LOIATHOCTUKA TA NIKYBAHHSA HEPBOBO-M'A30BMX 3AXBOPIOBAHb Y [ITEV

CTaHAapTM3auMn/ANCrapMoOHNYHOCTb NPENATCTBYET NOCTENEHHOMY
NPOABUXEHMIO K CUCTEMATUYECKUM KITIMHUYECKMM UCMbITaHUAM.
TREAT-NMD — ¢uHaHcmpyemas EC CeTb DKCNepToB, COAENCTBY0-
LaA COBMECTHbIM MCC/IefoBaHuAM B obnact HM3, uenbio KoTopoi
ABNAGTCA NPeoAONeHNe YNOMAHYTOW ANCrapMOHUYHOCTU 1 CO3AaHne
NHOPACTPYKTYPbI A1 CKOPENLLEro NPYMeHeHUA HOBENLLINX METOL0B
nevyeHus B knuvHuke. Co BpeMeHN Hayana CBOel AeATeNbHOCTH,
AHBapa 2007 ropa, TREAT-NMD co3pana MHCTpYMeHTapuiA, MO3BO-
NAWMNA NCCneaoBaTeNiaM U NPOU3BOAUTENAM YCKOPUTL Nepexoq,
NMepcrnekTVBHbIX METOAOB JleueHVa 13 nabopaTopuii B KINHUKY.
Co3paHHbIN 3a 2 rofa MHCTPYMEHTapuin BKIOYaeT:
Tno6anbHbin pernctp 6onbHbIX MM OioweHHa n CMA, B KoTO-
POM CofepPKaTCA KoUeBble reHeTUYecKmne 1 KIMHNYecKre AaHHble,
HeobxofVMble AnA Habopa H6OMbHBIX ANA yYacTNA B KINMHUYECKNX
UCMbITaHWAX 1 pa3paboTKN CTaHAAPTOB ANArHOCTMKMN U NIeYeHNs;
Pernctp meanLMHCKNX yupexaeHnin n 6a3 KIMHUYeCKnx nc-
NbITaHU, pacrnonaralLmnx OnbITOM 1 BO3MOXHOCTAMU ANA MpPo-
BefeHVA UCCnefoBaHWI.

Perncrp wkan oueHKn pe3ynbTaToB AN CPaBHUTENIbHOW OLEeHKM
TepaneBTUYECKNX Noaxonos ana HM3.

CraHpapTbl paboTbl € XUBOTHbIMK Mogenamu HM3 gna cono-
CTaBUMOCTVW Pe3y/bTaToB, MOMYYEHHbIX B Pa3HbIX LIEHTPaXx.

CraHZapThbl, Npoweawre NHTePHaLUMOHaNbHOe CornacoBaHue,
no yxopy 3a 6onbHbiMu co CMA 1 MM JioweHHa Ans BCeMUPHOTo
pacnpocTpaHeHna HauyyLwero onbiTa.

WNH$pacTpyKTypy Ana obyueHuns nccnepgosatenein v KNMHULKW-
CTOB OCOOGEHHOCTAM NPOBeAEHUs KINMHUYECKUX UCMBITAaHWIA 1 Ap.
o6pa3oBaHuA.

CoBeT A51A He3aBNCMOW OLEHKU NpegiaraembiX HOBbIX BUAOB
NeyeHna 1N NPOABMXKEHUs Hanbonee NMepCneKkTUBHbLIX A0 CTaguuv
KINUHUYECKUX UCMbITaHWUI.

MpyMeHeHVe 3TUX MHCTPYMEHTOB YXKe HauMHaeT pacnpocTpa-
HATbCA Ha HOBble CTPaHbl 1 Ha WKpPoKuin Kpyr HM3, Takxe MHorve
N3 HUX MOTYT CNYXWUTb MOAENbIO «FOTOBHOCTU K KIUHUYECKUM
NCMbITaHUAM» ANA APYrux obnacteil MeAUUVHBI Y TeHETUKN.
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PHYSIOTHERAPY FOR NEUROMUSCULAR DISORDERS

Physiotherapy is one of the mainstays of treatment and
management for virtually all of the neuromuscular disorders.
Physiotherapy includes the treatment of contractures, mana-
gement of loss of function caused by weakness and a gro-
wing role in respiratory management. Published standards
of care for SMA and DMD include physiotherapy as one of
the most important treatments currently available for people
with neuromuscular disorders.

The management of complications such as contractures
that develop as a result of weakness, lack of mobility, muscle
imbalance or that are part of the clinical phenotype require
a systematic and persistent approach. Both the family and
the physiotherapist must co-operate to develop a practical
and reasonable treatment schedule. This may involve the
use of orthoses, positioning and manual therapies. The lives
of families are busy and consequently any regime must aim
to fitin with each individuals needs. The prescription of the
correct orthoses can improve function or maintain mobility
and independence.

Respiratory physiotherapy has developed significantly
over the last decade and is now an essential part of the
physiotherapy ‘tool box’ Techniques to improve cough in
particular are vital. There are many methods available such
as the use of mechanical in/exsufflators, ambu-bags, assisted
coughing that may used. Traditional chest clearance tech-
niques are still applicable but must be used in conjunction
with the newer and more effective options.

Physiotherapy has always been an essential therapeutic
option for people with neuromuscular conditions but ad-
vances in the understanding of the pathology and natural
history have enabled physiotherapists to tailor their treat-
ments in order to prevent or delay some of the predicted
complications that are recognised in many of the condi-
tions.

As we move forward towards developing medications to
treat NMDs the skills of the physiotherapist are becoming
increasingly essential in clinical trials where their expertise in
objective evaluation of function and strength is required.

Muwene Uan

WHCTUTYT reHeTUKM YenoBeka, YHnBepcuteT Hblokactna (Hblokactn, BennkobputaHus)
®Ousnotepanuna n HellipombilieyHble 3a6oneBaHns

B HacToALee Bpema dusmoTepanma ABNAETCA OCHOBOWN NeyeHuns
N yxofa NpaKTUYecKn AfA BCeX HENPOMbILIeUHbIX 3aboneBaHuni
(HM3). OusnoTepanua BKNOYAET NeyeHne KOHTPaKTyp 1 Meponpus-
TMA, HeobxofvMble ANA KOMMeHcauuy yTpaunBaemblx GyHKLUN,
B MepBylo ouyepeAb, AblXxaTeNibHON cucTembl. OnNy6nMKoBaHHbIe
CTaHAapTbl yxofa AnA 60SbHbIX CMUHANBHON MbIWEYHON aTpo-
duenn (CMA) n muopuctpoduen AoweHHa (MAL) pacueHuBaoT
dun3moTepanmio Kak Hambonee BakHOe CPefCTBO, AOCTYNHOE
nogam ¢ HM3.

MpenynpexpaeHvie n 3ameaneHne GopmMrMpoBaHNA TaKMX OCIIOX-
HEHUWI KaK KOHTPAKTypbl, ABAAOWMECA pe3ynbTaToMm cnabocTty,
Masior MOABUMKHOCTU, MbllleYHOro AucbanaHca unm 4acTbio Knu-
HUyeckoro ¢peHoTuna, TpebyeT perynapHbIX U CUCTEMATUYECKNX
ycunuin. Co3gaHne NpakTUUHOro 1 3GPeKTNBHOro pexnma me-
ponpuATMiA HEBO3MOXHO 6e3 TeCHOro COTPYAHMYECTBA CEMbMU
6onbHOro 1 ¢usnotepanesTa. [ogo6HbIE MEPONPUATAA [OMKHbI
BKJIOYaTb UCMOMb30BaHMe OpTe30B, NoaaepKaHue dusnonorunye-
CKUX MONOXEHWU 1 MaHyanbHble Npuémbl. KnsHb ntoboin cembm
HamnofIHeHa MHOTOUYUC/IEHHbIMY MOBCeAHEBHbIMM 3aboTamu, ce-
MbA 6onbHOro HM3 obpemeHeHa elye 60sbLie, MOITOMY PEXUM
[OJIXKEH CTPEMUTbCA YYMTbIBaTb MHAMBUAYaNbHblE 0COOEHHOCTM
cemell. AfeKBaTHOe OpTe3UPOBaHME MOXET ynyywmnTb GyHKLMO-

HUpOBaHVe UNK NoffepXnBaTb 06bEM ABVMKEHUA M CTeneHb
He3aBUCUMOCTMW.

3a nocnepHee pecAatunetTne dusnoTepanua PecnmpaTopHoii
cucTeMbl NpeTeprena 3HauyuTenbHoe pa3BMTME U CTasa Heobxo-
OMMON YacTbto ¢pr3noTepaneBTNUYeCcKoro «Habopar. *KN3HeHHO He-
0OXOAVMbIMU ABAAIOTCA METOAUKM AN1A YNYULIEHNA OTKALLINBAHUA.
CyLiecTByeT Hemano NoAo6HbIX METOAUK, HANPUMEP, MeXaHNYecKne
WH/3KcCydnATopbl, MeloK-amby, annapat 418 BCIOMOXEHUA OTKal-
nunBaHuio. TpaaNLMOHHbIE METOAMKN OUUCTKN fblXaTeNbHbIX NyTen
COXPaHAIOT CBOE 3HaYeHMe 1 ceyac, HO AOKHbI NCMOJb30BaTbCA
B KOMOMHauuUn ¢ 6onee HOBbIMU 1 3GHEKTUBHBIMU NMOAXOAAMMU.

®usnoTepanua Bceraa 6bl1a HEM3MEHHbIM TepaneBTUYeCKUM
noaxonom ana 6onbHbix HM3, 04HAKO AOCTUXKEHWS B MOHUMAHWN
MX MaToreHesa u eCTeCTBEHHOro MPOrpeccupoBaHnA MO3BONAOT
cneymnanucTam no ¢usmoTepanmu nNpepoTBpallaTb UNN 3a8epXu-
BaTb NOABNEHNE HEKOTOPbIX OCNIOXKHEHUIA, KOTOpble NpeAcKkasyemo
BO3HMKAT Npu pasnnyHbix HV3.

Mo mepe Toro Kak 6yayT pa3pabaTbiBaTbCA npenapatbl AnA
neyenna HM3, ymeHuns ¢usmotepaneBToB byayT CTaHOBUTbCA BCE
6onee HeOOXOANMBIMU LNA KNMHNYECKMX NCMbITAaHWIA, NPOBeAeH e
KOTOPbIX HEBO3MOXHO 6e3 MX OmnblTa 0ObEKTUBHOW OLIEHKN CUJbI
n GyHKUMIA 6onbHOrO.
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