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UcTouHuk:
Parent Project Muscular Dystrophy
www.parentprojectmd.org

Hawu KoHTaKTbI:
www.duchenne-russia.com

MbI B coLManbHbIX CETAX:

instagram.com /parent_project_dmd
3 vk.com/club144279166
‘i facebook.com /DetiMio/
m.ok.ru/group/53221680677005

PekomeHnpauuu no neuartu:
6ymara nnotHas 130 r/ky6.Mm., Benas, matosasi, popmar A3;
pa3mep pokymeHTta 410x140 mm.

BE3OMNACHbIE

ANA UCMNMOJIb30OBAHUA
NMPENAPATbI 411 MECTHOM
W OBLLEW AHECTE3UU
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1. Bap6uTtyparbl/BHYTpUHEHHbIE aHECTETUKH

Diazepam (Valium), Etomidate (Amidate), Ketamine (Ketalar), Methohexital
(Brevital), Midazolam (Versed), Propofol (Diprivan), Thiopental (Pentothal).

2. BabixaeMmblii HeneTyumii o6LWKUi aHeCTeTHK
Nitrous Oxide
3. MecTHbIW aHecTeTUK

Amethocaine, Articaine, Bupivicaine, Etidocaine, Lidocaine (Xylocaine),
Levobupivacaine, Mepivicaine (Carbocaine), Procaine (Novocain), Prilocaine
(Citanest), Ropivacaine, Benzocaine (eHumaHue! puck merremornobuHemMum),
Ropivacaine.

4. Hapkotuueckue npenaparbi (Opioids)

Alfentanil (Alfenta), Codeine (Methyl Morphine), Fentanyl (Sublimaze),
Hydromorphone (Dilaudid), Meperidine (Demerol), Methadone, Morphine,
Naloxone, Oxycodone, Remifentanil, Sufentanil (Sufenta).

5. MbiweyHble penakcaHTbl

Arduan (Pipecuronium), Curare (The active ingredient is d-Tubocurarine), Metocurine,
Mivacron (Mivacurium), Neuromax (Doxacurium), Nimbex (Cisatracurium),
Norcuron (Vecuronium), Pavulon (Pancuronium), Tracrium (Atracurium), Zemuron
(Rocuronium).

6. MpoTtuBOCYyAOPOXKHDIE
Gabapentin (Neurontin), Topiramate (Topamax).
7. JlekapcTea, obnervaiowiue Tpesory

Ativan (Lorazepam), Centrax, Dalmane (Flurazepam), Halcion (Triazolam), Klonopin,
Librax, Librium (Chlordiazepoxide), Midazolam (Versed), Paxipam (Halazepam),
Restoril (Temazepam), Serax (Oxazepam), Tranxene (Clorazepate), Valium
(Diazepam).

NMPEHATAJIbHAA AUATHOCTUKA
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* Mpu usBecTHbIX C/lyyasx B cEMEMHOM aHaMHe3e 3abonesa-
Hua MAJ cnepgyet ao nnaHMpoBaHUs GepeMeHHOCTH 06s3a-
TENbHO MPOWTH MeAUKO-reHeTUYECKOoe KOHCY/bTUPOBaHHUe
y Bpaua-reHeTuKa.

* XXeHwuHe go nnaHupoBaHUs 6GepeMeHHOCTH HeobxoauMo
cpaTbh reHeTUYECKMI aHaIn3, YTOObI NPOBEPUTD, ABNSIETCS U
oHa Hocutenem M.

* UHBa3uMBHbIE METOAbI AUArHOCTUKK: GUONCUs xOpHOoHa Ans
onpegeneHus nona nnopa (Npu NoATBEpP>XXAEHUHW HOCHUTEJb-
ctea MAAZl) wnn amHUoueHTe3 (3abop OKONOBOAHBIX BOA).
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OUATHOCTUKA 3ABOJIEBAHUA
Tl

1. HabniopgeHune 3a npUsHaKaM1 1 CHMNTOMaMH

* YBenuueHne KPOHOXKHbBIX MbiLL, (nceBgorunepTpochus).
* PeBGeHoK MeHee NoABUKEH, YEM €ro CBEPCTHUKH.

* PebeHok TsKeNno nogHUMaeTca no NecTHULE, MOXKET He NpbiraTb U He
6eratb.

* Ucnonbayet npu BcTaBaHuu npuem «losepcax.

* «YTUHasA noxogKa» c nepeBanKoﬁ, «KpPbI/IOBUOHbIE IONATKU».

2. AHanu3 KpoBM Ha onpepeseHUe NOBbILEHHOTO YPOBHS
c¢epmeHTa B KpoBH (kpeatuH KuHaza unu CK rect). Boicokui
YypOBeHb B KPOBU MO>XKET YKa3biBaTb HAa NpobieMy ¢ MblwLa-
MM, HO HEe MOXXeT C JOCTOBEPHOW TOYHOCTbIO MOATBEPAUTD
auvarHos MAA.

3. leHeTnueckuit Tect. AHanusupyerca [IHK nauueHra, uro-
6bl yBUAETD, €CTb JIM MyTaLus B reHe guctpoduHa. Ecnu ectb
MYyTaLUsi, 3TOT TECT NOKa3bIBAET TUM MyTaLMH.

* BaxkHo 3HaTb, B KAKOM reHe npou3oLlna mytauusa.

» HeobxoanMo nocnenosatesibHO NPOBECTH FreHETUHECKUM aHanu3 ans
BbISIBNIEHWS LeNeLnH, BYNIUKALWUK M TOUYEUHbIX MyTaLuH.

* Bo3MoxHO, noTpebyeTcs U NoSHOE CEKBEHUPOBAHHE reHa.

4. Buoncusa mbiwybl (ecnu ectb HeobxoaumocTs). B cnyuae
€CJIM reHeTUYECKHI TECT He yKa3blBaeT Ha MyTaLuu, buoncus
no3BoNsieT onpeAeNuTb Hanuuue/OTCYTCTBUE, KONUYECTBO
M pacnonoxeHue AUCTPOUHA B MbiLLIEUHOW TKAHH.

OBA3ATEJIbHbIE OBCNIEAOBAHUA
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1 pa3 B rog no goctuxeHun peberkom 10 net u ganee 1 pas s 6 Mecsues:

* KoHcynbrauuu HeBponora (hyHKUHOHaNbHbIE MPOObI, Ha3HaUeHWe,/ PeKoMeH-
JaLuu No AO3MPOBKE,/U3MEHEHHIO JO3UPOBKK MIIOKOKOPTUKOCTEponaoB ([edna-
3aKkopT unu MpenHU3on0H), SBASIOLMECH 3010TbIM CTaHAAPTOM NMOALEP>KUBALO-
wew Tepanuu ans MAJ, rpagyc ctonbl (pa3BuTHE KOHTPAKTYP)).

* KoHcynbrayuu kapauonora ( IKI, IXOKT, Xontep KT, koHTponb apTepuab-
HOrO LAB/IEHUS U Ny/bCa).

* KoHcynbrauuu nynbMoHosora (dyHkuuio BHewHero apixanus v XKEJI, cocto-
siHUe BPOHXO/IErOYHOM CUCTEMDI, PEKOMEHAALWK MO AbIXaTe/IbHOM MMMHACTUKE
¥ npenapatam A8 NOALEepPXKaHUs AbIXaTe/bHON CUCTeMbl, 0ByueHWe NauueHToB
npasunam nosnb3osanus HUBJI (Mewok Amby) 1 oTkawnusatenem).

* KoHcynbTauuu opronega (cocTosiHMe OMOPHO-ABMraTeNbHOro annapara: no-
3BOHOYHMKA, CYCTABOB, Ha/MuMe KOHTPAKTYP 3a CYET YKOPOUEHHs CYXOXHWIHH,
OCMOTP Ha BbisiB/IeH1e AedhOpPMaLmii CTOMbI M ee NaToNOorMUeCKOM YCTaHOBKH, NPH
HeobXxoaUMOCTH peKoMeHAaLMA U Noabop opToneauyeckux CpeacTs peabunura-
LiMH, OLieHKa HEOBXOAUMOCTH XMPYPriYeCKON KOPPEKLIMH FONIEHOCTONHOO CycTa-
Ba M MCNpaBneHns aedopMaLMm NO3BOHOUHHUKA (CKOMO3a).

* KoHcynbrauuu 3aHAOKpUHOMIOra BBUAY PUCKA BO3HUKHOBEHWSI CTEPOMAHOIO
ocTeonoposa (AeHCUTOMETPUS B MOACHUYHOM 06NnacTv U Ta3obenpeHHbIX cycTa-
BaX, MCCNIE[0BaHUE OLEHKW KOCTHOrO BO3pacTa (PeHTreH KUCTEH), ypOBeHb BUTa-
MuHa [l B KpoBHM).

* KoHcynbraums okynucra (pUCK BOZHUKHOBEHUS CTEPOMAHON KaTapakTbl).

* KoHcynbrauus auetonora (ans noabopa ONTUMaibHOTO pauMOHa MUTaHUs
U [ueTbl).

* Buoxumuueckum aHanus kposu (AT, ACT, KOK , sutamun [, Ca v noHuau-
POBaHHbIH Kasbuui, hocdop, yPOBEHb INIEKTPOJIMTOB B KPOBHU (MarHWi, Kanui),
YPOBEHb [/1I0KO3bl (PUCK CTEPOMAHOrO caxapHoro auaberta).

* Y31 6pIoIHON NONOCTH U NoYeK.

* Mepguko-ncuxonoro-nepgaroruueckas Koppekuus (gedekrtosor, soroneg,
NCHUXOJIOT) MO NOKa3aHUsAM.

HEOTNO>XHAA NOMOLb NALUUEHTOB C MAA
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1. O6wmMe pekOMeHAALUH U MEPBI NPEAOCTOPOIKHOCTH

* ExxerofHas UMMyHU3aLMsl BaKLMHOW NPOTHB rpunna.

* Jlioau, NpUHAMAIOLLME €XKEAHEBHO U JOJITOCPOYHO MIIOKOKOPTUKOCTEPOUAHYIO
Tepanuio, LO/KHbI U36erarb MBbIX BaKLMH, KOTAa 3TO BO3MOXKHO.

* Bcerga npucrerusaiTtech peMHeM 6e30nacHOCTH — B aBTOMOOME U B UHBANWL-
HOW KONsicke /cKyTepe.

2. Mepbl Npe0CTOPOXKHOCTH NPU aHECTE3UM

* M3berartb BAObIXaHWUS NPU WHIANALMOHHON aHECTe3WW TaKWX Npenaparos, Kak:
Desflurane, Enflurane, Halothane, Isoflurane, Sevoflurane.

* BHyTp1BeHHas aHecTe3us cuuTaeTcs 6e3onacHo (C Twate/ibHbIM MOHUTOPUHIOM).
* Jlloasm ¢ muoaucTopuen [llolweHHa 3anpetueH K npumMeHeHnio CyKunHUAXonuH!

M MeCTHbIe aHEeCTETUKHU U 3aKUCb a30Ta 6630I'IaCHbI ana He60ﬂbLIJVIX CTOMaTON0rMM-
UecKMx npoueayp.

3. PecnuparopHas nomoub

* B cnyuae uHdeKumrn nioasm ¢ muoauctpodueit [lioweHHa noHafobaTcs aHTU-
6UOTUKHM, [ONOSHUTE IbHbIE TECTbI HA AbIXaHWe W AOMNONHUTENbHAsA NOMOLLb NPU
OTKaLU/IMBaHHWH.

* Puck: gpixatesibHas HeloCTaTtodHOCTb. [loxkanyicTa, faiTe TOMbKO KUCNOpog
C TWwaTebHbIM MOHUTOPUHroM ypoBHs CO2; BO3MOXHO, NoTpebyeTca noaaepKa
AbixaHus (Hanpumep, BiPAP).

* Ecnv ypoBeHb KUCI0poAa HA3KHMI, MOMOLLb NPU Kalusie JoKHa ObiTb NpoBeaeHa
C NOMOLLbIO OTKALWIMBATENS MM MewwKa AMOBY.

* BosbmuTe cBOe 060opyaosaHue (nomolub ot Kawss, BiPAP v T. 4.) BMecTe ¢ Bamu
B 6OJ/IbHHLY,/OTAEIEHUE HEOTIOKHOM NOMOLLM; NPeaynpeauTe O CBOEM Npuesse
B 60/IbHHULY 3apaHee.

4. PBoTa U/MNM HEBO3MOXXHOCTb NMPUHMUMATb CYTOUHbIE KOPTUKOCTEPOUADI
B TeueHue 24 yacoB

* B otaeneHnn HeOTNOXKHOM NOMOLLM 6ObHULbI TPOHMHEOPMUPYHTE O CXEME NPH-
ema rIloKOKOPTUKOCTEPOUAOB.

* MNonpocuTe 3aMeHUTb KOPTUKOCTEPOUS, BHYTPUBEHHO [O NpUeMa nepopasbHbiX
npenapartos (6 Mr gedpnasaxkopra pasHbl 5 Mr npeaHU30Ha).

* Bbicokune nokasarenu neyeHouHbix epmeHTo (AST/ALT) sensiotcs HopMon
B aHa/IM3aX KPOBH U He TPeByIoT KOppeKLMK Ans Niofel ¢ MuoaucTpodHent [io-
LIeHHa.

HEOT/I0)KHAS MOMOLLb NALIMEHTOB C MAA
W

5. Cromaronoruyeckue MaHUNyNsALUU

* Cromaronioruyeckoe BMeLLATeNbCTBO JOKHO BbIMOSHATLCS C MUHUMAJIbHBIM
KOJMYECTBOM aHeCcTe3WW npu obecneyeHun MaKCUMaibHOTO (PU3HMUECKOro
M 3MOLMOHANbHOIO KOMOpTa NaLueHTa.

* MecTHble aHeCTETHKH, 3aKMCb a30Ta W «BbiMblBaHWe» KUCNopoaa be3onacHbl
N5 6ONbLIMHCTBA NAUMEHTOB C MUOAUCTPOtUeH [lioweHHa, ocobeHHo ans am-
6ynaTopHbIX NaLUEHTOB, Y KOTOPbIX HOPManbHas YHKLMS Nerkux (HopmanbHoe
[bIXaHue).

* TMauueHTbl ¢ MHogucTpochbueit [ioweHHa, Yy KOTOPbIX €CTb AUCHYHKLMUS fer-
KUX (aHOMasibHOEe AbIXaHWE), [OKHbI PACCMOTPETb BO3MOXHOCTb MOJyYEHUs!
CTOMaTO/IOrMUECKOM NOMoLLH, TpebyloLueh obLen aHecTeanu, B 6onbHULE WK
XUPYPrUyecKoM LEHTPE, YKOMIIEKTOBAHHbIX aHECTE3UOIOrOM U 06OopyAOBaH-
HbIX A1 MOHUTOPUHra BHYTPUOMNEPALMUOHHOTO (PYHKLUOHWPOBAHWSI OpPraHoB
[bIXaHWS U 4151 yPaB/ieHUsi NOTeHLMasIbHbIMU PECMIMPATOPHBIMU U CEPAEYHBIMW
3aboneBaHUAMM.

6. Mepenombi

* Ecnun pebeHoK He yTpaTha CnoCOBHOCTb K NEPeaBUKEHHUIO, CIPOCHTE, BO3MOXK-
Ha I BHYTPEHHAN rUKcauus/onepaums, a He runcoBaHue. Xupyprusi CMoXeT
NOMOYb COXPaHHTb XOAbOY.

* Ecnuny Bawero peBeHKa Npy nageHnuy Ui TpaBMe HOrM BO3HUK/IM Cliefytolme
CUMNTOMbI: MEJIKUE KPOBOU3/IUAHUS (B 06N1ACTHU NOAMbILIEK, WeK, Nied, rpyaH,
MOryT 6bITb HE3aMeTHbI [1a3y), 3aTPyAHEHHOE AblXaHWe, OAbILKa, LHaHO3, Cy-
XOW Kallesb, U3MEHEHUS B NOBEAEHUH (BSNIOCTb, AE30PUEHTALUSA, NOMYTHEHHS
CO3HaHHs), NOBbILLEHWE TeMMepaTypbl, HEMELJ/IEHHO OTNPAB/SUTECH B HEOT/IONK-
Hy'O MOMOLLb W NpefynpeauTe NepCcoHas, YTo 3T CUMMTOMbI MOTYT ObITb Bbl3Ba-
Hbl CHHAPOMOM >KMpOBOH ambonmnu (CXKI).

7. CuHppom xxupHoi am6onuu (FES) nocne nageHus/nepenoma,/Tpaembi
* Pepkunit M XKM3HeEYrpo>KaloWwmui.

* BosHuKaeT B C/lyuasx, KOraa >KMpoBble YaCTHLbI NONaAAIoT B KPOBOOOpaLLeHHe,
BbI3bIBasi CHUXKEHWE OKCUTeHaLWK B CepALE U/WUI FONIOBHOM MO3re.

* O6bluHO BO3HMKAET BCNEACTBUE NepenioMa ANMHHbIX TpybuaTbix KOoCTe Tasa
WK TPaBMbl; O4YEHb PELKO CJTyHasIoCh NOC/Ie OPTONEAUYECKON XUPYPTHM.

* Cnepyert yuuTbiBath, ec/iv y pebeHka pa3suBaeTcs OAbILLKa WK HEBPOOTHYE-
CKWe CUMNTOMbI NoC/ie NaAeHWs /nepenoma,/Tpasmbl.

* NlonkeH BbiTb NPOBEAEH PaHHWUH MOHUTOPHHI HACbILLEHWS KUCIOPOAOM.



