MbiweyHaa auctpodus
[ioweHHa
Ponutenbckuii npoexTt

www.parentproject.ru

club144279166

parent_project_dmd

parentprojectrussia

o> @ ® @

McTouHuKu:

https://treat-nmd.org/
https:/duchenneandyou.ru/
https:/www.parentprojectmd.org/

https://treat-nmd.org/wp-content/uploads/
2016/09/Russian-RUS_FamilyDMDGuide_2018.pdf

HEOT/IOXXHAA NMOMOLb

OG1IHe peKOMeH/JallHH M MepHI IIPeI0CTOPO>KHOCTH

vIIpu TIOBBIIIEHUH TeMIlepaTyphl:
ITapaneramout (He 60J1ee 4 I/CyT, pUCK
IeYeHOUHON HeJ|0CTaTOYHOCTH),
Ho6ynpoden (HypodeH) mpu mpueme
TOPMOHOB He peKOMeH/I0BaH (PHCK
JKeJIyJOYHBIX KPOBOTE€UeHUH).

v O6s13aTesbHAs BaKIIUHAIUSA IIPOTUB
BETPAHKH, KOPH, ITHEBMOKOKKa H
e)KerojiHasi IIPOTUB TPUIIIIA.

~ [IpH e)KeTHEBHOM U JI0JITOCPOYHOM
preMe ITIOKOKOPTHKOCTEPOU/0B
IpU BO3MOKHOCTH HEO06X0UMO
u3beraTb JKUBBIX BaKIHMH. Bce
>KHBble BaKIMHBI IIPOBECTH IO
Havyajga TOPMOHAJIBHOH Tepamuu,
TocJIe Havasla IprueMa IIpUMeHsIiTe
TOJIBKO HHAKTUBHPOBAaHHBIE
BaKI[UHEL.

MepsI IPeA0CTOPOKHOCTH IIPH aHECTE3HH

~ IIpOTUBOIIOKa3aHBbI IperiapaThl
U UHTaJIAIMOHHOM aHeCTe3Hu:
necosopaH, sHQIIOpaH, TajoTaH,
usodropaH, ceBoQJIIOpaH.

v CYyKIJUHUJIXOJIMH  3allpellleH K
IIpUMeHEeHUI0!

v BHYTpuUBeHHass aHecTe3usl IIpU
TIJaTeJIbHOM KOHTPOJIe 6e30ItacHa.
v MecTHbIe aHEeCTeTUKU U 3aKUCh
asora Ge3omacHb! AJI1 HEOGOJIbIITUX
CTOMATOJIOTUUECKUX poreayp
(Ultracain, Ubistesine, Lidocainum).

PBOTa M HEBO3MOJKHOCTE IPHHHUMATh KOPTHKOCTEPOH I
B TeuyeHHuH 24 4yacos.

v BBICOKHE IIe4eHOYHBIe (epMeHTHI
(ACT/AJIT) B aHaiM3e KpOBU IIpHU
MHOAHCTPOGHH JII0IIeHHA — HOpMa
U He TpeOYI0T KOPPeKIUHU.

~ B 0T/[e/IeHUH HEOTJI0>KHOM ITOMOIIIH

TIIPOUHOOPMUPYHTE 0 cXeMe IIpHeMa
CTEPOMIOB, IIONIPOCHTE 3aMeHHUTHb
Ta6JIeTKH BHYTPUBEHHBIMH HHBEK-
nusaMHu (6 Mr fedsasakopTa paBHBI 5
MT IIPeJHU30JI0HA).

PecrnipaTopHasi IOMOIIb

vB ciydyae mpucoefHMHeHHs 6aKTe-
puanbHOM MHOEKIIUM II0HAZ06sT-
cs1 aHTUOUOTHKH, IOIIOJTHUTeIbHbIE
TEeCTHI Ha JbIXaHHe U JOII0JTHUTEIb-
Hasi [IOMOIIb IIPY OTKAIIJIMBAHUH.

v PHCK: [BpIXaTesJbHas HeJO0CTaTO4-
HOCTb. IIpUMeHeHHe KHCJIOpo/ia B
YKCTOM BH/JIe 3allpelrieHo! BosMoxk-
HO moTpebyeTcsl MoAJepsKKa JAbIXa-
Hust HABJI/UBJL. Y6equTech, UTO Me-
MUIIMHCKUN IIepCoHasl IIPUMeHseT

nBYyX$asHyI0 BeHTUJISIIUIO JIETKUX
¥ BHUMAaTeJIbHO KOHTPOJIUPYeT ypo-
BeHb CO,

v Ecii ypoBeHb KHC/IOpPOJa HUSKHH,
TIOMOIIlb IIPU KalllJle JOJDKHA OBITh
IIpOBe/ieHa IIPY IOMOIIM OTKaIlIN-
BaTeJsIsI WK MelllKka AM6Y.

vBospMuTe cBoe o6opyfoBaHUE B
60JIbHUITY/0TAeIeHHue HeOTI0MHOHU
noMmomu (OTkamuinBartenb, HUBJI
(BiPAP)

HEOT/IOXXHAA MNOMOLLb

ITepesomsel

v Eciiu pe6eHOK He yTpaTHUJ CIIOCO6-
HOCTb K IIepe/[BIDKeHHI0, TO THIICO-
BaHHe II0 BO3MOXKHOCTH JIydIIle
3aMeHHTh Ha BHYTPeHHIOI QHKCa-
LUI0/0Tepanuio. XUPyprus CMO>KeT
IIOMOYb COXPaHHUTh XObOY.

v [Ipu ajileHuH! | >kasobax Ha 6011 B
TI03BOHOYHHKe, 00513aTeIbHBIM Me-
TO/IOM MHCTPyMeHTaJIbHOM AUarHo-
CTHKH SIBJISIETCS PeHTTeH ITI03BOHOY-
HUKa JIJIg UCKJIIYeHUsI KOMIIPeCcCH-
OHHOTO IIepeJIOMa BO BCeX OT/ieJIax.

v Ecomu Ipu IIaJIeHUd WIKW TpaBMe

BO3HUKJIM: MeJIKHe KPOBOU3JIUSHUSI
IOUTH He3aMeTHble TIJla3y (Ha
IUIedax, I'pyjd, IOAMBIIIKAX, IIIeH),
OJIBIIIIKA, ITMaHO3, CYXOH Kalllesb, I10-
BBIIIEHNe TeMIlepaTyphl, U3MeHeHUs
B IIOBeJIEHUHU (BSLJIOCTD, /le30pUeHTa-
11s), HeMeJJIeHHO OTIIpaBJIaiTech
B HEOTJIOXKHYIO IIOMOIITh U ITpefiyTIpe-
IATe IIePCOHAJI, YTO 3TH CHMIITOMBI
MOTYT OBITH BBI3BAaHBI CHHIPOMOM
KUPOBOU 9IMOOIHH.

JKusHeyrpo>karoniuii CHHAPOM >KHpPoBoi amMoouu (COK3I)
TocJjIe TpaBMBbI

v BosHHKaeT B CiIy4asxX, KOIZa
JKUPOBBIe YaCTHIBI IIONAfal0T B
KpoBoo6palleHHe, BEI3bIBasl CHIDKe-
HUe OKCUIeHAaIlud B Cepjlle H/HIA
TOJIOBHOM MO3Te.

v /JloJoKeH OBITh IIPOBeJleH pPaHHUMI
MOHUTOPHHT HaCBHIIIeHHUsI OpraHH3-
Ma KHCJI0PO/OM.

v O6BIYHO BO3HUKAaeT BCJIeICTBHE

nepejoMa JUIMHHBIX TpyOuaThIX
KOCTel Tasa WU TPaBMBI; PeKO —
TI0CJIe OPTOIeIUYEeCKOM XUPYPTHH.

~ CJIefilyeT yUUTHIBATh, €CJIH y pebeHKa

mnocje Ia/leHUs/TiepesioMa/TpaBMBbl
Pa3BHUBAETCS OJIBIIIKA MJIM HEBPOJIO-
THYeCKHe CHMIITOMEIL.

CTroMaroJiorudyeckKue MaHHUIY/IAITHA

~ CTOMaTOJIOTHUecKOoe  BMeIlaTelb-
CTBO JJ0JKHO BBIIIOJIHATECS C MHHU-
MaJIbHBIM KOJIMYeCTBOM aHeCTe3UU
npu obecriedeHUH (QU3HUUECKOIO
U 3MOLMOHAJBLHOTO  KoMdopTa
TaIjeHTa.

~ MecCTHbIe aHeCTeTHKH, 3aKUCh a30Ta
U «BBIMBIBaHHE» KHCJI0pofia 6e3o-
TIacHBI, 0CO6EHHO /IS ITaITHeHTOB C
HOpPMaJIbHOHM QyHKITHEeH JIeTKUX.

v [lareHTaM C JUCOYHKIIH el IETKUX

IIOJIyYHUTh CTOMAaTOJIOTHYECKYIO
IoMOIIb, Tpebyrollyio o6Iei aHe-
CTe3UH, BOSMOKHO TOJBKO B 60JIb-
HUIle WIM XUPYPIrU4ecKoM I[eHTpe,
10/, PYKOBOJACTBOM aHEeCTe3HO0JIO-
OB M YKOMIUIEKTOBAHHBIX 060py-
JI0BaHHeM MOHHUTOPHHTa QyHKIIHO-
HUPOBaHUS OPraHOB JIBIXaHUd, IJIL
yIIpaBJIeHUs I0TeHIIHaIbHbIMU pe-
CIIUPaTOPHBIMU U CepIedHBIMU OC-
JI0KHEHHSMHU.
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3ABOJIEBAHUE U ETO CUMINTOMbBI

Mereunas guctpodus /lromensa (M/I/]) — reHeTH4YecKoe 3abojieBaHUe,
XapaKTepHu3ylollleecsl IIPOTPecCHPYIOIel MBIIIeUHOH [lereHeparued u
¢1a60CThI0 U3-3a U3MeHeHUH (MyTaIuii) 6eJika, Ha3bIBaeMOI0 AUCTPOGUHOM.

A

-
3ajiep>KKa MOTOPHOTO U A w
IICHUX0peYeBOro pasBUTHUA X -

I[Ipu BcTaBaHUU HUCIIOJIB3YET
«Ilpuem F'oBepca» /

«KpLIJIOBI/I,E[HLIe JIOITATKH»

CHOTBHIKaHUS U YacThble ITaieHus1 |

3aTpy/iHeHUs B X07Ib0e, 6ere Mau
II0IBEMe II0 JIECTHULIE

TpPYyAHOCTH C IPBIKKaMH
U IIOJTIPEITHBaHUAMH

VBe/IMUeHHbIe HKPOHOKHBIE
MBIIIIIBI (TICEBJOTUIIEPTPO(HST)

«YTHUHAas II0X0Ka»
C IlepeBaJIKOHA

ANATHOCTUKA 3ABOJIEBAHUA

1 HepeHaTaJH:Haﬂ AUAaTHOCTHKaA

vIIpu Hamuuuu MJJI B ceMeMHOM aHaMHe3e ClefyeT [0
IJIAaHUPOBaHMUS 0OepeMeHHOCTH IIPOMTH MeJUKO-TeHeTHYecKoe
KOHCYJIbTHPOBaHUe y Bpaua-reHeTHKa.

v )KeHIITuHe [0 IJIAaHUPOBAHUS 6epeMEHHOCTH C/JaTh TeHeTUYeCKUH
aHasu3, YToOBI IIPOBEPUTD, SIBJISIeTCS JIU OHA HocuTeseM M/,

v IHBa3WBHble MeTOJbl IUArHOCTUKU: OWMOIICHS XOpPHUOHA [JIs
olpefieJieHUs II0JIa IIJI0fA (IIPH MOATBEP KA eHUU HOCUTeIbCTBA
M/I/l) uau aMHHOLIeHTe3 (3a60p 0KOJIOBOJAHBIX BOJ).

Hab6uroieHHe 3a CHMIITOMaM#
~ CUMIITOMEI (cM. puc. 1)
~ PeGeHOK MeHee IIOIBU)KeH, UeM er0 CBepCTHUKHU.

~ Pe6eHOK TsDKeJIO IIOTHUMAETCSI 10 JIECTHHIIE, MOJKET He IIPHITaTh U
He 6eraTsb.

3  Amanus xpoBH Ha OIpe/eTeHE e TIOBBIIIEHHOT0 YPOBHS hepMeHTa B

KpoBHU (KpeatnnkuHasa wiu CK TecT).
v BBICOKHM ypoBeHb B KPOBH MO’KeT yKasbIBaTh Ha IIpo6yeMy C

MBILIIIaMHU, HO He MOJKET C 0CTOBEPHOM TOUHOCTHIO IIOATBEPAUTD
nuarsos M/J.

TeHeTHUYeCKUM TeCT, IIPU KOTOPOM aHanusupyetcs JTHK nmarpenta,
II03BOJIAET YBUZETh MyTAllHI0 B TeHe AUCTPOQMHA M THUII 3TOH
MyTaI[Uu.

~ Ba)kHO 3HaTh, B KAaKOM I'eHe IIPOM301I1JIa MyTaIlHs.

~ Heo6X0/{uM0 I10C/I€/[0BaTeIbHO IIPOBECTH IeHeTHUeCKUN aHaIu3
IS BRISIBJIEHHS JleJIe[[AM, [YIITMKAI[AH ¥ TOUeYHBIX MyTaIlHi.

~ B03MOXHO, II0Tpe6yeTcs U II0JHOe CeKBeHHPOBaHHe TeHa.

Buomcusi MBIIIIEI (€M ecTh Heo6X0JWMOCTH) II03BOJISIET
OIIpe/IeIUTh HaTHYKe/0TCYTCTBUE, KOJUUIECTBO U PACIOI0KEHHEe
IUCTPOUHA B MBIIIIETHOMN TKaHH.

~ B cirydae eciv reHeTUYECKUM TeCT He YKa3blBaeT Ha MyTal[UH.

OBA3ATEJIbHbIE OBCJIEAOBAHUA

A0 10 JIET 1 PA3 B rOZ. NOCJIE 10 JIET 1 PA3 B 6 MECALIEB

Hesposior: QYHKI[MOHAIbHBIE IIPO6EI,
PpeKOMeHZIalluK II0 IpHeMy IJIIOKO-
KOPTHUKOCTEPOUIOB  (JedazakopT
WJIU TIpeJHU30JI0H).

I1yIbMOHOJIOT: QYHKIIUS BHEIIHETro
neixanud, JKEJI, HOuHas I1yJIbCOKCH-
MeTpHs, II0JUCOMHOTpadus, KaIlHo-
rpadusi, cocTosIHHE GPOHX0JIeTOYHOM
CHCTeMBbI, peKOMeH/IaI[iH I10 IIperia-
paTaM U AbIXxaTeJbHON I'MMHAaCTHKe,
obyueHUe 1ob30BaHUeM HUBII (0T-
KallUTiBaTesIb,MelIoK AMOY).

SHIOKPHUHOJIOT: U3-3a PUCKA BOSHHUK-
HOBEHHUSI CTEPOHJHOIO OCTeOII0po-
3a II0Ka3aHa /IeHCUTOMETpHUs B II0-
SICHUYHOM 06J1acTH/Ta306eApeHHBIX
cycraBax + Bcero Tesa (total body u
spine), orjeHKa KOCTHOTO BO3pacTa
(peHTreH KHUCTeN), ypOBHb BUTaMHU-
Ha /| B KPOBH, KaJIbITHs, HOHU3HPO-
BaHHOTO KasbIus, docdopa, Mapke-
PHI OCTEOIIOPO3a, IJTMKHPOBaHHBIN
IeMOIJIOOUH, TIJII0K03a, KOHTPOJIb
TOPMOHOB ITUTOBH/THOM >KeJIe3bl.

TacTpOIHTEPOJIOT: II0 IIOKa3aHUSIM
MokeT IoTpe6oBaThbca II/IC, mpu
roziospeHuu Ha ['IPB: BOZHO-CUPOH-
Hag 11poba rocpesctBoM Y3H, peHT-
T'eH JKeJIy/iKa C KOHTPaCTUPOBaHHEM
(6apuit 3ampemieH), 13-C gpIxaTesb-
HBIN ypeasHBbIH TeCT, JJIs OIIpeieJie-
Hug Hanuuusa Helicobacter pylori,
II0/160p TepaIuu.

JledeKToJIoT, JIOTOIIeI, IICUXO0JIOT: 110
II0Ka3aHUAM Me/IMKO-TICUX0JIOT0-T1e-
Jlaroruyeckasi KOppeKIus.

JIMeToJI0T: I TI0A60pa ONTHMAJIb-
HOTO paIjoHa IUTAaHUS U JUETHI.

OKyJINCT: PUCK BOSHUKHOBEHHUS CTe-
POUAHOM KaTapaKThl.

Kappguoutor: 9KT, 9XOKT, xoatep KT,
KOHTPOJIb apTePHUaIbHOTO0 AaBAeHUs
u nnyssca, MPT cepplia A1 UCKIIO4Ye-
HU ¢ubpo3a cep/leYHON MBIIIIIBI C
10 JreT, aHaIM3 KPOBHU Ha MO3TOBOM
HaTpuiypeTU4decKuH IenTtyj, (BNP)
JUId BBIABJIEHUE PaHHET0 PasBUTHUSA
Cep/ieuHoM He[0CTaTOYHOCTH.

OpToIIe/l: COCTOSTHHE OIIOPHO-ABHUTIA-
TeJIbHOTO aIlllapaTa: II03BOHOYHUKA,
CyCTaBOB, HAJIMYHe KOHTPaKTYp, BbI-
sBJIeHUe leopMalluii CTOIIBI, peKo-
MeH/Iallu{ 110/160p OPTOIIEeUYEeCKUX
CpeZiCTB peabUINUTAIINY, OIleHKa He-
06XO[JUMOCTH XUPYPIUYeCKOH KOp-
PEeKITUU TOJIEHOCTOITHOTO CycTaBa U
HCIIpaBIeHus: JepopMarfiy II03BO-
HOYHHKA (CKOJIM03a) IIyTeM PeKOH-
CTPYKTUBHOM XUPYPIUU.

BHOXUMHYeCKUM aHalIu3 KpOBHU:
AJIT, ACT, K®K, ButaMuH /|, Kajb-
U W HWOHU3UPOBAHHBIA KaJlb-
1y, ¢ochop, ypoBeHDb 3JIeKTPOJIH-
TOB B KPOBH (MarHui, Kajaui), ypo-
BeHb TIJIIOKO3Bl U TJIMKUPOBAaHHBINA
TeMOIJI06MH (PHCK CTEPOHJHOTIO Cca-
XapHoro guabeTa).

O6cneoBanus: Y3 GPIOIIHON II0-
JIOCTH U II0YeK, peHTreHorpadus op-
TaHOB I'py/iHOM KyieTku uiau KT opra-
HOB IPYJHOM KJI€TKH 1 p. B IO,

PA3PELUEHHDIE MNMPEMAPATDI
AnsA AHECTE3UU

Bap6uTyparsi/
BHYTpHBEeHHBbIE aHECTETHKH

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

MeleuyHnbie pPeJIaKCaHThI

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

MeCTHBII aHEeCTeTHK

Articaine,
Etidocaine,
Bupivicaine,
Amethocaine,
Ropivacaine,
Benzocaine
(pUCK MeTTeMOIJI06MHEMUN),
Mepivicaine (Carbocaine),
Lidocaine (Xylocaine),
Procaine (Novocain),
Prilocaine (Citanest),
Levobupivacaine.

BapixaeMbIiH HeJIeTyIHi
00IIHIl AaHECTETHK

Nitrous Oxide

IIpoTHBOCYOPOKHBIE

Topiramate (Topamax),
Gabapentin (Neurontin).

HapkoTH4YecKHe IpenapaThl

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

JlekapcTBa, 00/IerJaroniue TPeBory

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



