePKKH OBIXATeIRHOI | OCTPEIX 3a00IeBaHHI.

(pvHKIIHH) 2.Pa3padoTKa COBMECTHOI'0 C POAHTEIAMH IIJIaHa ¢ 0O0BeMaMH
ViyumeHne KadecTBa CHA MHHHMAITBEHOH H MAaKCHMAIBHOH ITOMOINH ITAITHEHTY
O01erdedHye JOMAIIHEr o yX01a 3. MOHHTOPHHI IPOXOAHMOCTH (OLIEHKA OTKanUTHBRaHuA. /] 1
CBeCTI K MHHHMYMY T.II.) H CAaHAIlHH OBIXATeIbHBIX IIVTell. B T.9. ¢ HCIOJIb30BaHHEM

CIIEITHAIIBHBIX CPeICTB (OTCOCHI)

4. PeryiaApHad MOITHCOMHOTpadHd (KPpaTHOCTE IIPOBEIeHHA
ompenendeT JTeUanTHil Bpay)

5. PeryiudgpHasa NyIbCOBad OKCHMeTPHA (KPaTHOCTh NPOBeIeHHA
omnpenendeT JTevanlHil Bpayd)

6. PeryiadpHEI OCMOTP (B T.4. peHITeHOoTpapHIeCKHIT)
IIO3BOHOUYHHKA H KOCTell KOHEUHOCTEH ¢ HeIbl pPeIlleHHd
BOIIPOCA O KOPPEKIIHOHHOM BMeEIIATeILCTBE (KPAaTHOCTE
IIpOBEIeHHA OllpefersieT JedallHil Bpa4)

7. PemeHHe BoIpoca © IIpPHMeHEHHH BEeHTHIAIHH C
IIOCTOAHHEBIM IMTOJIOKHTEIBHBIM TaBJIeHHEM (BITITIT).
BEHTHIAIIHH C 2-XYPOBHEBEIM IIOIOKHTEIBHEIM [TaBIeHHEM
(BAOITT) n/man HeHHBA3HBHOI BeHTHIAIHell derkux (HITBJI)
(B paMKax MOHHTOpPHHIa JbIXaTeIbHOI (D VHKIIHH- pHC. 1)

TOCIIHNTATIH3aIIHH H JICUCHHC B
OTIOCIICHITH HHTE€HCHBHOH
TCpallinH
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2) Pemmenne HpDﬁ:]&l«L CBSI3aHHBIX C IIITAHIIEM:

Meponpuamusn

3aoauu
e (QO0eceunTh peryiapHoe
IIOCTVILIEHHE B OpraHH3M
HEOOXOTHMBIX MHTATeTbHBIX
BEIIEeCTB
e (0ecHeuHTh pPEryVIapHOE
BEIBEJIEHHE 3 OpraHuzMa

IIPOIVKTOB KH3HeOeATeIbHOCTH
e KOHTpPOIE Beca

1.O0yueHHe CeMBH MalHeHTa HaBBIKaM I10J00pa OO0IIero
ITOJIOKEHHA A JOCTHKEeHHS BO3MOKHOCTH CAMOCTOATEIBHOTO
IIHTAHHA, B T.4. C HCIIOJIB30BaHHEM CIIEIHAIBLHEIX CPEICTB.

2. HMs3MmeHeHHe KOHCHCTEHIIHH IIHINH. [lodyTBepaad IHIIa
MOXeT KOMIIEHCHPOBATE JKEeBATEIFHVIO CIa00CTh H YMEHEBIIHTE
IIPOJIOIKHTENBHOCTE MPHEMa MHINMH. [ VCTEIE JKHIKOCTH Oollee
0e30MacHEl B OTHOIIEHHH ACIHPAITHH, UeM OolIee TeKyUHe.
3.lcmonp3oBaHme AKTHBHBIX ITHIITEBEIX T00aBOK H
COelHANH3HPOBAHHOIO  JIeUedHOIr0 MHTAaHHA B ClIy4dae
BEIABIICHHOH HETOCTATOUHOCTH IMHINTEBOTO PAIlHOHA.

4. PemeHne BoIIpoca 0 30HIOBOM ITHTAHHH

5.MoHHUTOpPHHT HaboOpa Beca

e JIpodHiIakTHKA
racTpo3szodaralteHOr0  pediIrKca
(I'P) — BakHaAdA  IATOJIOTHA.
ONpeNeNdroas  CMEepPTHOCTE H
3a001eBaeMOCTE vV O0IBHEIX CMA.
AKupHas ITHIITA 3aIepKHBaeT
OMOpOKHEHHE AKelyIKa 51
IIOBBIMIAET PHCK [ DP

l.IToHCK paHHHX CHMIITOMOB [ 3P (IIO3EIBEI Ha PBOTY, OTPBLKKA,
ypuaHHe B KHBOTE IIOC/Ie [IpHeMa ITHIIH ).

2. DT IC uccrenoBaHne BepxXHuX oTaenos AKT.
3.JccaenoBaHdHe MOTOPHKH IIHINEBOJAa M JKeldyaka (B T.4.
TV4eBO THArHOCTHKH)




3) PemmeHne mnmpodiaeM. CBI3aHHBIX C KOCTHO-MBIIMIEYTHOIl CIICTEeMOIT:

IaAoaui

® HDI[,Z[E‘}_}}RﬂHI-IEEK}TBEHI-I‘-IE‘HI-IE I[DCT}"HHDﬁ OBITraTeIbHOII AaKTIIBHOCTII

e IlpodpmmakTika KOHTPAKTYP, IIepeIoMoOB. OOIeBOr0 CHHIApPpOMAa, KaK CIeICcTBIII
[IOCTISTHITX.

Meponpuamius (obuue RPUHIURDBL)

1. O0vyuaeHIe ceMBH HaIllIeHTa HaBBIKaM JIedeOHOIT PH3KYIBTYPHL

2. MoHUTOPUHT (KpaTHOCTH OINpeaeiIgeT JTedarllinii Bpatd) oObeMa JTOCTYITHBIX
ABILAEHIIII, TOHYCA H CIUIBI MBIIIII], INTIOTHOCTH KOocTell (JeHCHTOMEeTPIIA )

3. OnmeHKa HEOOXOOIIMOCTI OPTOIIEeIIYIeCKOll (B T.91. XHPVPIIIiIeCcKOIl)
KOPPEKIIIHI \IIPOTe3NPOBaHIIA.

4. PerrtreHorpadusa (KparTHOCTE oIIpedeIsaeT JIeTallllliii Bpat)

4. IlpoBeneHIIe KITHe3HMOTepaniun

MEPGHPIIHHIHH & FAGHCHMOCIHIH OFF ¢}‘HRHHHHM&H0€0 cCrriamycd rraduiHeHmdad

«Jlexkadriie» e llomneprkaHIIe ONITHIMATIBHOIT ITO3bBI

e CTHMYVIISIIIIS NOBCEIHEBHOII aKTHBHOCTI( B T.9. C HICHOJIBb30BaAHIIEM
CHHelIHAJIBHBIX IIPIICIIOCOOISHIIIT )

e PemnreHnie Bommpoca o MIHMHHPOBAHIINI C IR COXpPaHEeHIIsI oOBEMaA
OBIZKEHIIII I IpeJOoTBpPAaIlleHIIsI O0JIeBOr0 CITHIPOMA.

e lloxbop Kpecma-KaTalaKI., OOeCIISYIBaAOIIeIT MaKCHMaTIbBHYEO
P VHKIIIMOHATIBPHVEO He3aBIICHIMOCTE IT KOMQ OPT

e IIlporesmpoBanHne PYVHKIIIIIT KOHeTHOCTEIT - MOOILTBHEBIE YVCTpOIICTBa
MHOOASP KK BePXHIX KOHSYHOCTEI IUIH 31acTHYHbBIC MaTeplalbl
VBEIIMTYIBAIOIIITEe OOBEM aKTHUBHBIX JIBILKCHITIT 1T (PYVHKITIHNOHATHHBIC
BO3MOMAHOCTIIL

e KoHTpoOones Gomam




«Cripgumey o (Oecrmeyenrie BOIMOKHOCTH 0€30IaCHO MEPeMeIaThes ¢
[IOMOIIBKO Kpecra-KaTa/Kil

o [[n1aHoBOE 11CTI0TB30BAHIIE MOOILTBHBIX YCTPOIICTB MOIEPAKII
BEPXHIX KOREUHOCTEI]

o PasBiTie ()m3maecKoll CILTBI I BRIHOCTIIBOCTIX

o [loomperne mpeObBaHNA B CTOSYEM TI0T0KEHIIL, B T.4.
[IPIMEHEHIE 00MErYeHHBIX CeIATIIHBIX 1 KOTEHHO-
IMIKOTOTOYHO-CTOMHBIX OPTOIEITYECKIIX aIlapaToB ¢ HarPy3KoIl
Ha HOTY ILTH OPTOMEMITIECKIX YCTPOICTB SKBIBATCHTHON XOTBOH,
KOTOpBIE [103BOMIAIOT 00IErIITh CTOSHIIE I XOB0Y C [IOMOIIBE
TIPYTIIX JIHIT

o [Ipmvererie opre3oB




COXOITAUIIIE >

e lcooawpzoBaHlEe Kpecila-KaTallKI 14 IICPCSMCIIICHIIA Ha OOIIBIIIIIE

PaCCTOAHIIA.
Kiaes OTCpallirA I AKTIIBHOC BPEMAIIPCIIPOBOMKIACHIIC JJIA
COXPaHCHIIA BBEIHOC/IIBOCTII I HS3aBIICIIMOCTII 11/ 1111

[IpeaoTBpPAaIleHIIsT/ CHIKeHIIS MHBATIIIIT3AaITII.

XoKIeHHe, Ipu HEeO0OXOIMMOCTH C IICTIOIB30BaHIIEM
BCIIOMOTaTeIbHBIX MPIICIIOCOOISHIIT, JOIKHO IMTOOMIPSITHCS.
Perymsapaple yhopasKHeHHS OO/LKHBI BCSIYECKH IIOOIMPSATBCI, T.K.
MOIICP/RKUBAOT (PIIB3HISCKYVIO (OopMY I BBIHOCIHBOCTE OOIBHOTO.
VhopaxkHeHHIsI MOI'YT BEKJIIOYATh I[IIIaBaHIE, pas3IIiMdHbIe BIIEI
VIIpaKHEeHHIT B BOJe (aKBaTepanuio). HINMNOTEePAaIlo 1 aJallTHUBHEBIE
BHIOEBI CIIOPTA.

MeponpusaTisg 1o aganTalliin JoMalrHell (11 ap.
OKpYy7KaroIreil) o0CcTaHOBKIH 11 o0ecliedeHUsI MaKCHMaIbHOIT
He3aBIHICIIMOCTH OOJIBHBIX 3a cUeT O0e30MMacHOCTH H JOCTYIITHOCTH
BCeX HEOOXOIMMBIX UM CPEJICTB.

IIpiveHeHnne opTe30B




4) KymupoaHie oCTphIX CHTYaLII (BHe3aMHOe YXVANIeHIe IbIXaTelbHbIX ()YHKIINII):

Jaoauu

Meponpuamuzs

¢ Hopwmanmsaig razoooOMeHa

o [IpodunakTika
TITIOTTIKEeMIIT

1.O0yueHIe cembl MallieHTa HaBbIKaM AIarHOCTIIKIL
I KOPPEKIII COCTOSHIS IANEHTOB B JOMAITHIX
VCIIOBIAX B CIIy4ae BO3HIKHOBEHIIS OCTPBIX CUTVaLIUII
2. MOHNTOPHHT Ta30B KPOBI

3. OuIIcTKa IBIXaTeNbHBIX Iy Tell

4. IlpoBeneHne okCIMeTpUII

5. Ilpumenenne HBJIL, B T.4. ¢ mpumereHnem
KIICTIOPOJIa 11 OIeHKa ee 3 eKTIBHOCTH

6. Pemrenne Bompoca 00 HHTyOAIII Tpaxen i
IIPOBEIEHII MEXaHITUECKOIl BEHTIIALINI JTeTKIX

7. PemeHne Bompoca 0 TpaxXeoTOMIIH

8.0nTnmirariid pexiMa MNTaHI, PelleHIle BOIpoca
0 MMapeHTepaIbHOM MITAHIIL




AWATHOCTHMHKA
Basoeoe obcnenoBaHue NpWU NOCTAHOBKE AWMarHosa
* HoHcynbTauua Kapawonora
* Hapaowonordyeckuid aHamHes
* CemedHbIM aHamHes
» PusuKaneHoe obcnepoBaHme

JnexkTpoKkapguorpadma

s HewHBasMBHaA BU3ya/M3aLMA:
-IxoKapaWorpadwuma (<6-7 net)
-CepaedHo-cocyouctaa MPT (=6-7 net)

EXENrOQHOE OBCNEAOBAHME

ExxerogHoe ofcnenoBaHWe cepaedyHO-COCY OMCTOM
CHCTEMBI

Kapgowonormyeckuii aHamHes
PuanKaneHOoe obcnegoeaHue

IneKkTpoKapauorpadma
HewHBa3sMBHaa BM3yanM3auma

AJITOPHTM JHATHOCTHKH, MOHATOPHHI A H JIEYEHHS KAPJTHOJIOTHUECKHAX HAPVIIEHHH ¥V ITAITHEHTOB C M

OBC/NEAOBAHME MEHLWWH-HOCHUTENEM
Happauonorvdyeckue obonegosaHWe B MONOAOM BO3pacTe

CepaedyHo-cocyauctas MPT

MpK HANWYKMKM KAMHUYECKKMX NPOABAEHMA MK
MNOJOMMTENBHBIX PEIYNLTATAX BEM3YaAM3UPYHILLMX
MCCNeaAoBaHWMM YEENUYMTE YacToTy obcnenoeaHmia
no pekoMeHOalMKM KapaMonora

MpH OTpUMUAETENBHBIX pE3YALTaTaX MOBTOPHO
npoxoguTe oDcnegoeaHue Kamabie 3-5 ner

C
KNMMHUHECKMM
“
NPOABNEHMAM
M

YBEENMUYLTE YacToTy obcnenoBaHKMiA Mo
PEKOMEHOALIMM KapaWonora
HauyHWTe MegWKaMEHTO3HOE NedeHue

AmbynatopHaa M paHHAA HeambynaTopHas
cTagmAa
¢ [lpoBOoOMTE KapOWOAOTHMYECKHUE
obcnenoBaHWA HE pEXE YEM
EMEroaHO
s HayHuTe NnpumMeHeHue MHIMbuTopoB
aHIMMOTEH3MH-TIPEBPALLAILLEND
dpepmenTa MK BRokaTtopos
aHMMOTEH3WMHOBLIX PELENTOPOB B
sozpacte 10 net

MozgHaa HeambBynaTopHaa ctagma

s TwareneHo HabnwpoalTe 3a NPU3HaAKamM K
CHMMNTOMaMK HapylueHWA dYHKLMK cepaua,
Ha 3TOH CTaaMKM MOMET BbiTe CNOHHO
AUarHOCTUPOBaTh CepasYHYHD
HEAOCTATOYHOCTL C KAMHWUYECKMMM
MpPOoOABAEHWAMM

* OueHMBaWTEe HapylUEHME PHUTMa CepaLa

s [lpUMeHAWTE XOpPOoWO 3apeKoMEHOOBABLLIME
npenapaTtbl 008  Ae4eHWA  cepasdYHoM
HEOOCTATOYHOCTM.

Xupypru4yecKkoe BMeLIaTeNbCcTED

» [popeouTe aneKTpokapaWorpaduio
M HEMHBA3MBHYH BM3YanM3almMm
nepeq oBWKMPHBLIM XHMPYPrYecKnm
BMELLIATENLCTBOM

* YeEenombTe aHECTE3IMONOTA O
NauWeHTe C MbllueYyHOW aucTpodureid
[oweHa; y NauMeHToB
NOBbILIEHHbLIA PUCK
AHECTESUNOMMUYECKMX OCNOMHEHMA




ILTAH BEIJEHHA ITATTHEHTA C M1 C PECITHPATOPHBIMH HAPYINIEHHAMH 110 CTAITHAM

AmbynaTtopHad cTagusa

PaHHAA HeambynaTopHaa ctagus

MosgHaa HeambynaTopHaa ctTagua

O6cnepgosaHMe

OnuH pas e roa; @HES

2 pasa s rog: ®HEN, MIP/MEP, PCF (NCK), Sp02, petCO2ptcCO2

HCE.-"IE,.EI,DEHHHE BO BpEMA cHa*c HEII'IHDFDEdJHEH ANA BelIABNEHWA NPWM3HAKOEBE M CHMINTOMOEB DEI‘ET[]YHTHBHDFD dMHOZ BO BpemMA CHa WKW HapylweHWA OblXaHHMA 60

CHe

BmewartenecTea

HMM‘.I’HHSELI,HH MHEBMOKOKKOBbBIMMKM BaHUMHAIMK M eHerogHaAd MMMyHM3Ial A I-»"IHEII'{TI-"IBMIC}DBEHHDIFII EEHLI,I-“IHGI:i NpoTHE rpynna

OTHnoHeHWe obbema nerkux npu @HEN <60% oT AonKHOK

BcnomoratenbHblA Kawens npM @HEN <50% ot
OOMNMHOW,
PCF (NCK) <270mn/muH vam MEP 60 cm H20**

HouyHaa BcnomMoraTenbHas BEHTUAALMA NETKKUX

C PE3EPBHOM YaCTOTOM AbIXaTEAbHbIX ABMMEHWIA
(NpegnoyTMTENBHO HEMHBA3WBHaA)

NPM HAAMYMKM NPU3IHAKOB

WK CUMIMTOMOB TMNOBEHTUAALMKM BO BPEMA CHa MK
OPYTMx HapYLWeHWM NbIXaHua Bo cHe** ¥,
OTK/AOHEHMAX OT HOPMEI Pe3yNbTaTos

MCcCcneaoBaHMA BO Bpema cHa™,

$HEN <50% ot gonmHon, MIP<60 cm H20 nam
MCXOOHbIX MOKa3aTenax

npobyxaeHuM Sp02<95% mam pCO2>45 Mmm pT. CT.

,D,DEFE BAEHWE BCNOMOTAaTENBHOW BEHTWUAA LMK

NEerkux B AHeBHOe Bpema, ***

eCc/liM, HECMOTPA Ha
HOYHYH BEHTHMAALMIO NErNKMX, AHEBHbIE NOKasaTenm
S5p02<95%, pCO2>45 mm pT. CT. WIK MMEIOTCA

CMMMNTOMBI NPODYHOEHMA W3-3a2 OAbILWIKKA




OIIEHKA ITHTAHHA. I'TOTAHHA H COCTOAHHA A KEJIYJOUYHO-KHINEYHOI'O TPAKTA ¥ ITATTHEHTOB C M1

IIpaem npoBoaBTHCH

CepTH()PHIHPOBAHHEIM THETOIOTOMO-HYTPHITHOIOT OM

BO BpeMA NpHEMA IPOBECTH MOHHTOPHHT MAacchl Tella H pocTa; A/IA HeaMOyIaTOPHBIX AIlHEHTOB clIeAyeT HCIOIb30BaTh ATBTEPHATHBHYI OLCHKY
pocTa

IloBTOpHBIAE DpHEEM KRa:KIble 6 Mecames

Onenka aucdarum, 3amopa, racTpossodarearsHoro pedIroKca H racTponapesa

E:xeronno

OuneHKa KOHISHTPAIlHH B CEIBOPOTEE 25-THIpOoKCHBHTaMHHA D

OneHka NOCTYILIEHHA KAaIbOHA ¢ MHINEH

CumnTombl aucdarmm OpauH wnu bonee M3 cneayrLmMx 25-rmopokcueuTamuH D<30,0 Hr/mn [MocTynaeHWe KanbuMA MeHbLUe

CMMNTOMOB: pPEKOMEHADBAHHOW HOPMbI

o (CHMMMEHME MAcChbl TENa M
obe3spoMBaHWE

+ HcTtoweHue

*  Acnwupauma

notpebneHua c nue

* FMEDEHHEIH MK TAKENGA

nucdarua
Hanpaenenue K noroneny ana PekomeH0BaTk YCTAHOBRY Neuyenwe peduumta BUTammuHa D PekomeHaoBaTh yBE/IMYEHUE
OLEHKMW IMOTaHWA, BEAKYana IHAOCKONHUYECKOMW MNacTpoCcTOMBI notpebneHua KanbUMA C NULLEH K
BuaeocdnoopockonuMyeckoe nobaBkamm
wccnenoBaHMe akTa rMoTaHMa







